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CxJ1aa MyIbTHIMCIHUILTIHAPHOI P000Y0i IPYNH 3 ONPANIOBAHHS KJIIHIYHOI HACTAHOBH
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BanepiiBaa

I'inpdanoBa AnHa
MuxaiiniBHa

KocTtrouenko Jlapuca
Bacunisua

CrenanoBcbkuit FOpiit
CremanoBu4
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AHaTtoniioBuy

Jlamiii ®enip [BanoBUY

Yo’ sk Banentuna
Bonogumupisaa

SximoBuu CaiTiiana
AmnaroiiiBHa

[Tpodecop kadenpu guTsumx iHPEKUIHHUX XBOPOO Ta JUTSIUOL
iMyHoJtorii HarioHaapHOTro yHIBEPCHTETY OXOPOHH 370pOB’S YKpaiHu
imeni [1.JI. Hlynuka

Jlikap-iMyHOJIOT TUTSYUH Ta JOPOCIINH, ACUCTEHT Kadeapu AUTIINX
iH}exiitHx XxBopoO Ta AUTA40i imyHoJorii HanionansHOTrO
YHIBEpCUTETY OXOpOHHU 3710poB’st Ykpainu imeni [1.JI. [llynuka

3aBigyBad NeAiaTPUYHOTO BIIUICHHS KOMYHAJIbHOTO HEKOMEPIIIHHOTO
nianpueMctBa JIbBiBChbKOi oOmacHOi pamu  «3axigHOYKpaiHCHKUI
CIIeIIaII30BaHUN JUTAYMN METUYHHN IIeHTp», mnpodecop Kadempu
KJIiHIYHOi iMyHOJoOrii Ta aneproiorii JIpBIBCHKOTO HAI[iOHAIBHOTO
MEIUYHOrO YHiBepcuTeTy iMeHi Januna [amuibkoro (3a 3rojior0)

JoueHt xadenpu autayux iHGEKIIMHUX XBOPOO Ta TUTSYOI IMYHOJIOTIT
HamionaneHoro yHiBepcuteTy oxoponu 310poB’st imeHi [1.J1. Illynuka

npodecop Kadeapu IepMaTOBEHEPOJIOTIi, ajeprojorii, KIIHIYHOI Ta
nabopatopHoi imyHojorii HamioHambHOTO YHIBEPCHTETY OXOPOHHU
3nopoB’st Ykpainu imeni [1.JI. Hynuka

JoueHT Kadenpu AuTSIux iHGEKHiHHUX XBOPOO Ta TUTSIUOI IMyHOJIOTI]
HamioHasibHOro  yHIBEpCHUTETy  OXOpPOHHM  3J0poB’d  YKpaiHu
imeni [LJI. Hlynuka

3aBigyBay Kadeapu KiIiHIYHOI iMyHoJorii Ta aneproiorii JIbBIBCbKOTO
HAI[IOHAJILHOTO MEAMYHOro yHiBepcutTeTy imeHi [lanwna [anuibkoro,
3aCTYITHUK TOJIOBH poOOYOi IPYIH 3 KIIHIYHUX MUTaHb

3aBiJlyBay KOHCYJIbTaTUBHOI HOJIKTIHIKH KOMYHAaJIbHOTO
HEeKoMepIiiHoro mianpueMcTBa «KuiBchbka MiChbKa IUTAYA KIIIHIYHA
mikapHs Ne 1» (3a 3rooro)

Metoaosoriunuii cynposig Ta inopmaniiine 3a0e3nedeHHsA

I'ynenko Okcana IBaHiBHa HaYadbHUK BIAAUTY CTaHIAPTH3AIIl METUYHOI JOTIOMOTH JlemapTamMeHTy

OLIIHKM MEAMYHHUX TEXHOJIOTiH, aAMiHICTpYBaHHS JEPXKaBHUX PEECTPIB
Ta MOHITOPUHTY IIiH Jep>KaBHOro mianpueMctBa «/lep:xaBHuii
eKCIepTHU 1IeHTp MiHicTepcTBa OXOPOHHU 3710POB’sl YKpaiHU»
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JepaxaBHuil ekcriepTHHI neHTp MiHicTepcTBa 0XOPOHH 310POB’sl YKPAIHHU € YJICHOM
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Penensentu
Kosasb Nanuna npodecop Kadenpu KIiHIYHOT IMYHOJIOTIi, aJeproJiorii Ta eHJ0KPUHOJIOT T
JanwniBHa ByKOBHHCBKOTO JIEp)KaBHOTO MEIWYHOTO YHIBEPCUTETY, mpodecop
JI.ME]I.H.
Bosipuyk Okcana 3aBigyBad  Kaenpw  TUTSIYUX  XBOPOO 3 JAWUTAYOI0  XIpYypri€ero
PomaniBua TepHOMNBCHKOTO  HALIOHAIBHOTO  MEAWYHOTO  YHIBEPCHUTETY 1

L.Top6aueBcekoro MO3 Ykpainu, mpodecop, 1.Me/.H.

Ilepernsaa KIiHiYHOT HACTAHOBH 3aIIaHOBaHO Ha 2025 pik



CIIMCOK CKOPOYEHb

6-MP: mepkanronypus 6

AD: ayTOCOMHO-JOMIHAHTHUI

AIHA: ayroiMyHHa reMOJITUYHA aHEMis

ALPS: ayroimynHi jgimponposidepatuBHi CHHAPOMU

APS50: anpTepHaTUBHUN IIIAX

APDS: aktuBoBanuii cunzpom PI3K nenpra

APECED: ayroiMmyHHa TONICHIOKPUHONATIS, KaHIUIO3M, IOJIEHAOKPUHHUN  CHHAPOM,
eKToJIepMalIbHa TUCTPOdis

AR: ayTocomMHO-peniecuBHUMA

AWMEF: Acomiamis HaykoBuX Meaundaux ToBapuctB Himeuunaun (HKO)

Aza: azationpuH

BaK: ®denepanbHa MeaudHa acoliamis

CARD11: 11-ii unen cimeiicTBa OLIKIB, SKUI MICTUTh JJOMEH PEKPYTYBaHHS Kacma3u
CARDQ: 9-ii unen cimeiicTBa OLIKIB, SKHI MICTUTh JIOMEH PEKPYTYBaHHS Kaclas3u
CARMIL2: perynsaTop kemyrodoro 0inka Ta Mio3uny 1 jiHkep 2

CD27: xnacrep nudepeniianii 27 = moBepXHeBUN aHTUTEH 27

CD70: xknacrep nudepenuianii 70 = nopepxueBuii anturex 70

CED: xpoHiuHi 3amanpHi 3aXBOPIOBAHHS KUIIIEYHUKA

CFI: paxTop komruiementy |

CHS50: T'emoniTi4Ha OAUHULIA AKTUBHOCTI KOMILIEMEHTY

CINCA: xpoHiYHHI MaTTIOKOBUI HEHPO-, MIKIPHO-, APTUKYIISIPHUI CHHAPOM

CMC: XpOHIYHI CIU30BO-IIKIPHI KaHIUI03U

CNV: Bapiaitisg uyncia Komin

COROI1A: kopoHin 1A

CPD: xpoHiuHe 3aXBOPIOBaHHS JIETEHb

CR: noBHa BIANOBiAb

CsA: nuxnocnopus A

CTLA4: uuroroxcuunuit T-nimponut-aconiiioBanuii 6inok 4

DLCO: nudysiiiHa 31aTHICTD YaIHOTO Ta3y

DOCKS: nenukaTop LIUTOKIHE3Y 8

EDA-ID: anrigpoTnyHa ekToepMalibHa AUCIIIA31s 3 IMyHO1e(DIIUTOM

ELVIS: akpoHiM HiMeUbKHX cIiB: 30yaHuk — E, nokanizaiis — L, nepeGir — V, IHTEHCUBHICTh —
Itacyma—S

EMA: €Bporeiicbke areHTCTBO 3 JIKapChKUX 3ac00iB

ES: cunnpom EBanca

ESID: €Bponeiicbke TOBapuUCTBO 3 NEPBUHHUX IMYHOIE(IIUTIB

FAAP24: 6inok 24, acouiiioBanuii i3 anemiero @ankoH1

FDA: YnpasiniHHS 3 XapuyoBHX NMPOIYKTIB Ta Jikapchbkux 3aco0iB (CHIA)

FMEF: cimelina cepei3eMHOMOpPCHKA JINXOMaHKa

fSClg: monermeni miamKipHi iIMyHOTJIOOYIiHU

FSME: meninroenmedanit Ha mo4aTKy Jita

GARFIELD: akpoHiM i3 HIMEUBKHMX CIiB, II0 O3HA4alOTh rpaHynbomMa — G, ayToiMyHiTeT —A,
penuauByouy —r rapsiuky — F, HetunoBy ex3zemy —E, niMmdonpomidepanito — L, xpoHiuHe
3anajeHHs KuieyHuka — D

GATAZ2: GATA-3B"s13yrounii 6ij0K 2

G-BA: 3aransuuii ®enepanbuuii Komiter

GMP: Hanexxna BUpOOHHMYA TTPAKTHKA

HAYV: Bipyc renatuty A

HBYV: Bipyc renaruty B



HCV: Bipyc renaruty C

HHV-8: repnieBipyc moaunau tuiy 8

Hib [MTamuuka: Haemophilus influenzae

HIDS: curnpom nepiouvHoi rapsvky 3 rinepiMmyHoriao0yninemiero [
HRCT: KT 3 BUCOKOIO pO3I1IBHOIO 3MaTHICTIO

HrQol: sikicTb XUTTS, 00yMOBIICHA 3I0POB'SIM

IDF: ®onp imynoaedinuty (Immune Deficiency Foundation)

IFN-y: inTepdepon-ramma

IgA: imyHorIIOOYNIIH A

IgE: imyHorno6ynin E

IgG: imynorno6ynin G

IgM: imyHOTII00YIiH M

IKKB: IkB-kina3za

IL-10: inTepneiikin 10

IL-12 ta IL12RB1: inTepneiikin 12 Ta penenTop inTepiaeikiny 12, cyboauauns oera 1
IL-17 ta IL-17RA: inTepnetikin 17 ta peuentop inTepneiikiny 17

[PEX: iMmyHHa AM3peTysilis, TOMieHI0KPUHOIATISA Ta €HTepOoIaTis, X-34erieH1
IRAK-4: acomiiioBana 3 perientopoM iHTepieikiny-1 kinasa 4

ITK: T-xniTuHHA KiHAa3a, MHYLIOBaHA 1HTEPICHKIHOM-2

ITP: imyHHa TpoMOOIIEHist

IUIS: MixkHapoAaHH COI03 IMYHOJIOTIYHIX TOBapUCTB

JMF: donug Txeddpi Moxemra

KRECs: pexomOinariiiui kiibis K-aenemniitHoro exeMenTy iMyHOT00yIIiHy
LAD/IAJL: nedinut aaresii JISHKONUTIB

LRBA: LPS-uytnuBuii 6e:xeBo-oI0OHM SIKipHUN TPOTETH

MAGT1: Ginok-TpaHCHOpTep KaTIOHIB MarHis

MKD: nedinut MeBanoHaT-KiHa3H

MMF: mikodenonaty Mmoderu

MyD88: 610k MienoinHoro nudepeHIitoBaHHs IEPBUHHOI BiIMOBIAI
NBS: cunapom Hiiimerena

NEMO: cyrreBuit MonynsaTop HykieapHoro ¢gaktopa kanmna B (NFkB)
NFKBI: cyboqunuis 1 nykneapsaoro ¢akropa kanna B (NFkB)

NGS: cexBeHyBaHHSI HOBOTO MOKOJIIHHS

NOMID: MynpTUCUCTEMHE 3aMajbHe 3aXBOPIOBAHHS HEOHATAJIBHOIO BIKY
OS: cunapom OMeHHa

PASLI: nenpra-aktusariis mytaii pl10, mo BukiMkae ceHecleHTHI T-KITHHH , JiMdbaaeHonaTio
Ta imyHoHedirmT (Takox: APDS)

PC: nepcnexktnBHa KOropra

PEPAC: xamnaHisi 3 HaBYaHHSI JIIKapiB Ta MOMEPEHKSHHSI MaIli€HTIB

PJP: Pneumocystis jirovecii, THEeBMOHIs

PLAID: PLCG2-38's3anuii 1edinuT aHTUTLI Ta IMyHHA TU3PETYIISIISA
PNP: nypunoBa nykneo3uadochopriaza

PR: gyacTkoBa BiAMOBIAbL

RAC-2: Ras-3anmexnwuii cyocrpat 2 OorymiangHoro TokcuHy C3 cimelictBa Ras (cimeiictBo Po,
manuit ' Td-3'13yBanbHuit 6110k Rac2)

RAG: renu, 1o akTUBYIOTh peKOMOIHAITIIO

RCS: perpocniekTHBHUIA psi BUMAIKIB

RTX: purykcumad

SAE: TspKKI HECTIPUSTIINBI SBHILA

SAP: SLAM-acoriiioBannii 01JI0K

SCIG: miamkipHi iMyHOTJIO0YTiHH

SCN: TspKkKa XpoHIYHA/BPOKEHA HEUTPOTICHIS




7

SLIPI: O6'eqnanHs MIBEICHKHX JIIKAPiB 13 MUTaHb IEPBUHHUX IMyHOAC(IIIUTIB
SMX: cynbdameTokcazon

STAT: nepeTBOproBaY CUTHAJIIB 1 aKTUBATOP TPAHCKPUIIIIIT

STATI i STAT3: nepeTBoproBau CUTHATY Ta aKTUBATOP TpaHCKpumilii 1 abo, BiAmoBigHO, 3
STIKO: IMocriitanii koMiTeT 3 BakuuHaiii B [acrutyri Pobepra Koxa

STK4: cepun/TpeoHin-kiHa3a 4

TBK1: TANK-3B's3yBanbHa kinaza 1

TCR: T-KIITHHHUN PELENTOP

TL: 3aMUIIKOBHIA PiBEHD

TLR3: a3BoHONOAIOHMIA perenTop 3

TMP: Tpumeronpum

TRAF3: dakrop 3, 3B's13anmii 3 penentopom TNF

TRECsS: ekcru3iliHi kil T-KIITHHHOTO perentopa

TRIF: TIR-momeH, 1110 MiCTUTh 1HAYKYBaIbHUM iHTEpPEpOoH-P agantep

UAW: HECTIpUSTIUBUIA BILIUB JIiKiB

UNC93BI1: romonor Bl Unc-93

WAS: cungpom Bickorra-Onapuua

WES: cexBeHyBaHHsI IOBHOT'O €30MY

WGS: cexkBeHyBaHHS [IOBHOT'O T€HOMY

WHIM: 6oponaBku, rinoramMarioOyiiHemis, iH(EeKIii Ta MieJIOKaTeKCic
XIAP: X-3uennenuii iHri6iTOp anonTosy

XL: X-XpoMOCOMHUH (X-34ETICHUI )

XLA: X-3uemnsena arammariaoOyniHemis

XLF: XRCC4-nonibuuii hakrop

XLP: X-3uennenuii nimponporipepatuBHuil cuHAPOM (CUHAPOM JyHKaHa)
ZAP70: mporein-kinaza 70, acoriioBana 3 3e€Ta-JIAHIIOTOM T-KJIIITUHHOTO PEIEnTopa
A33: ayTo3amnanbHi 3aXBOPIOBaHHS

AII'A: ayToiMyHHa reMOJIITUYHA aHEMIs

AIH: ayToiMmyHHa HEHTpOIEHIs

AJITIC: ayroimyHHuU# JimMdonpoitipepaTUBHUN CUHIPOM

APAT: ayTocOMHO-pelieCUBHA araMMarjao0yIiHeMis

BIDK: 6ammna KansmerTa-I'epena

B/B: BHYTPIIIHPOBEHHE BBEACHHS

B/M: BHYTPILLIHBOM'SI30BO

BEB: Bipyc Enmreitna-bapp

BUI: Bipyc imyHOI€DIIIUTY JTFOTUHA

BOO3: BeeciTHs oprasizaliisi 0OXOpOHH 3/10pOB's

BILI: Bipyc mamisoMu JIFOAMHA

'IMC/HIMS: rinep-IgM cunapom

['EC/HIES/: cunapowm T'inep-IgE

['JIT": remodarouuTapHuii 1iMQOricTionuTo3

['JII3JI: rparyneMaTo3Ho-miMoIUTapHE IHTEPCTUIIIATIBHE 3aXBOPIOBAHHS JICTCHIB
['p- 30y qHUKU: rpaMHEraTUBHI 30y IHUKU

['p+ 30yHUKH: TPAMIIO3UTHBHI 30y THUKHI

Hedinut monexyn MHC I tuny: nedinuT MOJNEKY TOJOBHOTO KOMILIEKCY TicTOCYMICHOCTI | Tummy
Hedinut monexyn MHC II Tuny: nedinuT MoJIeKyI1 roJ0BHOTO KOMIUIEKCY rictocyMicHOCTi 11 Tumy
JHK: nezoxcuprnOOHyKIE€THOBA KUCIOTA

3BI/I: 3aranbHuii BapiabenbHuil iMyHoAepiuT

3€JI: 3arajgpHa €MHICTB JIET€Hb

330MT: 3ananbH1 3aXBOPIOBAHHS OpPraHiB Majoro Ta3y

33K: 3ananbHi 3aXBOPIOBaHHS KUIIIEUHUKA

ITII: imyHHA TPOMOOIMTOIICHIYHA MTypITYpa



KII: xomOiHoBaHU# iMmyHOAEDIIHAT

KIIK: kip, mapoTuT, KpacHyxa

KT: xomm'torepHa Tomorpadis

MJIC: MieToauCIUTIaCTUHYHUN CHHIPOM

MCIT: MixkHapoaHHii COI03 IMYHOJIOTTYHMX TOBAPHUCTB
MTX: meroTpekcar

HJIA: nexnacugikoBaHUH qeilUT aHTUTLT

HTM: HeryOepKyab03HI MiKoOakTepii

I/TI: T IITKIPHO

ITIJ1: nepBuHHUN iMyHOIEPIITUT

PK/I: pangomMizoBaHe KOHTPOJIbOBAHE JTOCIIKECHHS
CI'JIT': cimeitHuit remModaromuTapHuii J1iMQOTiCTIONUTO3
CJA: cenekTuBHUHN 1e(pIUT aHTUTLI

CHIA: cunapom HabyTOro iMmyHOehIIUTY

CUB: cucreMHUIi YepBOHUI BOBUAK

TI'CK: TpaHcIIaHTallis FeMOMIOETHYHUX CTBOPOYPOBUX KIIITHH
TKb: Tuposunkinasza bpyrona

TKI/I: Tsoxkuii KOMOIHOBaHHA IMyHOIEDITUT

TKM: TpaHcIaHTalist KICTKOBOTO MO3KY

OHII: ¢pakTop HEKPO3Y NYXJIMHU

XI'X: xpoHiyHa rpaHyieMaTo3Ha XBopoOa = CeNTHUYHUIN TpaHyIeMaTo3
XJUI: xpoHiuauii tiMposneitkos

[IMB: nuTomeranoBipyc

IOIA: 1oBeHITBbHUH iIOTTATHYHUA apTPUT

I'nocapiit

Hiaenocmuuna eaxyunayis: ITlpoBonuThes mpodilakTUYHA BaKIMHAINA TMAII€HTIB 1
KOHTPOJIIOIOTh BIJINOBIAb Ha BakKLIMHAJIbHI AHTUTEHHU, BUMIpioloun crnenudiyHi antutiia IgG
npuOIN3HO yepe3 4-6 THKHIB MiCNA BaKIMHALIIT.

Obmedicena  peakuis Ha  eakyuHauito  abo obmeodicene abo  eIOCYMHE  8UPOOHUUMBO
cneyugpiunux anmumin IgG: BIACYTHICTh BHUSBIICHHS a00 3HIKEHHS crnernudiuaux piBHIB IgG,
HEe3BaKalouM Ha iHQeKIito a00 BaKIMHALIO (IUB. TaKOXK Peakilis Ha BakIMHAIIIIO).

Linoeammacnobyninemis: 3umxeHHs [gG HIbKYe 2 CUTMaIbHUX BIIXHIIEHB /7S BIAMOBIIHOTO

BIKY.

Minimanvruii pisenv npenapamy I1gG 6 cuposamuyi kposi: PiBenb 1gG B cupoBatiii Kposi, 10
BU3HAYA€THCSI HE33/I0BrO JI0 YEProBOTO BBEJCHHS NpenapaTy iMyHOIJIOOYJIiHY BHYTPIIIHbOBEHHO
a00 MAMIKIPHO MpH 3aMICHIHM Teparnii IMyHOTTI00yIiHaAMH.

Bionosiov_na saxyunayiio: Y 11l HaCTaHOBI HAEThCA MPO T'yMOpPAJIbHY BIANOBIAb IMyHHOT
CHCTEMH Ha PO IaKTHYHY BaKIIMHAIIi10, TOOTO YTBOpeHHs crnienupiyHoro imynornooyminy G (IgG)
(nuB. Po3ain 1.3).

Ilamonoeiuna cxunvnicms 0o inghexyii: T1atonoriyna CXUabHOCTh 10 1H(EKIIIT MPOSIBISIETHCA
BUSUICHHSIM/AKTUBAIII€I0 OMOPTYHICTUYHUX 30YAHMKIB, a TaK0X 30yJHHKIB TSDKKUX MATOT€HHUX
iHpeki, mo 3arpoxkyroTh XUTTIO. [lomiTonmHi iH(eKwii OLIBII BIACTUBI S TMEPBUHHUX
iMyHOe(IUTIB, HI’)K MOHOTONIYHI iH(pEKLii, MOXYTh MaTH pi3Hy Jokanizauito. [lomanbmmmu
MposiIBAMHU MOKe OyTH TpUBaIuil mepeOir iHEeKIIii, He3Ba)Kaloun Ha aJIeKBAaTHY TEPaIlito, Ta TSIKKITh
1H(EKIIHHOTO 3aXBOPIOBAHHS.




Benuky kinbKicTh 1H(EKIIH TaKOXX YacTO HA3WBAIOTh IMATOJIOTITYHOK CXHJIBHICTIO [0
iHgpexmiii. Cmix 3a3HAYUTH, MO0 CYKYNHICTh YCIX 1H(EKIili YacTo BaXXKO OLIHUTH Yepes
IHIUBIAYaJIbHO PI3HY CXWIBHITH JO YacCTOTH Ta TSDKKOCTI Mepediry KOHKpeTHOi iHdekIii ta y
BU3HAYEHHI TOYHOI KIJIBKOCTI HOPMAaJIbHOI YaCTOTH KOHKPETHOI iH(eKLiiHOi 3aXBOPIOBAHOCTI, sIKa
3a3HAYAETHCS B 1CTOPil XBopoOu. Taki KIIHIYHI TONEepeKYyBaIbHI 03HAKH IMaTOJIOTTYHOT CXUIIbHOCTI
70 iH(eKmii MOoXyTh OyTH 00’IHaHI 1 CHIIBHO Ha3zuBaTHCA abpeBiaryporo «3JIIIC» (30yIaHUK,
J0Kaji3anis, nepedir, iHTeHCUBHICTh, CYKymHicTh) (auB. HacranoBy S2K «JliarHocTHKa HasBHOCTI
nepBuHHOTO iIMyHOIediuTy» («Diagnostik auf das Vorliegen eines primaren Immundefektsy)

Ionisanenmni __imynoenoOyninu: T Yac 3aMiCHOI  Tepamii  iMyHOrJIoOyJiHAMH
BUKOPHUCTOBYIOTHCS TOJIBAJICHTHI IMYHOTJIOOYJIIHM 370POBUX JIOHOPIB, SIKI MICTATH crienugidHi
aututina IgG mpotum BenmMKOl KUTBKOCTI pi3HUX 30yAHMKIB (HA BiAMIHY BiJJ MOHOBAJIEHTHHX
IMyHOTJIOOYIiHIB HAPUKIIAA, MPOTH renatuty B, mpasis, LIMB Ta in.).
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NEPEJMOBA MYJbTUJUCHUIIIHAPHOI POBOYOI TPYIIU. CHUHTE3
HACTAHOBHA

JlaHa kJ1iHIYHA HACTAaHOBA € aJJalITOBAHOIO JIJIsl CHCTEMHU OXOPOHH 3JI0pOB’sl YKpaiHU Bepci€ro
KJIIHIYHOI ~ HACTaHOBHU Therapie  primiirer  Antikorpermangelerkrankungen (2019)
https://www.awmf.org/uploads/tx_szleitlinien/189-0011 S3_Therapie-primaerer-
Antikoerpermangelerkrankungen-2019-05 01.pdf , mo 6yna odOpana po6OUY0r0 IPYIIOIO SIK IPUKIIA
HallKpaloi NpakKTUKU HaJJaHHS MEAUYHOI TOTIOMOTY MAIlieHTaM 3 MEPBUHHUMU IMyHOepiUTaMH, 1
TPYHTYEThCS Ha JAaHHUX JIOKA30BOT MEIUIIMHU CTOCOBHO €(EKTHBHOCTI Ta O€3MEKH MEIMYHUX
BTpy4YaHb, (hapMakoTepanii Ta opraHizalliiHuX NMpUHLUIIB i1 HagaHHsA. KiiHiyHa HactaHoBa Oyna
oOpaHa Ha OCHOBiI 00’€KTUBHUX KPUTEpiiB OmiHKU 3 BuUKopucrtaHHsMm OnwuryBanbHrka AGREE.
KiiniuHa HacTaHOBa, 3TiIHO 3 PEKOMEHJAIISIMH PO3POOHMKIB IMPOTOTHITY, Oyja JJIOIOBHEHA
nonoxeHHssMu HacraHoBu Leitlinie «Diagnostik auf Vorliegen eines priméren Immundefektsy -
Abklirung von Infektionsanfiilligkeit, Immundysregulation und weiteren Symptomen von
primdiren Immundefekten (2017) https://www.awmf.org/uploads/tx_szleitlinien/112-
001k_S2k_Primaere_Immundefekte PID 2017-11 verlaengert.pdf .

3amponoHoBaHa KJIIHIYHA HACTAHOBA HE NMOBHHHA PO3IIHIOBATHCH SIK CTAHIAPT MEIUIHOTO
mikyBaHHS. JIOTpUMaHHS MOJOXEHb KIIHIYHOI HAaCTAaHOBH HE TapaHTY€ YCIHIIIHOTO JIKyBaHHS B
KO)KHOMY KOHKPETHOMY BHUIIAJIKY, 11 HE MOYKHA PO3TJISIATH SK IMOCIOHUK, 1110 BKJIFOYA€E BC1 HEOOX1/IHI
METOIU JIiKyBaHHS a0o, HaBMaku, BUKIIOYae iHmI. OcTrarouHe pIlIeHHS CTOCOBHO BHUOODPY
KOHKPETHOI KJIIHIYHOT MponeAypy abo IiaHy JIIKyBaHHS TTOBHHEH MPUHAMATH JIIKap 3 ypaxyBaHHIM
KJIIHIYHOTO CTaHy MAalliEHTa Ta MOYJIMBOCTEH IS MPOBEACHHS 3aXO0/IB JIIarHOCTHKH 1 JIIKyBaHHS Y
MeanuHoMy 3aknmaji. Kiiniuna HactanoBa «llepBuHHI iMyHOmedimMTH» Mae Ha METI HaJaHHS
JIOTIOMOTH JIIKapIO 1 MaIli€eHTy B IPUHHATTI palioHAJIBHOTO PIIICHHS B PI3HUX KIIIHIYHHUX CHUTYAIifX,
€ 1HGOPMAIITHOIO TIATPUMKOIO IS TMIJBUIIEHHS SKOCTI KJIIHIYHOI MPAKTUKH HA OCHOBI JIOKa3iB
e(eKTUBHOCTI 3aCTOCYBaHHS MEBHUX MEIMYHUX TEXHOJIOTIH, JIIKIB Ta OpraHi3alliifHUX pecypciB
MeauyHoi gomomoru. lle pexkoMeHpamiiiHMI JOKYMEHT 3 HaWKpamoi MEeAMYHOI IPaKTUKH,
MpU3HAYCHUH, B MEpIIy 4Yepry, JUIsl MPaKTUKYIOUUX JKapiB, SKi HAJAalOTh MEIUYHY JIOTIOMOTY
naiieHTaM 3 IepBUHHUMU IMYHOAE(PIIIUTAMHU.



https://www.awmf.org/uploads/tx_szleitlinien/189-001l_S3_Therapie-primaerer-Antikoerpermangelerkrankungen-2019-05_01.pdf
https://www.awmf.org/uploads/tx_szleitlinien/189-001l_S3_Therapie-primaerer-Antikoerpermangelerkrankungen-2019-05_01.pdf
https://www.awmf.org/uploads/tx_szleitlinien/112-001k_S2k_Primaere_Immundefekte_PID_2017-11_verlaengert.pdf
https://www.awmf.org/uploads/tx_szleitlinien/112-001k_S2k_Primaere_Immundefekte_PID_2017-11_verlaengert.pdf
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Leitlinie ,,Diagnostik auf Vorliegen eines primdiren Immundefekts - Abklirung von
Infektionsanfiilligkeit, Immundysregulation und weiteren Symptomen von primdren
Immundefekten

JIATHOCTUKA HAABHOCTI IEPBUHHOI'O IMYHOAE®ILIUTY
IIposicHeHHs1 CXMJIBHOCTI 10 iH(eKUiifHUX 3aXBOPIOBaHb, AU3PeryJisilii iMyHHOI cMCTeMH Ta
IHIIMX CHMIITOMIB NEPBUHHOIO iMyHoAedinuTy

BCTYII

[lepBunHi iMyHOAE(]IIUTH € BPOHUKEHUMH 3aXBOPIOBAHHAMH IMYHHOI CHCTEMH, 3a
kinacudikamiero MikHapoaHoro coro3y imyHosoriuaux toBapuctB (MCIT) Big 2015 poky BoHH
ninarecs Ha 9 Tpyn (nuB. nogarok: Kinacugikaris Mi>KHapOIHOTO CO03y iIMyHOJIOTIYHUX TOBAPUCTB
(MCIT) 2015). 3aranpHi TepMiHH BHIIOTO MOPSAAKY TKKHN KomOiHoBanuii imyHomedinut (TKIJI),
komOiHoBanuii imyHoaedinuT (KII), 3aransuuii Bapiabenpuuii imynonediuut (3BLJ), rimep-lgM
curapom (I'IMC), rinep-IgE cunnpom (I'TEC), 3anansHi 3axBoproBanus kuiednnka (33K) 3 panHim
noyatkoM, cuuapom Jlynkana (XLP) Tomio 3 KIiHIYHOI TOYKH 30py AOMOMAararTh BiIMEXyBaTH
IMyHOZepIUT Ha TMEPBUHHOMY e€Talli, alieé MOTPeOyITh JOMOBHEHHA 3 OOKYy MOJIEKYJISPHOT
niarHoctuku. Lleit MeTo1 MOCTaHOBKH /iarHO3y HE TUTBKU JO3BOJISIE HAJATH OLTBIT OOIPYHTOBAHHIA
IPOTHO3 1 TeHEeTUYHY KOHCYJbTALIO, ajle i yce JacTille 3aCTOCOBYEThCS SIK OCHOBA IS peastizaiii
crnenn)iyHIX KOHUENIIH JTIKyBaHHSI.

Komenmap pobouoi epynu: 32i0no 3 onognenoio xnacugixayicto MiscHapoonozo coio3y
imynonoeiunux mosapucme (MCIT International Union of Immunological Societies, IUIS) 6io 2019
POKY nep8uHHi iMyHoOepiyumu / 8p0o0diceni nomunku imynimemy oinamocs wa 10 epyn:

1. Kombinosani imynooepiyumu ABO Imynooepiyumu, wo eéniusaomes Ha KLimuuHUL ma
2YMOPANbHULL IMYHImen.

2. Kombinosani imynooeghiyumu 3 nos ’sa3anumu a6o CUHOPOMHUMU O3HAKAMU

3. Ilepesascrnuii depiyum anmumin ABO I11]] 3 nepesasicnum nopyueHHaMm CUHme3y AHmMumin

4. 3axeoprosanns 6HACAIOOK IMYHHOI Ouspe2ynayii

5. Bpoooiceni oeghexmu kinokocmi ma @yuxyii pacoyumie ABO oepexmu pacoyumis

6. lepexmu 8podaicenozo imyHimemy

7. Ilopywenns cucmemu KomMniemenmy.

8. Aymo3zananvni 3ax60pio6annsi

9. @enoxonii I1l/] (3axeéoproeanns, kniniuno cxioui 3 I11/], ane ne cnaokosi)

10. Cunopomu neoocmamnocmi Kicmko8020 MO3KY

(Knacugirxayis Miscnapoonozo Coio3y imynonociunux mosapucms (MCIT) 2019) [Tangye,
S.G., Al-Herz, W., Bousfiha, A. et al. Human Inborn Errors of Immunity: 2019 Update on the
Classification from the International Union of Immunological Societies Expert Committee. J Clin
Immunol 40, 24-64 (2020). https://doi.org/10.1007/s10875-019-00737-x]

IlepBuHHI iMyHOAE(DIIUTH HaJlEXaTh 10 YWCIA PIAKICHUX 3aXBOPIOBaHb, MPOTE Hapasi
BIJICYTHI TOYHI JIaH1 111010 PiBHSI PO3MOBCIOIKeHOCTI Maiike 300 pi3HUX 3apeecTpoBaHUX Ha Lied Jac
iMyHOAE(DIIUTIB, OibIIA YACTHHA SIKMX Ma€ MOJICKYJISIPHO-TEHETHYHY OCHOBY (1).

Komenmap poéouoi epynu: na nouamox 2020 poxy 3apeecmposaro nonao 430 epooocenux
NOMUIOK IMYHImemy.

PiBHI 3aXxBOpIOBaHOCTI Ha MEpPBUHHI IMYHOAE(IIUTH Ta IXHA MOIIUPEHICTh 3HAYHO
BapilOIOTHCA B PI3HUX PErioHaxX 3 Pi3HUM HaceleHHsAM. HaBiTh SIKIIO 3aXBOPIOBAHHS, MOB’sI3aHi 3
nedimUTOM aHTHUTUI, 3arajoM € JOMIHYIOYMMH, IiJBUINEHA IOIIMPEHICTh YCIAIKOBAHUX 3a
ayTOCOMHO-PEIIECUBHUM TUIIOM IMYHOJE(IIUTIB PEECTPYETHCS, HAPUKIIAL], y TPOMA/IAX 13 BEIUKOIO
YacTKOI NUTIO0IB MK KpoBHHMH poaudamu (2) (3). OCKiIbKH MOCHTIKEHHS, SK MPaBHIO, €


https://doi.org/10.1007/s10875-019-00737-x

12

PETPOCHEKTUBHUMHU Ta CTOCYIOTHCSI OKPEMHUX LIEHTPIB, (JaKTUUYHY YACTOTY MOXHA OIIIHUTH TUIBKU
npu6OJM3HO (4). biabIn HaAIMHUMU TAaHUMU €, HAITPUKJIA, pe3yIbTaTH CKPUHIHTY HOBOHAPOIKEHHUX
Ha TKIJ, mo npoBonuthes y CLIA, 3 nokasaukom 1:58 000, ski 1eMOHCTPYIOTh 3HAYHO OLIBITY
yacToty 3axBoptoBanb Ha TKIJ[, anik BBaxanocs panime (5). 3 ormsany Ha gani i3 CIIA,
HOMIMPEHICTh KIIHIYHO 3HAYYIIOT0 iIMyHOIE(IIUTY OLIHIOEThCS Ha piBHI Mk 1:1 200 1 1:2 000 (6).
BukoHaHi Ha OCHOBI IBOTO €MiJAEMIOJIOTIYHI PO3PAXYHKHU TOBOPATH MPO HASBHICTH IMEPBHUHHOTO
imyHoaedinuty B €Bpomni y nmpubdauzao 600 000 ocib (7). Bogaouac y 2014 porti B peecTpi naiieHTiB
E€sponeticbko2o mosapucmea 3 nepsunnux imynooegiyumis (peectp ESID) Oyio 3apeectpoBaHO
mumie 19 355 nauienris (8).

Komenmap pooouoi epynu: xinoxkicmo 3apeccmposanux ocio 3 I1/] 6 Ykpaini na 2021 pik
cmanosums 1220 oci6, 3 nux acuei 1040. Ilpome, opienmyrouucs Ha c8imosi po3paxyHKu, ys yuppa,
0UeBUOHO, He 6i000paAddCaAE peanbHy CUmMyayiro y 36 3Ky 3 HeOOCMAMHIM GUAGNEHHAM MAKUX
nayieHmis, wo, 8 oo yepey, 8ede 00 ix iHeaniouzayii i nepeduacHoi cmepmi.

3riJiHO 3 MPOBEACHUM B AMEPHII TOCIIPKEHHIM, CEPEIHE 3aI13HEHHS 32 YaCOM BiJl MOMEHTY
MOSIBY MIEPIINX CUMIITOMIB JI0 TOCTAaHOBKH J11arHO3Y CTAHOBHIIO MTPUOIN3HO 4,7 POKiB, 10 TOTO K YUM
OuTbIIMM OYB MMOKA3HUK BiKY MPH MOCTAHOBII JIarHO3y, THM i3 OUTBIINM ITOKa3HUKOM CMEPTHOCTI
BiH acomuiroBaBcs (9). 3aBIAKH PO3MHUPEHHIO MACIITA0iB MPOCBITHULIBKUX 3aXO0/IiB 11010 IEPBUHHUX
IMyHOZICIIIUTIB, 32 OCTaHHI POKH B 0araTthoxX KpaiHax Oyio 3adikCcOBaHO 3pOCTaHHS YacTOTH
JIarHOCTHKH, a TaKOX JesIKe CKOPOYEHHS A1arHOCTUYHOI 3aTPUMKH M1 BHUSIBJICHHSIM CHMIITOMIB i
nocraHoBkoro giarao3y (10) (11). CxopoueHHS MiarHOCTHYHOI JIATEHTHOCTI, IPOTE, CTOCYETHCS
nepeayciM iMyHoe(ilUTIB, CHMIITOMU SIKUX MPOSBIISIOTHCS MEPEBAXKHO Y BUTIISAII CXUIBHOCTI 10
1H(pEKIIHHIX 3aXBOPIOBaHb. IMyHOIE(DIINTH, OCHOBHIM CUMIITOMOM SIKUX € MMOPYIICHHS IMYHITETY,
ab0 CHUMITOMH SIKUX TPOSBISIOTHCS BXE B JOPOCIOMY Billi, 30KpemMa BapiaOelbHH
HeksacudikoBanuii imyHoaedinut (3BI/]), 1 Hagami yacTo po3Mmi3HAIOTH K IMyHOAEMIIUTH TITBKH
uepe3 aekinbka pokis (11) (12) (13). Hocmimkenns Ha 6a3i 2 212 xBopux Ha 3BI]] 3 peectpy ESID
MOKa3ye, M0 3 KOXXHUM POKOM 3aTPUMKH J[IarHOCTUKU PU3MK cMepTi 3poctae Ha 1,7 % (13). Jawni
HIOJI0 KUIBKOCTI JroAei y HimeuuwHi, siKi CTpaXAal0Th HAa MEPBUHHUI iMyHOAe(DIIUT, BiACYTHI.
3rigHo 3 BBeAeHuM y 2009 poui B HimeuunHi peectpoM XBopHX Ha nepBUHHUN imyHoaedinut (IT11),
cranoM Ha 2012 Oyno 3apeecTpoBano TibKU 1368 Takux nauieHTiB (14). 3o0kpema y Bunaaxy 3BIJ]
BCTAaHOBJICHO HE3MIHHO JIOBTY 3aTPHUMKY BCTAaHOBJICHHS JiarHo3y y 4 poku. Ha mpoTtuBary npomy
JIarHOCTYBAaHHS Ha paHHIX eTarax /Ja€ MOKJIMBICTh BYACHO BXKUTH aJI€KBATHUX TEPaneBTHUHUX
3aXOJiB 1 MIIBUIIUTHU SKICTh )KUTTS MAII€HTIB y TUX MUTAHHSX, SIKI CTOCYIOThCS 310poB'st (15).

3 METOIO MiABHUILEHHS YaCTOTH JIarHOCTHKH CepeJl Malli€HTIB AUTIYOTO Ta JOPOCIOro BiKY 13
NEepBUHHUMH IMyHOAedinmuTamMu B HimewuuHi, 1m0 Mae [aTH CyTTEBE 3HIKCHHS PIBHA
3aXBOPIOBAHOCTI Ta CMEPTHOCTI MAalli€HTIB, Ha 3amoBleHHs Himerpkoi acomiamii 3 memiaTpuuHOl
imynoutorii (API) Ta Himernskoro imyHosorianoro toBapuctsa (DGFI) B 2011 porti O6yio po3pobaeHo
MDKJIUCIMITTIHAPHY HACTaHOBY S2K 110710 TIarHOCTYBaHHs MEPBUHHUX iMyHOediuTiB. Lls Bepcis
€ TMIeperJIIHYTUM BapiaHToM BugaHoro y 2017 noxymenTa (po3imupena Bepcist). OKkpiM 11boro 0yso
PO3pOo0IIEHO MPUIATHY 10 3aCTOCYBaHHS Ha MPaKTHIIl CKOPOUEHY BEPCIIO.

MeTor0 2-TO BHJIAHHS ITi€] HACTAHOBU € TOJAJIbINE ITiIBUIICHHS YaCTOTH JIarHOCTHKH B
HimeuunHi Ta, 30KkpeMa, HaJlaHHS JIiKapsM, sIKi HE CIeLiani3yloThCsl Ha IMyHOJIOT1i, CKOMITIOHOBAaHO{
JOTIOMDKHOI 1H(pOopMaIIii Ta peKOMEHAIlIN 1010 JIarHOCTUKH MEPBUHHUX IMYHOAC(IIIUTIB.

METOIOJIOI'TA

[Tepmra Bepcist HACTAaHOBH 0a3yeThCs MEPEBAKHO HA EKCIIEPTHHX JTYMKaX, SIKi CIIUPAIOTHCS Ha
HasBHI HACTAHOBH Ta peKoMeHaIli 3 HiMmeudnHu Ta 1HIMX KpaiH, JOTIOBHEH] JAaHUMU JOCIIKEHb,
SK1 TATBEPKYIOTh BHUCJIOBJIEHI 0a30Bi Te3ucu (piBeHb nokazoBocTi III). Uepe3 HEMOXIHMBICTH
CHUCTEMaTUYHOTO 3a0e3MeveHHs JA0Ka30BOi 0a3W pe3yiabTaTOM Tpalll CTajia HaCTaHOBA HAa OCHOBI
KOHCEHCYCY, 3 PENpe3eHTaTUBHOIO TPYIO PO3POOHHKIB Ta CTPYKTYpOBAaHUM 3HANJACHHSIM
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koHceHcycy (S2k). Ilim wac pobotu Haj mepernsiHyroro penakimiero 2016/17 pokiB Oyno 3aHOBO
MEepPEeBIPEHO PIBEHb JOKA30BOCTI. byno BHSABICHO MOAAIBINY BiJICYTHICTh PaHIOMI30BaHUX
KOHTPOJIbOBAHUX JOCII/PKEHb 13 TOPYIIEHUX VY IMid HACTaHOBI NUTaHb. ONpanbOBaHO TEKCTH
HACTAHOBM 3 aKTyaJli30BaHUM CHCTEMATUYHHM IIOIIYKOM HAYKOBOi JiTepaTypu 0Oe3 OIiHIOBaHHS
JIOKAa30BOCTi, @ TAaKOX OI[IHEHO HOBI MDKHApOIHI HACTaHOBU IOJO PEKOMEHAALIN, SIKIi B HHUX
MicTaThbcs. OKpiM IILOTO B paMKax IPyNH aBTOPIB OyJW BU3HAYEHI Ta CHCTEMAaTHYHO OMPAIbOBaH1
HOB1 KJIIOUOBI MHUTaHHS. Y Teperjsiii HacTaHOBU Oynu 3alisHi MpencTaBHUKH 18 mpodeciiHux
TOBapHUCTB, CIIJIOK Ta acouiamii (1uB. Jonarok).

HowmiHanbpHUI TPYyNOBHIA MPOIEC MO0 3HaWAeHHS KoHCeHcycy (16) (17) BimOyBcs B ciuHi
2017 ming rosioByBaHHSM TaHa MpuBaT-moleHTa a-pa ToGiaca BebGepmoka (Tobias Weberschock).
[Tan Bebepmiok € ceprudikoBaHuM Acorriariero HaykoBux MeandHux toBapucts Himeuunnu (HKO)
(AWMF) pagnukoM y crpaBax po3poOku HacTaHoB. Ilicis koH]epeHIi aBTOPCHKUI PYyKOIHUC
3a3HaB HOBHX 3MiH, MICIS SKHX BiH HEOJHOPA30BO PO3CHIIABCA MK WICHAMHU TpynH aBTopiB. [HImi
HOJIPOOHIII MO0 PO3POOKH HACTAHOBHU Ta JIETaJCH MPOLECy 3HAXOKCHHSI KOHCCHCYCY HaBE/ICHI Y
3BITi PO pO3POOKY HACTAHOBH.

YXBajleHHS OKpeMuX 0a30BHX IIOJIOKEHb BiAOyBalocs 3a PI3ZHOTO pPIBHA KOHCEHCYCY
(xmacudikaris piBHIB KOHCeHCYCYy HaBeneHa B Tabmui 1). Ilponec 3HaxomkeHHs: KOHCEHCYCYy 0ylio
3aCTOCOBAaHO HE TUIBKM MIOAO 3ayBaKeHb JO 3MICTy, a M Hacammepesa IIOJIO0 PI3HUX MOBHHUX
dbopMyItoBaHb Ta OLIHOK. 3a3HAYEHUHN MiJ KOKHOIO 0a30BOI0 PEKOMEH[AIIEI0 PiBEHb KOHCEHCYCY
CTOCYETBCS BIIMOBITHOI KOHKPETHOT 0a30BOi pekoMeHallii y Hamanomy GopmymoBanHi. CioBo
«JIIKap» y YOJIOBIYOMY POl CTOCYETHCS SIK YOJIOBIKIB, TaK 1 )KIHOK.

Tabauus 1: Knacudikaris piBas koncencycy (18)

CHIIbHUI KOHCEHCYC 3roja > 95 % y4acHUKIB
Koncencyc sroga > 75—95 % y4acHuKiB
3roja OUIBIIICTIO TOJIOCIB sroga > 50—75 % yJacHUKIB
BijfcyTHICTh KOHCEHCYCY 3rona < 50 % y4yacHHKIB

MeTo10 CTBOPEHHS MIXKAUCHUIUTIHAPHOI IPYIH, J0 SKOT BXOASATH WIEHU PI3HUX NPOQeciitHIX
TOBApHUCTB, 00'€THAHb Ta acolialiif, a TaKOXX MPOBEIEHHS (HOPMANBHOrO IMPOLECY 3HAXOJKEHHS
KOHCEHCYCY, SIKUM KEpYy€ 3alpoIIeHHI TOJ0Ba, 0y0 3a0€3MeUeHHs HEe3aJIeKHOCTI POOOTH peaaKilii
Ta MoTNepeKeHH KOH(IIIKTIB IHTepeciB (J1aH1 11100 KOHQIIIKTIB IHTEpPECiB Ta CTpaTeris OLliHIOBaHHS
HaBeJICHI B OKpeMiil TabauIll Ta 3BiTI PO PO3POOKY HACTAHOBH).

IinboBa rpyna HacTaHOBM: NeJiaTpH, TEPANEBTH, JliKapi 3aranbHoOl npakThku, JIOPu

Crpok aii HacTaHOBH: 3 POKU

BignosiganbHi 3a pemaryBaHHsi HacTaHoBH: 1-p Mea. Hayk Cro3an @Papmann (Susan
Farmand), npod., n-p mex nayk tedan Enb (Stephan Ehl)

HACTAHOBA

1. IlaTosioriyna cXuiabHICTh 10 iH(eKuiiiHUX 3aXBOPIOBAHb SIK MPOBIIHUH CUMITOM
NePBHHHOIO iMyHOAeQiIUTY

[TaTonoriyHa CXWJIbHICTh O 1H(EKIIHHUX 3aXBOPIOBaHb YacCTO € MPOBIIHUM CHMITOMOM
HNepBUHHOrO iMyHOoAedinuTy. Bimokpemutn ii Bif (i31010T1YHOI CXWIBHOCTI 10 1H(EKIIHHUX
3aXBOPIOBaHb JIOCUTh BAXKKO, OCKUTHKM Ha I1€H Yac BIJACYTHI aKTyaJIbHI €I11IeMIO0JIOTIYHI JIaHl MO0
TOTO, SIKY KUIBKICTb, SIKMH BHJ Ta SKUH mepedir iHQEKIIHHUX 3aXBOPIOBAaHb CIiJ BBa)KaTH
HOpMabHUMH. HalOuIblll HUTOBAaHMMM JaHUMHU I10AO0 (Di310J0TIYHOI YACTOTH 1H(EKIIHHUX
3aXBOPIOBAaHb € JIaHI MPOCHEKTUBHOIO TPYNOBOTO JOCTIDKEHHS YacTOTH iH(EKUIH AUXaTbHUX
NUISIX1B, sIK€ TTPOBOIUIOCS poTsiroM 11 pokiB a6o 5 363 moauHo-pokiB y M. Tekamce (Tecumseh) y
mrati Mirigan, CIOA (19). ¥V Bini 0—4 pokiB gactora iH(EKIIHHIX 3aXBOPIOBaHb CKJIaJaia B
cepenabomy 4,9/pik, y Bitti 5—19 poxkis - 2,8/pik, y Bimi 20—39 pokiB 2,2/pik 1y Bini moHaxm 40 pokiB
- 1,6/pix. Onmy6nikoBane B 1993 porti gocimipKeHHST IEMOHCTpPYE, MO (i310J0TiYHa CXUIBHICTD 10
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1H(QEKIIHHNX 3aXBOPIOBAaHb 3AJIEKHUTH BiJ BiKy, TOMY IaTOJOTIYHA CXWIBHICTH 1O iH(EKUIHHUX
3aXBOPIOBaHb [TCH Ta JOPOCIMX TaKOXX NMOBHHHA BH3HAYATHUCS PI3HMM YMHOM. MacmraOHimri
MPOCMEKTHUBHI  CMiAEeMIONOTIYHI  JOCHIDKEHHS  (i310J0TIYHOT CXHJIBHOCTI 10  1H(EKIIHHUX
3aXBOPIOBaHb, SIKI OXOILTIOIOTH HE TUTHKY 1H(EKIIIT TuXalbHUX NMUBIXIB, BiZCYTHI. BB Ha yacTtoTy
1H(EKIIHNX 3aXBOPIOBaHb 13 0OKY YHCICHHUX 1HIINX (PAKTOPIB, AK-OT COLIAIbHI CTPYKTYPH, PO3MIp
ciM'T abo BigBimyBaHHs auTsdoro cagouka (20) (21) yckimaaHioe BH3HAYCHHS BEPXHBOI MEKI
¢izionoriyHo1 4acToTH iH()EKUIHHUX 3aXBOPIOBAHb.

2. «ELVIS» sk akpoHIM CKJIQIHMKIB NaTOJOTiYHOI CXWJIBHOCTI 10 iH(eKuiliHUX
3aXBOPIOBaHb

Y 2010 poui HIMEUIBKOIO TpPYNOK EKCHIEepTiB HaOip mapaMmeTpiB, sKi XapaKTepHU3YIOTh
MATOJIOTTYHY CXUJIBHICTB /10 IHPEKIIMHUX 3aXBOPIOBaHb, OYIJIO 3BEJCHO JI0 3araJIbHOT0 TEPMIiHY ITiJI
akpoHiMmoM «ELVIS» (3a mepmmmu JiTepamu HIMEUBKHX CIiB, SIKi O3HAYalOTh: 30YyIHUK,
JoKanizarlisi, nepeodir, IHTeHCUBHICTD, cyMa) (22). Lle Bu3HaueHHS 3MICTOBHO MiJKPIIUICHE PI3HUMHU
JOCITI/DKEHHSMH Ta MIXXHAPOJHUMH PEKOMEH/IAIIsIMUA, OTPUMAaHUMH 3a OCTaHHI poku (21) (23).

O3HakamM¥ NaTOJIOTIYHOT CXMIIBHOCTI 10 1H(EKIIIHUX 3aXBOPIOBaHb MOXKYTh OyTH 1H(]EKII1,
BUKJIMKaH1 ONOPTYHICTUYHUMHU 30YAHUKAMH, SIK1 PIJIKO CTAIOTh MPUUMHOIO TSXKKUX 3aXBOPIOBAHb Y
IMYHOKOMITETEHTHUX JIFOJICH, HANPUKJIa/ ITHEBMOHISA, BUKJIMKaHa Tpubamu Pneumocystis jirovecii
a6o [IMB, kaHIMIO3HMI CENcHC, KUIIKOBI 1H(eEKIii Ta/abo iH(eKIii >KOBUOBHMBIIHMX MUIAXIB,
BUKJIMKAHI KPHUITOCTIOPUAISIMA a00 MIKpOCTIOPUIisIMH, a00 IUCeMiHOBaHA iHQEKIis, BUKITUKaHA
HeTyOepKyabo3HuME MikoOakTepismu (HTM) (24) (25) (26) (27) (28). Takox Ha HasiBHICThH
NEPBUHHOTO IMYHOAEC(IIHUTY MOXKYTh YKa3yBaTH PELUAMBYIOUI TSDKKI 1HQEKIIT 31 «3BUYaiHUMI
30yIHUKaMHU, SIK-OT MHEBMOKOKHU abo Bipycu mpoctoro repuecy (29). B ocHoBi moBTOpHUX 1H(DEKIIIH
3 MIKpOOIOJIOTIYHO CHOpiTHEHUMH 30yIHUKAMH (HalpUKIaa, OakTepii B Karcylax) MOXKE JIeKaTh
cnenudiyHa MaToyoTiyHa CXUJIBHICTH 10 1HGEKUIHHUX 3aXBOPIOBaHb. [3011b0BaHI 30yJHUKU BKE
MO’KYTh Ha/laBaTH MepIly BKa3iBKY Ha Te, 1110 B OCHOBI 3aXBOPIOBAHHS JICKUTh IMyHOAEDIIUT (IUB.
Tabnuus 2).

Jlokanizanisa iHQexuii Mo)ke BKa3yBaTH Ha MATOJOTIYHY CXMJIBHICTh 10 1H(EKIIHHUX
3aXBOpIOBaHb. B3arani MoHoTOmiuHI iH(eKuii [al0Th MPUBIJ MiA03PIOBATH CKOpillle aHATOMIYHI
IPUYMHYU, a TMOJITONIYHI — CKOpIlle CUCTEMHY CIaOKICTh 3axMcHUX (yHKuii. Ilaronoriuna
CXMJIBHICTD JI0 1H(EKUIHHUX 3aXBOPIOBaHb MOXE XapaKTepPU3yBaTUCS TAaKOX AaTUIIYHOIO
Jokanizaimiero 1H(eKIi, Hampukiaaa aOCHecoM TOJIOBHOTO MO3KY, CIPUYMHEHUM CIIOpaMH
Aspergillus spp. ab0 abciiecoM MeviHkH, CipuurHEeHUM cTadiniokokom 3omotuctum (30) (31).

3arskHUN mepedir 1HQEeKIIHHUX 3aXBOPIOBaHb a00 HEIOCTATHSA BIANOBIJIb Ha TEpariio
aHTHO10THKAMH TaKOX YacCTO BKa3ylOTh HA MATOJIOTIYHY CXMJIBHICTB 10 1H()EKUIHHUX 3aXBOPIOBAHb
(32). Tak, HampuKiIaa, CUCTEMATHYHHUI aHAN3 JITEpaTypH MIOAO MEPCHCTYIOYOrO XPOHIYHOTO
PUHOCHHYCUTY TOKa3ye, 1o Maibke y 50 % mnaiieHTiB, fKi He JEMOHCTPYBaJIM BiANOBiAb Ha
aJICKBaTHY TEpaITiio, 3pemTo0 0yJ0 BCTAHOBIIEHO HAsSBHICTH MepBUHHOTO iMyHOAEDinuTy (33). o
HE3BUYHUX NepediriB iH(QEeKUIHHNX 3aXBOPIOBAHb BITHOCATHCS TAKOXK 1H(EKIiNHHI yCKIaJHEHHS,
BUKJIMKaHI TOCTa0IeHuMU 30yJAHUKAaMH, $KI MOXXYTh BHHHUKATH TMICHIS MIEIJICHHS >KUBUMHU
BakuuHamu (Hanpukian, BIK, KIIK, Bix Bipycy Bapinemia abo poragipyci) (34) (35) (36) (37).

3pemTol0 CTyMmiHb TSDKKOCTI (IHTeHCHMBHIiCTBH) 1H(EKIIHHUX 3aXBOpIOBaHb MOXe OyTh
IPOSIBJIICHHSAM NaTOJIOTIYHOI CXMIBHOCTI 10 HHUX (38). ¥V 1IbOMy IOKYMEHTI TEepMiHOM «OCHOBHI
iH]exii» BIIUICHO MHEBMOHIIO, MEHIHTIT, CETICHC, OCTEOMIENIT Ta 1HBa3WBHI a0CIecH BIiJ TaK
3BaHUX "JPYropsaHUX iHQEKMii", sK-0T cepeaHii OTUT, CHHYCHT, OpOHXIT 1 MOBEpXHEBi abcuecu
mkipu. Sk mpaBuiio, OcHOBHI 1H(MeEKIIT NoTpeOyIOTh BHYTPIIIHHOBEHHOI Tepamnii aHTHO10TUKaMH.
Xoua OCHOBHI iH(eKUii Npu NEepBUHHOMY iMyHOIE(IIUTI BHHUKAIOTH Habarato wyacrimie,
nepcucTyroui abo HaATO YacTO PELUIMBYIOY1 HEOCHOBHI 1H(PEKIiT TaK0XK MOXKYTh OyTH MPOSIBICHHIM
nepBuHHOTO iMyHOAedimuty (39) (40).

Kinpkicte iHGeEKHii (cyma) 4YacTo CHpUHAMAEThCS XBOPUMH a00 iXHIMH OaThbKaMH SIK
NPOBIAHUN CUMITOM, IPU YOMY CYO'€KTHBHE CIIPHIHATTS MOKE JTyXKe BIAPI3HATUCS BiJl 00'€KTUBHUX
JAaHUX, 3aJOKyMEHTOBAaHUX Y KaJeHJapl CIOCTEpeXeHHs cuUMIToMiB. [[o Toro » moTpiOHO
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BIJIPI3HATH 1HQEKIIIT B/l IPUCTYIMIB rapsyku 06e3 ocepeakiB a0 CUMIITOMIB, 110 CXO0X1 Ha CUMIITOMHU
1H(eKIiIHHNX 3aXBOPIOBaHb (HANPHUKIIAA, MPU OOCTPYKTUBHUX OpoHXiTax). PermmuByroui indexiii
MOXYTh OyTH OCHOBHOIO XapaKTEPHCTUKOIO MALIE€HTIB 13 NEPBUHHUMH iMyHOIehimuTaMu. K yxe
3raJyBajiocs, BU3HAYUTH MOPOTOBI 3HAYCHHS, MOYMHAIOYM 3 SKHUX YK€ MOXKHA TOBOPUTH IIPO
HasIBHICTH MATOJIOTTYHOI YaCTOTH 1H(EKIi, JOCUTh TPOOIEMaTHIHO.

KJIIOYOBA PEKOMEHJALIA 1:
XapaktepHuMu (HaKTOpaMU MATOJOTIYHOI CXMIBHOCTI A0 1H(QEKIIHHUX 3aXBOPIOBaHb € 30YIHUK,
JoKaizaiis, nepedir, inTeHcuBHICTH 1 cyma (ELVIS). BogHouac 13 iuM Mae 0yt TakoX IMPU3HAYECHO
JIarHOCTHKY Ha HAsBHICTh IEPBHUHHOTO iIMyHOAEDIIUTY.

Koncencyc

Ta6aunsa 2: MapkepHi natoreHu A1 BUOPaHUX MEPBUHHUX IMYHOE(DILIUTIB

GATA2, ZAPT70

MapkepHi naTorenu Kniniunuii penorun BapianTu Mo:xInBHX acouiiiopanux neppuHHux |JloB. Ne
(npukJjaau) iMyHonedinuTis
BHyTpilHbOKITITHHHI 30yqHuKH, |J{iceMiHOBaHa MiKoGakTepialibHa |MeHeIeBChKa CXIIBHICTh 10 MiKobGakTepianbaux |(24) (41)
HANPHKJIAJ aTeHYHOBaHI indexuis, ocreomienit/apTpur, 3axBoproBanb (MSMD), nanpuknan nedektu B IL- |(42) (43)
MmikoGakrepii (BIDK), JepMatuT, JliMmbasenit, migmkipai |12/IL-23, neeKTH B CUHIHAIBHOTO IUISXY (44) (45)
HEeTyOepKyIIb03HI MikoOakTepii  |abcuecu inTepdepony-ramma; TKI; nedimur mogymnsaropa
(HTM), cansmoHemny, JicTepis HykaeapHoro ¢akropa (NEMO); antutina o
MOHOLIUTOI€HHA inTep¢pepony-ramma; XI'X
HTM, BIJI, rpu6kosi indekuii | AnceminoBana indexuis HTM, Hedimur GATA2 (46)
06opomaBku, rpuOKOBI iHDEKIIT +
MOHOIIUTOTICHIs (CHHIPOM
MonoMAC)
Yacri indexuii BHACTi 10K TTHEBMOHisI, OTHUT, CHHYCHT, 3axBOpIOBAHHS, TIOB's13aHi 3 1eilUTOM aHTHTII, (47) (48)
30yIHHKIB y KalcCynax, TAKAX K |MEHIHTIT nedpexru komruiementy (C2-C3), nedinur daxropa
S. pneumoniae, H. influenzae, N. kommuiementy | (CFI)
meningitidis
IoBTopHi HenatorenHi Helcepil | MeHIHTIT TepminainbHi nepexru kommiementy (C5—C9), (1) (43)
Neisseria spp. Indexmuii nedimut dakropa (kommementy) D, nedinut
HPOIEPAUHY
TuBasuBHi ingexuii Herpes Tepnietnunnii enedanit Hedimur UNC93B1, TLR3, TRIF, TRAF3, TBK1 |[(1)
simplex |
Tsokki iHpeKwil 3 Harp., nueBmMokokoBuii MeHinrit |Henocrathicts IRAK-4, MyD88 (43)
032K TKOBUMH MIOr€HHUMHI
30ynHHKamMu (Tpam+
30yIHHKaMH, iepenycim S.
aureus, S. pneumoniae, Tpam-
30ynaukamu P. aeruginosa),
MepeAyciM Y AUTSUOMY Billi
Yacri indexuii S.aureus + Harp., indexuii mkipn / I'EC i3 nedinurom STAT3, nedinur DOCKS, (49) (50)
Candida ITHEBMOHIi / abciiecH, BUKIMKaHI  |[epBHHHI iIMyHOIeilUTH 3 TOPYIIEHHAMH (QYHKIIT
S. aureus, cIM30BO-IIKIpHI HeiTpodinis (Hamp. XI'X)
KaHINUA03H
Aspergillus spp., S. aureus, ITaeBmoHis, cericuc, mimbanenirt. |debexru dynkiii HelTpodinis, 30kpema XI'X (24) (50)
Serratia marescens, Burholderia |S. aureus, nepeaycim, aberec abo
cepacia, Nocardia spec. niMbaneHiT
I[IMB CumIioMaTiyHa, nepeaycim KomGiHoBaHi imyHozediuTH, cepitosHi nedextn | (24)
HeBpopkeHa inpekuis [IMB, sx- | T-knitun
OT T'eNaTUT, KUIIKOBA iH(EKIist
BEB brnnckaBnuYHI 3aXBOPIOBAHHS JHedimur SAP, XIAP, ITK, CORO1A, CD27, (51) (52)
uyepe3 BEB: ¢penorumn MAGT1, STK4, CD70, FAAP24, DOCKS, (53) (54)
reMo(arouTapHOTo CARMIL2, rarmumonenocratHicts NFKB1 (55) (56)
nim¢oricraonurosy (IJIT), (53)
HEKOHTPOJIbOBaHE 3aXBOPIOBAHHS
Ha BED, nucemiHOBaHI MyXJIMHA
rnajKoi Myckynatypi BEb+
Pneumocystis jirovecii [TueBMoHis (Pneumocystis KomGiHoBaHi imyHOAediimTH, cepito3Hi nedextn | (24)
jirovecii) T-KkiniTiH
BILJI, Molluscum contagiosum | BopojaBku, KOHAUIOMA Hedimur WHIM, DOCKS8, MAGT1, STK4, (1) (51)

(52)
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Enrepogipyc (Hamp., exo-Bipyc, | XpOHIYHUI eHTEpPOBIPYCHUH Hedimur BTK (XLA), 3BIJ, cuanpom 'yna (51)
Bipyc Kokcaki, momioBipyc) MeHIHroeHnedant
Candida PeniniByrouni abo XpoHidHI Myranii nocinenus ¢pynkuii STATI, rinep-I1gE (1) (58)
CIIN30BO-IIKIPHI KaHIUI03H curapoM i3 gedinurom STAT3, nedinut ACT1,
(CMC) IL-12RB1, CARD?Y, IL-17 ta IL-17RA,
ayTOIMyHHHI HOJMIEHAOKPUHHUN CHHAPOM
APECED

3. llopyumieHHs1 iMyHOperyJasilii ik NPOBIAHUI CHHAPOM NEePBUHHMUX iMyHOAedinuTIB

IMyHHa cucTeMa € BUCOKOAKTHBHOIO CHCTEMOIO, sika MOBHMHHA 3a0€3MeuyBaTH 3aXHUCT Bif
30y/IHUKIB XBOPOO 1 yCyBaTH 3JIOSIKICHI KJITHHH, HE 3HIMDKYIOUH TOJICPAHTHICTH JO CHIOTCHHUX
CTPYKTYp. Perymnsitisi iMyHHOT CHCTEMH € TOCUThH CKIIAJHO0. TOMY reHeTHYHI MTOPYIIEHHS 3aXHUCHIX
MIPOIIECIB YaCTO HETaTUBHO BIUIMBAIOTh HE TIIBKM HA KOHTPOJIb 1H(EKIH, a i Ha MeXaHI3MH
ToJiepaHTHOCTI. [lopyieHHsT IMyHOPETYIIALii MOXYTh MPOSIBISITHCS, HANPHUKIIAA, Yepe3 Tapsuky,
ayTOIMYyHHI 3aXBOpPIOBaHHS, JTiMdonponidepalito, eK3eMaTo3H1 3MiHU MIKIpU, XPOHIYHE 3aMalleHHs
KHAIIEYHNKA 200 YTBOPEHHS TPaHy/IboOM. Taki O3HAKH MOPYIIEHHS IMYHOPETYJISIii MOXYTh OyTH
CYTTEBUMH, 1HOMI €TUHUMHU CUMIITOMaMK NepBUHHOTO iMyHOAedinuTy (auB. Tabmuis 3) (59). Ha
BIZIMiHY BiJl TOTO, SIK y BUIQJIKy MATOJOT1YHOI CXMJIBHOCTI 10 1H(EKIIHHUX 3aXBOPIOBAHb YaCTille
MiJ03PIOI0Th BPOUKEHUN 1MyHOIe(dIlUT, MepeBipka MAIl€HTIB 13 MPOBIAHUMH CHUMITOMaMU
JM3pEryJssiiii iIMyHHOT CHCTEMH Ha HAasBHICTh IMyHOACQIIMTY HPOBOAUTHCS HanTo piako (60).
MOXJIMBUMU HACIiIKAMH MOXYTh OyTH IOCTAHOBKA HEMPABUIBHOTO JIarHO3y, HAIPUKIIA alleprii
Ha KOPOB'STY€ MOJIOKO Y HEMOBJIAIT 13 CUMIITOMAaMH IIITYHKOBO-KHIITKOBUX 3aXBOPIOBAHb Ta EK3EMOI0,
(61) i 3HayHO MOBIIA iarHOCTHYHA JIATEHTHICTH (62). 3a HAsIBHOCTI AESKHUX TMEPBHHHHX
IMYHOZIC(IITUTIB BITHOCHO YaCTO BUSBISIOTHCS aTOMIYHI 3aXBOPIOBaHHS a00 aJjieprii (Hampukiag y
pasi gedinury DOCKS, cunapomy Bickorta-Onapuya, cunapomy [IPEX, cunapomy [li [xopmxka,
3aXBOPIOBaHb, MOB’s13aHuX 3 aedimurom antutia, 3BI) (12) (49) (63) (64) (65) (66). Ane ockinbKH
anepris € Ay)e MOLUIUPEHUM 3aXBOPIOBAHHSM CEpeJl 3arajJbHOrO HaceleHHS, OCOOIMBO B AUTSIUOMY
BiIli, 1 [l MOKAa3HUKH TOCTIHHO 3pOCTalOTh Y BchoMy CBITi (67) (68) (69), Takuii mposiB € MOKa30BUM
MEePEeBaKHO TUTFKKU B KOMOIHAIIIT 3 iHIIMMH, OLTBII cIeU(IYHUMU TTPOSBAMHU.

4. «<GARFIELD» sik akpoHiM nopyIIeHHs iMyHOperyasiuii

HenekpoTuuHi IpiOHOOCEPEIKOBI €MiTeTi0oNoAI0HO-KIITHHHI TrpanyabomMu («sarcoid-like
lesions») MoxyTh OyTH nepmmMu nposiBamu iMmyHoaediuuty (70). Bonu BUHMKaIOTH nepeaycim y
JICTeHSAX, JTIM(QATUUYHNX TKAaHWHAX, KAIICYHUKY Ta Ha mmikipi (71) (72). Acouiarist 3i 30yqHUKaMH
(Hamp. HETYyOepKYJIbO3HUMH MIKOOAKTEpPisIMH) € MOXIJIMBOK, aje B OUIBIIOCTI BHIAJIKIB
1IeHTU(IKYBaTH IPUUMHHI MIKPOOpPraHi3MU He BJIA€ThCs. ['paHysIeMaTo3Hl 3anajeHHsl € TUIIOBUMU
JUId CENTUYHMX TpaHysieMaTo3iB (IMEepeayCiM KHUIIEYHHKA, CEeYOCTaTeBOi CHUCTEMH, MEYIHKH), IMpU
I[bOMY BOHH TiITBEPUKYIOThCS Y ipubau3no 8—20 % xBopux Ha 3BIJT (13) (73). Ocobi1BO yacTo
IpaHyJIbOMHU BHSBISIOTHCS Y MAIEHTIB, SIKI MOPAJ 13 HEAOCTATHICTIO aHTUTLI MawoTh aedekt T-
KJIITUH (KOMO1HOBaH1 iMmyHo1e(iunTH) (74). BoHH MOXYTh Tak0k OyTH MPOBIIHUMHU CUMITOMAaMH Y
Bunajaky BapiantiB TKIJ] (mepenycim nedpexty RAG) Ta iHImmMx KOMOIHOBaHMX IMyHOAE(ILUTIB, Y
T. 4. 4yTIMBHX 10 onpomineHHs (Hanpuknan AT, cuaapomy Hiiimerena) (75) (76).

AYTOIMYHITeT € YacTUM IPOSIBOM Y pasi nepBUHHOTO iMmyHonedinuty (77). Haituactimmmu
€ ayTOIMyHHI ULMTONEHIl (mepeayciM Npu TyMOpadbHUX IMyHOJE(pIIUTaX, KOMOIHOBaHUX
imynogedinutax, AJIIC, cunapomi Bickorra-Omnnpuua, cungpomi IPEX) Ta ayroimyHHuMi
tupeoinuT. [Ipubnuzno y 12—20 % xBopux Ha 3BIJl po3BHBaeThCsS ayTOIMyHHA IIMTOIEHIA, SKa
4acTo Mepeye MPOSBICHHIO 31 CXUJIBHICTIO 10 1HPEKIIHHUX 3aXBOPIOBaHb, 1110 BKa3ye Ha MEBHUM
miarao3 (78) (79) (80) (81) (82). Immn ayroimyHHI ManidecTalii MOXYTh BHPAKATUCS K
ayTOaHTUTLIAMU, TakK 1 T-KIITHHAMHU, i OXOIUTIOIOTh Yy T. 4. peBMaToiguuil aptput, FOIA, Backymit,
TJIOMEpYJIOHEPPUT, TeNaTHT, LEeTiaKiio, aJoNellito, BITHIIro, IIyKpoBuil aiadet 1 tumy, AA1iCOHOBY
xBOpoOy abo rimomaparupeoinusm (83). JledekTn KOMIIEMEHTY, YacTKOBI/BUOIPKOBI nedexTH,
nos'sa3adi 3 Aedinurom antutin, 3BIJl Ta XI'X (30kpema y *iHOK HOCIIB) MOXYTh acOLIFOBATHUCH 13
CUB (84) (85).

PenmauByroua rapsiuka Oe3 BHIUMOI NPUYMHM € TOJOBHOIO MaHiecTamiero B pasi
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NEePIONYHUX CHHIPOMIB rapsyky, IpU SKUX JOJATKOBI MpOsBIEHHS JiMpaaeHonarii mui, apTH,
apTPpUTIB, MiaJTii @00 3aXBOPIOBAHHS OPraHiB YEPEBHOI MOPOKHUHM JIOTIOMAraloTh KIacH(iKyBaTH
3aXBOPIOBAHHS 3 TOYKH 30py audepeHiitnoi miarHoctuku (86). PenunuByrodya rapsdka HESICHOTO
XapakTepy MoXke OyTH TaK0X MEepIIor MaHidecTamiero MuKIivyHol HelTporneHii (87) abo ciMelHOro
remodaronutapaoro Jgimdoricriorurosy (CIJIIN) (88).

Komenmap pooouoi epynu:. OOnum i3 pi3Ho6u0di6 NepsUHHUX IMyHOOeiyumie € 2epyna
aymo3anaibHUux 3axeoproeanv. AymosananvHi 3axeopiosanns (A33) — ye cenemuuno cemepozeHHa
epyna oeghexmig iMyHHOI cucmemu, a came HecneyupiyHo2o iMyHimemy, wjo XapaxKmepusyrmoscs
NOPYUWEHUMU MEXAHIZMAMU pe2yiayii 3anaivHoi 6i0N08ioi, GUCOKUM PUSUKOM PO3BUMK) AMiN0i003y
BHYMPIWHIX Op2anis, IHEANIOUVIOYUX YPAdCEHb CY2l00i8, OpP2AHIYHUX YPAXCEHb YEeHMPAlbHOL
Hep80o8oI cucmemu, WKIpU, Opeamie ciyxy ma 30py, 3ampUMKU NCUXOMOMOPHO20 PO3BUMKY, d 8
O0esKUX BUNAOKAX Npu3e00smv 00 cmepmi nayicumie. A33 xapaxmepusylomvcs amakamu
CUCMeMHO20 3andaleHHs 0e3 UOUMUX NPOBOKYIOUUX akmopie ma 6e3 niosuweHHs pIGHI8
aymoaumumin yu awmueencneyupiunux T-xnimuwn, wo cnocmepieacmvcsi npu  AYMOIMYHHUX
3aX60PIOBAHHSIX.

THowupenicmo 3a2anom oyintoemocs 6 dianazoni 6io 1:10 000 oo 1:1 000 000 nacenenns. /lns
0esIKUX HO301102TYHUX 00uHUyb A33, Hanpukiao, cimelnoi cepeOHbO3eMHOMOPCHKOL JTUXOMAHKU,
yacmoma 3axe0pHOBAHHA € BUWOI0 ceped MYPKis, apadie, GipMeHis8, €8peis He auilkeHaszi ma
koausaemuvcs 6i0 1:1 000 oo 10 000 nacenenns. Ilpome, 3ycmpiauaroms makoxc i cnopaouymi
sunaoku. Cimetina cepe03eMHOMOPCbKA TUXOMAHKA, 6e3 CYMHIBY, € HAUNOWUPEHIULOI HO3002I1UHO0
00uHUYyero ceped MoHoceHHux A33.

THowupenicmo 6 Yxpaini Hapasi Hegiooma.

Cepeoniii 6ix noyamky KUIHIYHUX NPOABIE NPUNAOAE HA Nepuli poKu Hcumms Oimet, 4acmo
oopa3zy nicaa Hapoocenns. bnuzvko 90% A33 nouunaromos npossiamucs 00 5 pokie jxcumms ma
matidce 100 % y siyi 0o 20 pokis. Bepughikayisa diacno3y y maxux nayicHmis 4acmo 3ampumyemobcs
Ha Oacamo poxie abo 63azani He 6i00Y8AEMbCs Hepe3 WUPOKUL CHeKmp KIIHIYHUX Nposeie
aAymo3anaibHux HNOpyuieHsb, ix nooiOHicmb 00 AYMOIMYHHUX, 2eMAMONOIYHUX, OHKOJIOSTYHUX,
inghexyitinux, Xipypeiunux, memaoOoniyHux 3axeopiosanv. Jlocmogipna Oiacnocmuka A33
8i00ysaemucs i3 3anisnenuam Ha 3-10 pokie. Yonosiku i HcinKu X80pitomsv 3 00HAKOBOI YACTOMOIO.
l'inodiacnocmuxa € 20106HUM PUBUKOM OJis XBOPUX Y 38 A3K)Y 3 PO3GUMKOM VYCKIAOHEHb (HanpuKiao,
iHganiousyui Oegopmayii cyenobis, eciopoyeghinis, kamapaxkma, HeOOCMAMHICMb GHYMPIUHIX
Op2aHis 6HACAIOOK amioNoi003y, 3aMPUMKa Pi3u4H020 PO38UMKY MOu0) Oe3n0cepeoHbo 3aeHCUMb
8i0 PaHHBOI OIACHOCMUKU MA 8YACHO PO3NOYAMO20 A0EKBAMHO20 JIIKYBAHHSL.

KOHHeHHiH ayTo3anaJIbHUX Ta ayTOiMyHHI/IX 3aXBOpPHOBaHb

Adriana A. Jesus, Raphaela Goldbach-Mansky. IL-1 Blockade in Autoinflammatory.
Syndromes. Annu. Rev. Med. 2014.65:223-244

[TonsarTs ayrozananeHHs 0yio BBeAeHO y 1999 porii 3 METOI0 po3MeEXyBaHHS JBOX BIJIOMHX Ha
TOM Yac MOHOT€HHHMX CIHAJKOBUX CHHAPOMIB mepiogndHoi juxomanku - FMF 1 TRAPS Bix
KJIACUYHHMX ayTOIMYHHHX 3aXBOPIOBaHb, TAKUX K CUCTEeMHHUH depBoHui BoByak (CUB) Ta iHmmx
peBMaTHYHUX 3axBopioBaHb. CiMmeliHa cepea3zeMHoMoOpebka nuxoManka (FMF) Bukinkaerbcs
ayTOCOMHO-peIleCHBHOIO MyTali€eo y reni MEFV; nepionnunuii cunapom, acouiiiopanuit i3 ®HII
BUHHKAE BHACTIJOK ayTOCOMHO-IOMIHAHTHOI MyTaIlii y reHi perentopa I-ro Tuny ¢axropy HEKpo3y
nyxyinH, TNFRSF1A. ¥V Toii yac, Koiu ayTOIMyHHI 3aXBOPIOBAHHS PO3BUBAIOTHCS MPH MOPYILIEHHIX
peryniii MexaHi3MiB aJalTUBHOTO IMYHITETY, PU ayTo3anaJlbHUX 3aXBOPIOBAHHAX MAlOTh MiCIe
neGeKTH BPOIKEHOro iMyHiTeTy. TakuM YMHOM, XapaKTEpHOIO BIIMIHHICTIO ayTo3amalbHHUX
MOPYIIEHB BiJl ayTOIMYHHHUX € BIZICYTHICTh IMATOTCHHUX ayTOAHTHUTII a00 aBTOPEaKTUBHUX T-KIITHH
(Puc 1). Konnenuis ayro3ananeHHs Oyia MigTBEpIKEHA Ta YTOYHEHA MPOTATOM JEKaaW MiCIs
BIIKPUTTS MOHOTEHHMX ayTO3allaJIbHUX 3aXBOPIOBaHb. BIIKPUTTS NESIKMX HOBHUX 3aXBOPIOBAHb
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MPOJIEMOHCTPYBAJIO CHUIbHI MAaTOTEHETHYHI MEXaHI3MHU BPOKEHOTO (ayTo3anaabHi MEXaHI3MHU) Ta
Ha0yTOro iMyHITeTYy (ayTOIMyHHI MEXaHI3MH ), III0 OEPYTh y4acTh B iMyHHIH Bianosiai. [Ipote, BoHn
MOBHMHHI PO3TJISAATUCH SK JIBI KpaifHi TOUKM KOHTUHYYMY. TakuM YMHOM, MOHOTEHHI ayTOo3analibHi
3aXBOPIOBAHHS — II€ IMyHHA IH3PETYJIALis, B OCHOBI SIKOI JIOKUTh HAJIMipHA 3alajibHa PEaKIlis,
OTIOCEepEIKOBaHa IEPEBAKHO KIITHHAMHM 1 MOJIEKYJIaMH BpPOKEHOTO IMYHITETY Ta T€HETHYHOI
CXUJIBHOCTI OpTraHi3My.

AyTo3anajaeHHs AyTOiMyHITET
BPOJI)KEHUU imyniTer IMmyHHA qU3peryIsLis AJIATITUBHUU imyniTer
MononuTH, Makpodary, | [TepeBakae kinituaani TUn | T-kiiTuHA, B-KmiTuHAI
HelTpodimm
IL-1, TNF, IFNof, IL-12, | TepaneBtuuna  wiae - | IFN-y, IL-4, (IL-17), IL-6
IL-23, (IL-17), IL-18 IUTOKIHU
YuikomkeHHss opraniB 3a | [laTorenes opranaux VYIUIKO/DKEHHST OpraHiB  3a
MOCEPETHHUIITBA ypakeHb HOCEPETHHUIITBO ayTOAHTUTLI
HEeUTpodLIiB Ta Makpodaris Ta aHTUTeH-cnenudiuanx T-

JTIMQOIHTIB

[I-1-omocepeakoBaHi IIpukmanu 3axBoproBaHHs | Tupeoinut, peBMaTOIAHUI
MOHOTEHHI ayTo3anajibHi aptput, CUB, AJITIC
CHHJIIPOMHU

Pucynoxk 1: BigMiHHOCTI Ta CIiJIbHI 03HAKU ayTO3aNaibHOI Ta ayTOIMYHHOT KOHLIETIIIH.
CUB - cuctemHwuit uepBonuii Bopuak, AJIIIC — aBToiMyHHUIT JTiMdonpotidepaTUBHANA CHHIPOM.

Clinical immunology. Principles and Practice. Robert R. Rich, Thomas A. Fleisher, William
T. Shearer, Harry W. Schroeder Jr., Anthony J. Frew, and Cornelia M. Weyand. Moshy/Elsevier,
2008. 1578 p.

Cimeiina cepenzeMHOMOpPchbKa JuxoMaHka. CiMeliHa cepeIHb03eMHOMOPChKA JIMXOMaHKa
Ma€e ayTOCOMHO-PEIECMBHUI THUIT yCHaJAKyBaHHA. ['€H, 10 BIAMOBIAa€ 3a PO3BUTOK XBOPOOH,
3HAaXOJUTbCA Ha KOPOTKOMY Iiedi xpomocomu 16pl13.3. Imma ioro nazsa MEFV (ME —
mediterranean ta FV — fever). [IpoaykTom 11boro reny € mipuH (MapeHOCTPHH), SIKUI €KCIIPECy€eThCs
Ha MIEJOITHUX KIIITHHAX. Bimomo 6mm3bko 50 myTamii 1bOro TreHy, aje He BiJIOMO, UM BCi BOHHU
BUKJIMKAIOTh 3aXBOproBaHHA. HaituacTimmmu myTatismu €: M964V, V726A, M694S, M6801, E148Q
(ix 3HaxomATh y OnMu3bko 2/3 xureniB OaceitHy CepazeMHOro Mopsi), IO € HOCIIMU T€HETUYHOT
mytauii. Myraui€eto, 1m0 Haiyacrime 3ycTpidaerbess € M694V (MeTioHIH 3aMiHEHUH Ha BaliH Y
K0/10H1 694), BuHUKae y 20-67% BHUIaIKIB XBOPOOOU Ta aCOIIOETHCA 13 TOBHOIO NEHETPAHTHICTIO.
['omo3urotu M694V xapakTepusyloTbCs TSKKUM IMepediroM XBOpOOM Ta BHMCOKOIO YaCTOTOIO
amionoino3y. Myrartiss V726A 3ycTpidaeThes 13 4acToTor0 7-35%, acoIitoeThCs 13 3aXBOPIOBAHHAM
CepeIHBOI TSKKOCTI Ta HUKYOIO 4acTOTO0 aminoinosy. s myraunii E148Q xapakrepHa HU3bKa
NEHETPAHTHICTh Ta Majo BHpPaXeHUH (eHoTun. Sk 1 mpu IHIIMX PELEeCUBHHUX 3aXBOPIOBAHHSIX,
JIETTIIAN TTepedir XBOPOOH CIOCTEPIraeThCs y Te€TePO3UTOT, O3HAKH 3allajicHHs] BUPAXEH1 MEHIIIE.

Mexanizm narorene3y rocrporo emizogy FMF no kinus He 3’scoBanuil. Mix emizonamu y
MAIli€HTIB BIIMIYA€THCS MIABUIICHUN PIBEHh CHPOBATKOBOTO PiBHs iHTEPPEpPOHY-Y Ta IMOCHUIICHA
npoayKIis iHmuX nposananbHux nutokiHiB @HII-aneda, UI-1f4, Ul-6 Ta 1JI-8 nupkymoounMu
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neiikoruTaMu. [TipuH/MapeHOCTPUH HAIEKHUTh 10 CyIepciMeiicTBa TOMEHIB CMEPTI Ta CKIIAJAA€TCh
13 4 pi3HUX (QYHKIIIOHAJIILHUX JOMEHIB, III0 B3a€MOJIIOTH 13 IHIIMMH Oiikamu. OCOOIMBOTO IHTEpECY
3acimyroBye aoMeH mipuHy — N-KiHIIeBUN JOMEH 3 92 aMiHOKHCIIOT, SIKHd € CIUIBHUM IS JACSIKUX
3aJTy9eHHX y TIPOIIeC 3amajeHHs 1 anmonTo3y OuikiB. [lipuH mie sk 1Hri01TOp 3amaaeHHs, IPUTHIYYIOYH
nepetBopeHHs npo-LJI-14 B aktuBHy dopmy. IcHye npumymienns, mo nedexktauii (a0o MyToBaHHiA)
MipUH/MAapEHOCTPUH, SIKUWA 3HaXonATh y mamieHTiB 13 FMF, Bukiukae nedexkTHuii amonrto3 Ta
CTUMYJISILIIFO yTBOpeHHs Ta cekpemii [JI-1, nHacmigkom woro € minBumieni piBHi LI-15 Ta
HEKOHTPOJIbOBAHE 3anayicHHsl. PaHiiie Oi1bI MomyaspHOIO OyJia JyMKa Mpo Te, 10 BiAMOBITaIbHUM
3a PO3BUTOK 3axBopioBaHHs OyB iHrioitop CSa (iHakTHBYrOUMi (DEpPMEHT), BIJIICYTHICTH SIKOTO
BUSIBJISUIACH Y TIEPUTOHEANIbHIN Ta CHHOBIaJIbHIN piguHax namienTiB 13 FMF. C5a nanexuTs 10 O1IKiB
CUCTEMH KOMIUJIEMEHTY, M€ MOTY»HI XEMOTAKTHYHI BJIACTUBOCTI Ta € aHA(DIJIOTOKCHHOM. 3a3BUYAA,
C5a-inribiTop HerTpamizye Maii KisibkocTi CS5a, 1110 BUIUISIOTHCS Yy CEPO3HI TOPOKHUHH TIEPE]T THM,
SK BOHM 3aJIy4alOThCs y Ipolec 3ananeHHs. ['imore3a momsirae y Tomy, mo y namientiB i3 FMF
HaciuikoM aucyHkuii mipuny/mMapeHocTpuny € aedinur CSa-inribiropa, BHaciuigok udoro CSa
HAKOMUYYETHCS Ta IPU3BOIUTH JI0 TOCTPOi aTaku XBopoOu. Taka Teopist € MEHII TPUBAOIMBOIO, X04a
1 TMOSICHIOE TepioAuuHicTh rapsuku. l[loganeiie mocmikeHHS (YHKIIT MipUHY/MapeHOCTPUHY
nornomoske nposicHuT narorene3 FMF, 1o Ha nanuii yac 3anuiaeTsest He 0 KiHIIST 3PO3YMUTHM.

HaifuacTimmii reHeTHYHO IeTepMiHOBAHUI CHHAPOM MEPIOAWYHOI TapsyKd, UIsl SKOTO
HANOIBII XapaKTEePHUMU € MMOBTOPHI MPUCTYIU JIUXOMAHKU Yy KOMOIHaIIi 13 CepO3UTOM, Y MOHA
90% BUMAIKIB — CTEPUIIBHUM TEPUTOHITOM. Y 63-68% BuNaAKiB 3aXBOPIOBaHHS MaHi(ecTye y Billi
1o 5 pokiB, Ta y 90% BunaakiB — 10 20 pokiB. Takox onucaHi BUNIAJAKH MEPIIUX TPOSBIB XBOPOOU y
Billi 6 MmicamiB. Di3uuHe HaBaHTAXXCHHSA, EMOLIWHUN CTpec, HQEKIis, MEHCTpyalis, Xipypriuxi
MaHIMyJs11i MOXKYTh MPOBOKYBATH BUHUKHEHHS TOCTPHUX €Mi30/1iB. Y THUIMOBUX BUIAJIKaX TPUBAIICTh
emizony ckianae 1-4 mHi, emi3o]] CynpOBO/IKYEThCS TapsIKOI0 Ta OJHUM YH OUTbIIE CUMITOMAaMU
CEPO3UTY: CTEPUIBLHOTO MEPUTOHITY, IO CYHIPOBOKYETbCA OoieM y kHUBOTI — y 90% BUIMAJKiB,
apTpuTy uu apTpairii — 85% Bunaakis ta wieBputy y 20% (0u1b y rpynsx). I3 cyriobis Haliuacriie
YPOXKYIOTbCSI KPYNHI — KOJIIHHMM, TOMUIKOBOCTYIIHEBUH Ta IPOMEHEBO3AN'AICTHUH IO THUIY
MOHOAPTPUTY. YPaKEHHsI TMEpPUKApAy UM OOOJOHOK SE€YOK 3yCTpIUaroThCs piame. B okpemux
BUIAJ/IKAX 3YCTPIYa€ThCsl OEMIMXOMOAI0Ha BUCHUIIKA, MIajTis, CIUIEHOMETallis, YpaXeHHs HEepPBOBOT
cucremu, mypiypa lllenneitna-I'eHoxa Ta rinoTUpoiInu3Mm.

[Mpubmuzno B 1/3-1/4  HemikoBanux jited Ta 3/4 popocnmux i3 ciMeifHOHO
CEpEeIHPO3EMHOMOPCHKOIO TapsAyKOI0 PO3BHUBAETHCA HHUpPKOBa (Gopma aminoino3dy AA. Ilepmumun
OposiBAMM € MPOTEiHYypis, 10 y 3a Mepiof BiJ KUIBKOX MICSILIB J0 KUIBKOX POKIB IPOTpecye 10
HEe(PPOTUYHOTO CHHAPOMY Ta HHUPKOBOI HEJAOCTAaTHOCTI. YacTto uisi JKyBaHHS HHPKOBOI
HEJI0CTaTHOCTI HEOOX1JJHA TPaHCIUIAHTALllsl HUPOK. AMIJIOi103 YacTillle 3yCTPIYa€eThCsl cepell €BpeiB
Ta TYpKIB, pilIe cepell BIpMEHIB. Y BIpMEHIB, L0 MPOXUBAIOTh Ha CBOIM OaTHKIBIIMHI YacTOTa
amM1JI01103y € BUILOIO, HIXK Y BEPMEHIB, 1110 )KUBYTh, HATIPUKIIAL, y MiBHIYHIN Amepuui. e cBinuuTth
po Te, 10 (PaKTOpH AOBKULIS MOXKYTh MaTH BIUIMB Ha nepedir 3axBoproBanHs. Cmepth ipu FMF B
OCHOBHOMY HAacCTymae Bif iHGeKmii, TpomOboemOoiii, ypemii, 110 € YCKJIaJHEHHSIMH HHUPKOBOI
HEJIOCTaTHOCTI Ta aMiJI0i/103Yy.

CunapoM mnepiogu4Hoi JMXOMAaHKHU 3 rinepimyHormnoOyainemiero D. Cunnpom HIDS e
CHAIKOBUM CHHAPOMOM TIEPIOJUYHOI TapsSYKH 3 ayTOCOMHO-PEIIECHBHUM IUIIXOM IIepeavi.
3axBOpIOBaHHS BUHUKAE BHACHIIOK MyTallii y reHi MeBajoHaT-KiHa3u (mevalonat kinase — MVK),
110 JIOKAJII3YETHCS HA JOBroMy Tuiedi xpomocomu 12 (12q24). MeBanonat-kiHa3za € GepMeHTOM, 110
IPUCKOPIOE MeTalo0Ji3M MEBaJOHOBOI KHMCIOTH. BOHa € MPOMDKHHUM HpPOAYKTOM IpPH CHHTE31
X0JIECTEepOJTy Ta 13ompeHoiny. [IpumnyckaroTh, 1110 HEJOCTATHICTH KIHIIEBUX MPOJIYKTIB 130TPEHOI Y
cnpusie migBUIIeHHIO cepkpeuii I/I-1f, a e y cBow uepry Bene A0 3amalieHHs Ta rapsukd. Ha
ChOro/iHI BijoMo Onm3bko 40 pizHomaHiTHHX MyTauiii reny MVK. Myralieto, 1o 3ycTpiyaeTbes
Haituactime € V3771. lepexru reny MVK BenyTh 10 3HMKEHHS aKTUBHOCTI MEBaJIOHAT-KIHA3U Y
mimponurax. HacmigkoM € 3pocTaHHs piBHS MEBAJIOHOBOI KHCJIOTH Yy TUIa3Mi KpOBI, fKa MOTIM
EKCKPETYEThCS 13 ceyero. Y OUIbIIOCTI MALiEHTIB MEpIli MPOSBU XBOPOOH BIAMIYAIOTHCS MPOTATOM
MEPILIOTO POKY KUTTSI.
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V KIIiHIYHIA KapTHHI CIIOCTEPIraloThCs PEUANBYIOU1 KOPOTKI €Mi30/1U rapsIKu TPUBAIICTIO 3-
7 AHIB, 110 CYIPOBOJDKYIOTHCS 00JIEM Y KUBOTI Ta JOCUTh YacTO J1ape€ro, HYAOTO Ta OIIOBaHHSAM.
[HmMMHE  TposiBaMH  XBOpPOOM MOXYyTh OyTH ImmMiHA JiMdaaeHonaTis, BUCHIIAHHSA Ha MIKIpi,
CUMETPHUYHI OJIIT0-, MOJiapTPaITis Ud apTPUT Ta CITICHOMETaNis. Y EeIKUX Malli€HTIB aTaKh MOXYTh
TPUBATH NPOTATOM THXHIB. B OCHOBHOMY, Hamaay BUHUKAIOTh KOXHI 4-6 TrxkHiB. [1ig yac emizony
rapsidKy CIIOCTEPITaeThCsl JICHKOIUTO3 13 3CyBOM (hOpMyIH BIIiBO, MIJABUINEHI PiBHI TOCTPO(a30BUX
MOKAa3HHUKIB Ta IMpO3anaJbHUX WHUTOKIHIB. [IpoBokyrounmmu ¢akTopamMu MOXYTh OYyTH CTpec,
ormepairisi, TpaBMa, BaKIMHAIlA. biab y )KUBOTI, miapes, OJIFOBaHHS, apTpairis 3ycrpidarotrbes y 70-
80% BunazkiB. YacTHHa Mali€HTIB 3a3HaBajia MOBTOPHUX JIAIAPOTOMIN y 3B”SI3KY 13 BUPAXKEHICTIO
00JILOBOTO CHHJIIPOMY, NPH LOMY BIIMIYAIKMCh JIMIIEC O3HAKH ME3CHTEPIadbHOTO JIM(aIEHITY.
Hluitna niMdageHonaris 3ycTpivyaeTbesi MaiKe y BCIX HAIli€HTIB, CIUICHOMETajisi — Yy TOJIOBUHH.
Yacrota aptputy/aprpairii y 70% HamnafiB. Y paxkyrThCsi B OCHOBHOMY KpyIHi cyriodu. Cepen ycix
BIZJOMUX BUNAJKIB rimepiMmyHorioOyninemii D, aminoigo3 tumy AA onucanuit nume y 27-pigHOTro
YOJIOBiKa.

TRAPS € cunapoMoM Tepiogu4HOI Tapsiukd 13 ayTOCOMHO-IAOMIHAHTHHUM  THIIOM
ycnaaKyBaHHs. HMoro BUKIHKae MyTallis y T€Hi pO3UMHHOTO pelenTopa GaKTopy HeKpo3y MyXJIHH
(®HIT) cymepcimeiictBa 1A (TNFRSF1A — tumor necrosis factor receptor superfamily 1A). Panime
el cuHapoM OyB BiJOMUH i1 IHITUME Ha3BaMHU: CiMeHa ipJaH/IChbKa rapsika, ciMeiiHa mepioguaHa
rapsiyka Ta ayTOCOMHO-JOMIHAHTHa peluuByroya rapsuka. Lle pigkicHe 3axBOproBaHHs Oyio
OTIMCAHO Cepejl iPIaHICHKIX Ta MIOTIAHJICHKUX CIMEH, X04a, BiJIOMi TaKOK BHITAJIKH 3aXBOPIOBAHHS
cepen, Hanpukiana, adppo-amepukaniiB. ['eH TNFRSF1A po3mimienuii Ha kopotkomy medi 12-i
xpomocomiu (12p13) Ta koxye po3unnuuii penentop 1A @HII. Croroani Bigomi 6530 40 MyTarriit
bOr0 TeHy. Y JlaHaMmy BUIAJKYy Ma€ MiClLie HOpYIIEHE IajJbMyBaHHS 3alaJIeHHs, OCKIJIbKU IpU
nedinuti/nedexti pozunHHoro perentopa qo @HII ocranHiii He OJIOKYEThCS, a 3amajeHHS CTa€e
HEKOHTPOJIbOBAaHHUM.

Jlo mepeniky cUMOTOMIB y mamieHTIB 13 cuHapoMoM TRAPS 3a3Buuail BXOASITH KOPOTKI,
HOBTOPHI emni3oau (eOpHIIiTeTy, 0 TPUBAIOTh NPOTIAroM 4-6 THIB Ta MOETHYIOTHCS 13 CUIBHUM
0onemM y JKUBOTI, HyAOI 1 OmtoBaHHAM. JlOCHTH 4acTo 3YyCTpIYAlOThCSA OJIITOAPTPUTH, MIANTIi,
BUCHIIaHHS Ha LIKipi, KOH IOHKTHBIT Ta OJJHOCTOPOHHIH nepropOitanbHuii HaOpsik. Emizoau xBopodu
npu TRAPS moxyTh TpuBatu 10 3-X THXKHIB 1 Outbie. [IpoBokyrounmu pakTopamu MOXYTbh OyTH
¢bi3uyHe HaBaHTa)XKEHHS, €MOLIWHUI cTpec. AMiNOIN03 po3BUBAETbCA Y 25% MAlli€HTIB 13 LUM
cuapomoM. lle ycknmagHeHHs 3aleXWUTh BiJl TUIy T€HETHUYHOI MyTallii Ta TPUBAJIOCTI €Mi30[iB
rapsiuku. Sk nmpaBuiio, MiJ 4ac aTak XBOPOOHU BIAMIYAETHCA IMiJIBUILICHHS MTOKa3HUKIB, XapaKTePHUX
JUTISL 3amajieHHs], ajie HaOuThll crieludiYHUMU 3MIHAMH € 3HUKEHI PIBHI PO3YMHHOTO PEIENnTOopa
OHII 1A Ta migBumieni piai ®HIL

NLRPs-acouiiioBaHi 3axBoproBaHHsl. YCI Il TPU HO30JIOT1YHI OJMHUIII MalOTh ayTOCOMHO-
JIOMIHAHTHUH THI YCHaJKyBaHHS, BUKIMKAIOTbCS MYTAll€l0 y T€HI ayTO3anaibHOTO 1HIYKOBaHOI'O
xononom cunipomy (CIAS1 — cold-induced auto-inflammatory syndrome, ixma iioro Hazsa NLRP).
JlokanizyeThcs 11ei reH Ha JoBromy miedi 1-i xpomocomu (1g44). Bin komye O6110K KpiomipHH, 10
Ma€ JesKi FOMJIOTIYHI MipuHYy AUIAHKH. CBOIO Ha3By KpIOMIPUH OTPUMaB BHACIIJIOK TOTO, IIO
ACOIIOETHCS 13 PO3BUTKOM X0JI0JI0BOI KponHB’ sHKH. Onncano 6:1m3bko 50-u myTaniii y reni CIASI,
10 MaIOTh PI3HUH BIUIMB Ha €KCIpecito kpionipuHy. [TogaiOHO 10 CIMEHHOI cepeTHhO3eMHOMOPCHKOT
rapsiuky, MyTauii KpiomipuHy BexyTh Mo migBumienoi npoaykuii UI-1-f (cmimpHuii st 060X
3aXBOPIOBaHb MEXaHI3M), 110 y KIHIIEBOMY PE€3yJIbTaTl BUKIMKAE PO3BUTOK 3aXBOPIOBAaHHSA. Y Ci TpU
CHHJIPOMH, 10 BXOASATH 0 TPYIH TaK 3BAHUX «XOJIOJIOBHX TapsiuOK».

NLRPs-acouiitoBani 3aXBoproBaHHA (Kpionipun - acoyitiogari nepioouyni cunopomu, CAPS
— cryopyrin-associated periodic syndromes). /lana rpyna 3aXxBOpOBaHb BKJIIIOYa€E B ceOc psif
CHCTEMHHUX 3alaIbHUX 3aXBOPIOBAaHb: CIMEWHUM X0I010BUH ayTo3anansuuii cuaapom (Familial Cold
Autoinflammatory Syndrome - FCAS), cunmpom Makn-Yenca (Muckle-Wells Syndrome) i
XPOHIYHUNA MAaJTIOKOBUI HEBPOJIOTIYHUHN, MIKIpHUHA, Cyriao0oBuii cuHapoMm (chronic infantile
neurological cutaneous and articular syndrome - CINCA). Lli nopymieHHs1 XapakTepH3yrOTbCsl Ta
PI3HOMAHITHUM CIIEKTPOM TSKKOCTI KJIIHIYHUX MPOSBIB, IO 3aJIeXUTh Bl myTamii y reHi NLRP3.
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Binnocno nerkuii nepedir mae FCAS, naiiBaxuunii y CIINCA, a curnpom Makn-Yenca 3aiimae
IPOMDKHE IOJIOKEHHSI. YCl € OKpEMUMHU HO30JIOTIYHUMH OJUHMISIMU, IIPOTE, MAIOTh MEPEXPECH]
CHUMIITOMH.

Cimeitnmii xonomoBuii ayrozamansuuii cumgpom (FCAS - Familial Cold Autoinflammatory
Syndrome). 3aXxBOprOBaHHS XapaKTEPU3YEThCS MPUCTYIIAMU TaPSUKH, SIK1 IHAYKYIOTCS X0JI0I0M, 110
CYIIPOBOJUKYIOTBCSI ~ HE3AY)KaHHSIM, O3HOOOM, HYJIOTOH, apTpairi€ro, MIairi€ro, IOsSBOIO
NICEBIOYPTUKAPHOI ~ BUCHIIKH, MOXE [MO€JHYBaTHCh 13 TpOsiIBAMH  KOH IOHKTUBITY 1
MEePUAPTHKYJIAPHUM 3anajeHHsM. KIliHiuHI NMpOsSBY BHHUKAIOTh MPHOIU3HO BiJl OAHIET M0 KIJTBKOX
TOJIMH TICISI €KCIO3MIT Ha XOJIOA1, HAPUKIIAI, IPOTSAT, XOJIOJAHUN BIiTE€p, OXOJOKECHE MOBITPS 3
KOHJIMLIIOHEPIB, XOJOJHE MOBITPS 3 XOJOAMJIbHMKA, Pi3Ka 3MIHA TEMIEpaTypH HaBKOJIMIIHbOI'O
cepeoBuINa TOO. X0JI0A0Ba KPONHB’ SHKA Biapi3HseThes B FCAS Tum, 1o anepriyai ypTUKapHi
€JIEMEHTH 3’SIBJIIOTHCS IICHSA MPSIMOrO KOHTAKTY 3 XOJOJHUMHU PEUOBHMHAMHU (KyOMKHU JIbOLY,
KyIaHHs y X0J01H1i Boji To1o). TpuBamnicts atak mpu FCAS — 10cuTh KOpOTKA — BiJl KUTBKOT TOAMH
o onHiel nodu. He auBmsiunch Ha Te, MO PIAKICHI BUNAAKU aMiIOin03y HUPOK OyiaM OMHCaHi y
nesikux mamieHTiB i3 FCAS, rimyxora ta aminoino3 He € XapaKTepHUMH IS [[bOTO 3aXBOPIOBAHHS, HA
BiaMiHY Bia cunapomy Maki-Bemnca ta CINCA.

Cunapom Maxkn-Besica. JlaHuil CHHIPOM XapaKTepU3yeThCs €Mi30jaMU NEPI0ANYHOI rapsS Ky,
YPTHUKAPHOIO BUCHIIKOIO, PO3BUTKOM TJIyXOTH Ta aMmijioino3y HUpOK. [I0BTOpHI emnizoan JTMXOMaHKA
Ta BUCUIIKU MOEJHYIOTHCS 13 CUMITOMAaMM ypaskeHHs ouell Ta cyriobiB. Ilepebir 3axBoproBaHHs Y
PI3HHX TIAIIEHTIB BIAPI3HAETHCSA — Bl MEPIOJUYHHUX aTaK JI0 MEPMAHESHTHUX CUMITOMIB. SIK 1 mpu
FCAS, y namienriB i3 cunapomom Maki-Benica Moxke MaTH Miclle KOH FOHKTHBIT. HeBpouoriuHi
YpaKEHHSI, SIK MPaBIIIO, HE XapakTepHi. [IpoTe, B OKpeMuX BHITaJKaX CIIOCTEPIra€Thesi O11b TOJIOBU
Ta ypaxXeHHs AMCKa 30poBOro HepBa. HailO11b11 CKIIaAHUM YCKIIaJHEHHSAM € aMUI01/103, 1110 BUHUKAE
y 6mu3pko 30% manieHTiB y nopociomy Bini. CeHCOHEBpallbHA BTpaTa CiyXy BUHUKae y 70% ycix
BUIIA/IKIB 3aXBOPIOBAHHS.

XpOHIYHUN MaTIOKOBHUU HEBPOJIOTIYHHUM, IKIpHWHA, cyrinoboBuii curapom (chronic infantile
neurological cutaneous and articular syndrome — CINCA). 3axBoproBaHHS TaK0X BiJIOMe i1 Ha3BOIO
NOMID - neonatal onset of multisystem inflammatory disease (MyJbTHCHCTEMHE 3amajibHE
3aXBOPIOBAHHS 13 IOYaTKOM y HEOHATaJIbHOMY Bili). {75 HbOro XapakTepHUi HallBaxxuuil nepeodir
3noMik ycix kpiomipunonatiil. Ilepmni cumnromu CINCA 3’SBASIOTBCSA YK€ MPOTSITOM MEPLINX
THKHIB )KUTTS AUTUHU. [ apsiaka Moxke OyTH IHTEpMITYyI0400, a00 i 30BCIM BiACYTHBOIO. Bucunanus
Ha IIKIp1 BIAPIZHSAIOTHCS BIJ MAIll€EHTA JO MAIIEHTA, 10 3aJEKUTh BiJl aKTUBHOCTI 3aXBOPIOBAHHSI.
VYpaxeHHs cyri00iB Ta KICTOK TaKOX BIJPI3HAIOTHCA cepesl MaLieHTiB. Y 2/3 3 HUX — Iie TPaH3UTOPHI
apTpairisi Ta HaOpSK BETUKUX CYriao00iB. B 1HIIO! TpETUHM Malll€HTIB — MAIOTh MICIE IHBAIIU3Y4l
ypaXeHHs CyrioOiB. 3a HalWBaXuuX TMPOSBIB CIIOCTEPIra€Thsi EKCIIECUBHE PO3POCTAHHS
eniMeTagizapHUX XpsLIB OCOOOJMBO JOBIUX KICTOK, CYIJIOOM Ae(QOpMYIOTHCS, PO3BHUBAIOTHCS
KOHTPaKTYypH Ta JiereHepatuBHa aptponatis. YpaxeHHs LIHC po3BuBaeTscs Mailke y ycix MariieHTiB
BHAC/IIOK XPOHIYHOTO AaCENTUYHOIO0 MEHIHTITy Ta JjelkouutapHoi iHpimpTpanii. Ha 1
HiBUILEHOTO BHYTPIIIHHOYEPETTHOTO TUCKY MalOTh MICIle FOJIOBHUH Oib, CyJOMH, HAOPSAK TUCKY
30pOBOTO HEPBa, 3aTPUMKa PO3YMOBOTO PO3BHUTKY, CIIACTUYHI Tapaiidi mapaidi HUKHIX KiHI[IBOK.
VYpaxenHnsa oueil nposiBisiersest y 50% marieHTtiB yBeitom, 3amHiil yBeir ckiamae 20%. Atpodis
JIMCKY 30pOBOT0 HepBa Moke pu3BoauTH 110 cainoTu. [Ipu CINCA/NOMID MoxnuBuid pO3BUTOK
CEHCOHEBPAJILHOI ITyXOTH.

Ex3emMaTo3Hi XBOpOoOU WIKipH € BaXXJIMBOIO O3HAKOIO MEPBUHHUX iMyHOAe(piuuTiB. JJo HUX
HaJIeXaTh MEePEeayCIM €K3eMU 3 PaHHIM MOYaTKOM, SIK1 YaCTO BaXKKO MiIAIOTHCS JIIKYBAHHIO, X 10
epuTpoaepMii 3 anoneniero abo 6e3 Hel (Harp. y pasi cuapomy Omenna, cunapomy IPEX, cunapomy
Bickorra-Omapuua, TTEC, TKIIA) (89). IIposemene cepen 130 miTeir i3 TEepBUHHUMHU
iMyHOIe(IIUTaMU PETPOCIIEKTUBHE JOCIIKEHHS BUSBUIIO TATouIorii mkipu y 69 %, BogHouac y
outbmocti aitedt (79 %) BoHM mepeayBaid BCTAHOBJICHHIO J1arHO3y MEPBHUHHOTO IMyHOACQIIUTY.
Cepen mkipHuX MaHidecTariil criocrepiranucs iHpekii (46 %), ek3emaTo3Huii qepMatut (22 %) Ta
iH1i marosorii (32 %), sIK-0T BITHIIITO, BacCKyIiT i Teneanriekrasis (90).-
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Komenmap pooouoi epynu: Ypaoswcenus wkipu npu I1l/] 3a vacmomorw nocmynaemscs auuie
VPAJHCEHHIO 2eMamonoemudHux Kuimun ma cnocmepieaiomscs y 50-70% oimeu i3 1111, a y 30%
nepedytomo inwium nposaeam I/, moocyme Oymu ingexyivinumu (46 %) i Heingexyivinumu
(exzemamosnutl depmamum - 22 %, eimunico, sackynim i meneanciexmasis - 32 %) [Athar Moin,
Abolhassan Farhoudi, Mostafa Moin et al./ Cutaneous Manifestations of Primary Immunodeficiency
Diseases in Children // Iran J Allergy Asthma Immunol, 2006; 5(3):121-126, Abdelhakim S, Cafone
J, Basak RB. Cutaneous manifestations of primary immunodeficiency. Indian J Paediatr Dermatol
2017;18:155-9].

Jlimdonpoaidepanis € TepMiHOM, KU ONMUCYE TATOJIOTIYHE 301TBIICHHS CETIE31HKH, TICYiHKH
Ta JTiMpOBY31iB 200 YTBOPEHHS TPETUHHOI JTiM(pAaTUIHOT TKAHMHH, 30KpEeMa B JIETEHSX Ta MUTYHKOBO-
KAIIKOBOMY TpakTi. Bona € mpoimaum cumnTomom AJIIIC, cunapomy JlyHkKaHa, a Takox
akTuBoBaHoro cuuapomy PI3K nmenbra, aktuByrounx mytaniii STAT3 a6o medimury CTLA4 (91)
(92) (93) (94) (95) (96). VY pasi CIJIT" kputepieM miarHOCTHKH € renatociieHoMeratis (88). [pu
CUHpOMaXx, MOB'13aHuX 13 HegocTaTHICTIO aHTUTL (3BI/L, nesxi I'IMC), HaifuacTiiie 3ycTpidaeTbes
cruieHomeraiis. OKpiM LbOTO, YAaCTO BUSBIAETHCS HOMYISPHO-TIMQOIiIHA TiNepIuiasis KUIIeYHUKa
(32). Yenens (Chapel) Ta in. (2008) y cBoiii rpymi i3 334 xBopux Ha 3BIJ] 3 7 eBporeichbKuX IICHTPIB
BUSABHWIN O3Haku JimdonpoJidgepauii y 54 % xsopux (97). Jlimponpomidepanis moxe Oytu
BO)XJIMBOIO MaHi(ecTaliero Takox 3a HasIBHOCTI KoMOiHOBaHUX iMyHOAedinuTiB (12), me 10 nosiBu
3HAYYI01 CXWJIBHOCTI 10 1HPEKIIHHUX 3aXBOPIOBAHb.

XpoHiuHe 3anajieHHs] KMIIEYHUKA BCE YaCTillle PO3TIIAAETHCSA SIK TIEPBUHHA MaHidecTartis
BpO/UKEHUX IMyHOAe(inuTiB. Oco0aMBO paHHIN MoyaToK Ta/ab0 CTIMKUI A0 JIKyBaHHS mepeoir
XPOHIYHOI Jliapei Moke OyTH Ba)KJIIMBOIO BKAa31BKOIO Ha HAsSBHICTH iMyHOAedinuTy. PanHiii moyatok
KoMty € TunoBuM s curapomy IPEX, ane moxke OyTu BHpIIIAIbHUM MPOBIAHUM CHMIITOMOM 1
XI'X, nedinury moaynstopa HykieapHoro gpakropa (NEMO); nedinuty X-3ueneHoro iHridiTopy
aronito3y (XIAP), nedekri y peuenropi IL-10/IL-10 abo kombiHOoBaHuX iMyHOMedinuTiB (82) (92)
(98) (99). XponiuHe 3amaneHHs KAIICYHUKA TAKOK YaCTO 3YCTPIYA€THCS MPH HAIBHOCTI CHHIPOMIB,
NOB'A3aHUX 13 HEJOCTATHICTIO aHTUTLL. Y mpoBefeHoMy cepen 248 xBopux Ha 3BIJ] mocnimkenHi
npu6im3HO 21 % XBOPHX Majl CHMITOMH Pi3HHX 3aXBOPIOBAHb MUTYHKOBO-KHIIIKOBOTO TPAKTY, K-
OT HOIYJSIpHO-TIM(OiHA rinepIuiasis, BUPa3KOBUN KOJIIT, CHHAPOM 3HHKEHOTO YCMOKTYBaHHs a0o
IHEKIIHHIX XBOPOO, BUKIIMKAHUX JIIMOTisIMU, Kammisobakrepamu, LIMB abo canemonenamu (32).
JlopeuHo NpHUIycKaTH HasiBHICTh IMYHOAE(IIUTY Y HEMOBIIAT 13 TSKKOIO €K3eMOI0 a00 XPOHIUHUM
KOJIITOM,  PEIUIMBHOI  TapsyKolo, XPOHIYHOW  J00posikicHow  Jimdornpodidepaiiero,
IpaHyJIeMaTO3HUMU  -ypaKCHHSAMH, AayTOIMyHHUMH  LUTOINEHiAMH  (mepeayciMm y  pasi
3alTy4yeHHA0araTb0X KJIITUHHUXIIIHIH), OT1eHIOKPUHONATIIMU, KICTKOBOTO MO3KY HESICHOT €T10J10T1i
— 0COOJIHMBO, aJie He BUKJIFOYHO TOJ1, KOJIH I1i TPOBiIHI CHUMIITOMH CYTIPOBOJIKYIOThCS CXUIBHICTIO JI0
1H(DEKIIHUX 3aXBOPIOBAHb.

Jlnis TuIoBUX MaHidecTaliil mopymeHb IMyHHOT peryJisiiii Ipy NepBUHHUX IMyHOAe]inuTax
y mepuriii Bepcii HactaHoBH Oyno BBeneHO akpoHiM «GARFIELD» (Big HiMEIbKUX CIiB, IO
o3HaualoTh «rpanynboma» (Granulome), «ayroimyHiTeT» (Autoimmunitit), «peruaAnBHAY»
(rezidivierendes) «rapsiuka» (Fieber), HerumnoBa «ex3ema» (Ekzeme), «wrimdomnpomidepartis»
(Lymphoproliferation), xpoHiuHe «3amaneHHs kumieyHuka» chronische (Darmentziindung)).
EnigemMionoridai qOCHiKEHHsI Ta OMHMCH BHUIIAJKIB, 3p0O0JICHI 32 OCTaHHI POKH, CIHPAIOTHCS Ha
BuOpaHi B 1-My BuaaHHi kputepii. TakuM YMHOM MOXKHA MPUITYCTUTH, IO 32 3MICTOM TEPMIH
GARFIELD oxorutroe Bci BaxuinBi MaHiecTanii Iu3cperyssiiii IMyHHOI CUCTEMH NP MEPBUHHUX
imynonedinutax (12) (63) (77) (100). 3pocratroue po3yMiHHS TOTO, IO AM3PETYIISLis IMYHHOT
CUCTEMH € BapiaHTOM MaHi(ecTallli IEpBUHHOTO IMyHOA€(DILUTY, TEMOHCTPYETHCS TAKOXK Y BUTIISAIL
POCTY 4YmncIIa myOJTiKailiid Ha 10 TeMY, 30KpeMa 3 MePCIeKTUBY 1HIUX crenianizariii (65) (70) (85).

KJIIOYOBA PEKOMEHJIAIIA 2:
y pasi Iu3peryssiii iMyHHOI CUCTEMH, 110 XapaKTepU3yeThes rpaHyiboMamu — G, ayToiMyHITETOM
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— A, pemnuByouoo — R rapsiukoro — F, HerunoBoro ex3emoro — E, nim¢onpomideparnio — L,

XpOHIYHUM 3amaincHHsM kumednuka — D (GARFIELD), mopedno 3amigo3puTd HasBHICTH
NEPBUHHOTO IMyHOJE(IIHTY.
Koncencyc

Komenmap pobouoi epynu: 0ns 3pyunocmi adanmayii 00 YKpaiHcbkoi abpesiamypu
nponowyemo  nouamms  GARFIELD, wo 00’eOnye aymoimyHimem, yumoneHiunui ma
Jnimghonponighepamunuil CUHOPOMU, CUHOPOMU NEPIOOUYHUX 2aPSUOK, PeyuousHi HAOPAKU npu
CNAOK0BOMY AH2IOHEBPOMUYHOMY HAOPAKY i nosnayamu aopesiamyporo I'APDIEJI]: I panyrvomu,
Aymoimynimem, Peyuousnuii @ebpunimem, Inaxwa / nessuuna Exzema, Jlimgponponighepayis,
liapes / xponiune kuwikose 3anaieHus

Taoamus 3: J{u3perynsiist iMyHHOT CHCTEMH Ta 3JI0AKICHI 3aXBOPIOBaHHS 32 HassBHOCTI
NEPBUHHOTO iIMyHOIEDIITUTY

Tunosa KiiHiYHA
MaHidecTauis

IepBunumii imynogeinuT (mpuKIaIH)

IpoBigHi cuMnTOMHU, OKPIM CXHJIBHOCTI 10
iHdeKkiiHNX 3aXBOPIOBaHb (BapiaHTH)

Bukmouno
JM3PEryIsLis IMyHHOT
CHCTEMH

AyTtoiMmyHHI JimdorpotidpepaTHBHI CHHAPOMH
(AJIIIC)

AyTtoimyHiTeT, XpoHiuHa JiMponpomideparis (91),
nimpomu (101)

CHHIPOM NEPiOTUIHOT TAPTIKH

lapsiuka, ceposut (102)

CimeitHuit remodaronurapauii 1iMOricTionuTo3
(CIJID)

Tapstaka, mimdonpomideparis, TMTONEHii, HEBPOJIOTIUHI
nopymreHsst (103)

Hediuut Cl-inribiTopa (ectepasm)

CriazkoBHid aHT10HEBPOTHYHUH HaOpsk (104)

[IepeBaxxHo
JU3PETyISAIist IMyHHOT
CHCTEMH + IaTOJIOTiYHa
CXUJIBHICTB 10

Hedexru kommnementy (Clg/r/s, C2, C4)

Jlrommyc-noniOHa kapTuHa 3axBoproBaHHA (105)

AyToiMyHHA MMOJIICHTOKPHUHOTIATIS, MOJIOYHUIIS,
eKTo/lepMabHa AUCTpodis (ayToIMyHHHH
nousientokpuHHKi cuaapom 1 tunmy APECED)

AyYTOIMYHHI ITOJTi€eHJOKPUHOTMATIT, IIKiPHO-CIM30BU
kauauno3 (59)

3aXBOPIOBaHb +
JM3PEryIsiiist IMyHHOT
CHCTEMH

indexuiiamx Jusperynsumist iMyHHOT CHCTEMH, XpoHiuHe 3anaJeHHs KUIEYHNKA, eK3eMa, I IBUICHHS
3aXBOPIOBAHb MOJIICHAOKPHUHOIIATISA, eHTeponaTis, X-34uerieHuil |piBas IgE, ayroiMmyHHI engokpuHomnatii (59)
(IPEX) curgpom
Myrauii i3 nocunenusm ¢pynkimii STATI I'imotupeos, aneBpu3mu (106)
Myrauii i3 mocunenssM pynkuii STAT3 AyTOIMYHHI IOJTi€eHJOKPUHOMATIT 3 paHHIM MOYaTKOM
(nanpu. niaGer 1-ro TuIy, ayTOiMyHHA €HTEpPOIATis,
rimotupeos) (96)
[aTomnoriuna 3axBOPIOBaHHS, IOB’s3aHi 3 Ae(IIUTOM aHTUTIN, |AyTOIMYHHI HUTOIEHII, TiMponpomideparris,
CXHUITBHICTD JI0 Harp. 3B/, rinep-lgM-curgpom rpanyabpomiu (78).
THpeKIiHHIX Cunpom Omena HeoHnaranbHa eputpoaepmis, dimdonposidepaiis (59)

ATHNOBHH TSDKKUIT KOMOIHOBaHUH iMyHOAE)IIUT
(leaky SCID)

Ex3ema, rpaHy/IbOMH, ayTOIMYHHA IIUTOIIEHIs, XPOHIUHE
3ananeHHs kuieynunka (107)

Cunzapom Bickorra-Onnpuya (WAS)

Exzema nerexii (108)

XpoHniuHa rpanynemaro3na xpopoba (XI'X)

Xponiune 3ananenss kumednunka (109)

Inep-lgE-curapom (I'EC) i3 gedimurom
STATS3, nedinut DOCKS

Exzema, minsumenns pias IgE (110). Backynsaphi
manbpopmaii npu I'EC i3 nepinntom STAT3 (111).
Arorist Ta aneprist npu geditmti DOCKS (112)

AHTiIpOTHYHA EKTOJIepMAaNbHA UCIIIA3is 3
imyronedimurom (EDA-ID)

Xponiune 3ananeHus kuimeyrnka (113)

XLP 1-ro tumy (meditur SAP), XLP 2-ro Tumy
(medimur XIAP)

XLP 1-ro tumy: I'JIT', BackymniT, nimdormpomideparis;
XLP 2-ro tuny: ['JI[', XxpoHiuHe 3amajeHHs KHIICYHUKA

(92)

Hedinut CTLA4, aktrBoBanuii cuuaapom PI3K
nensta (APDS)

Jlimdponpomideparis, ayToiMyHITET, TPaHYJILOMH,
XpoHiyHe 3ananeHHs kumednuka (93) (94) (95)

PLAID (PLCG2-3B'si3anuit nehinut aHTUTII Ta
IMyHHA JH3PETYIISAIis)

Xo0110/10Ba KPOIIMBHHILS, ayTOIMYHITET, TPaHyIbOMU
(114)

ITaronoriuna
CXWIBHICTB 10
iHEKIiTHUX
3aXBOPIOBaHb +
3JI0SIKICHE
3aXBOPIOBAHHS

Hedexru pemapanii JJHK (mamp., arakcis-
TeJIeaHTieKTasis, CHHIAPOM XPOMOCOMHHX
nosomok Hiiimerena (NBS) i cunapom biayma)

Jleiikemii, mimpomu (115) (116)

XLP 1-ro tuny (nedimur SAP)

Jlimdpomu (117)

3axBOpIOBaHHS, MOB's13aHi 3 nedirurom antutin | Jlimpomu (117)
(sanpukiaz, 3BLT)
Cungpom Bickorra-Ongpuua (WAS) Jlimpomu (117)

Hedimur GATA2

MJIC, TMJI (118)

5. Inui npoBiaHI CHMIITOMHU NEPBUHHUX iMYHOAeiUTIB




24

3M04KICHI 3aXBOPIOBAaHHS, 30KpeMa JiM(QOMH, MOXYTb OyTH MEpUIO0 KIIHIYHOIO
MaHidecTariero imyHoaedinuti. Jlimpomu 3a HaIBHOCTI iMyHOAehIIHUTY YacTo € JiMdpomamu B-
KJIITHHHUMH, 10 BHHHUKAIOTH y JITed MOJIOIIOTO BiKY, 3a3BHYail YpaKEHHsS EKCTpaHOJAJbHE,
BIJITIOBI/JIb HA TEPAIIIIO HE 1y’KE€ XOPOIla, PELUINBU NPOSBIAIOTHCA YacTime. YacTo, aje He 3aBxX/IHy,
3JI0SIKICHI 3aXBOPIOBaHHs acolitorThes 3 Bipycamu (BEB, BIIJI). OcobmmBO 4acTto 3/0SKiCHI
3aXBOPIHOBAaHHS TPOSBIIIOTHCS 32 HASBHOCTI NMEPBUHHHUX IMYHOACOIIUTIB 3 JAMKICTIO XPOMOCOM
(manp. AT, cungpomy Hiiimerena, cunapomy biyma, nediuuty nirasu 4, nedinury Artemis),
nedimury SAP (XLP 1-ro tuny), AJITIC i mucrasii xpsmiiB-Bosioccs (117) (119). baussko 30—
50 % mnarienTis i3 nedinurom GATA?2 3axBoprotors Ha MJIC abo I'MJI (118). V rpymi naii€eHTiB 3i
3BIJI, sxy BuBuaninm Yemnenr Ta iH.. (Chapel et al.) y 6 % mnamieHTiB po3BHIIOCS 3J0sKICHE
3axBOpIOBaHHS, npu 1boMy y 50 % BumazakiB me Oyna mimpoma (97). Jlimbpomu Takox dvacto
3'IBJISIOTHCS IIPU HasABHOCTI KoMOiHOBaHOro iMmyHoaedinuty (Hanp. WAS, atunosoro TKIJT) (107)
(117). ExromiuHi myxJMHUA M'SKUX TKaHHH, acouiiioBani 3 BEB a06o acomiiioBana 3 JI'B8 (HHVS)
capkoma Karomri , MoxxyTb 0ytu iposiBamu I11]] (56) (120). 3HaHHs npo HAsABHICTH iIMyHOAEDIIUTY,
SIKHMI JISKUTH B OCHOBI 3aXBOPIOBaHHS, MOKE MaTH BUpIIIAIbHE 3HAYCHHS [T BUOOPY Teparii (Hamp.,
ximioTepamnii 31 3H)KEHOI0 TOKCHYHICTIO y pa3l JaMKOCTI XPOMOCOM, MOKJIMBO MPUHHSATTS PIIIICHHS
11010 TPAHCIUTAHTALlli CTOBOYPOBUX KJIITHH Ha paHHBOMY eTtari) (118).

CunapomajibHi acnekTH sK-oT nu3Mopdii (Hamp. cuaapom i [Jxopmxki, ['TEC), anp6iHizm
(namp. cunapom Yeniaka-Xiraci, cuaapom ['puuerni, cunapom ['epmancki-Ilynnaka 2-ro tuiy),
mikpouedais (Hamp. cuaapomy Hilimerena, nenocrarnicts Cernunnos /XLF, HegocTaTHICTS Jirasu
4 JIHK), Hu3pKOpOCHiCTh (Hamp., AUCIUIa3isg XpsiliB-Bosioccs, cuHapoM Illumke abo B pamkax
HenoctaTtHOCTi ropMony pocty (I'P), sik onmcano Buie y pasi cunapomy llIBaxmana—/lalimona a6o
3BIJ]) (121) abGo exromepmanbHa AMCIIIA3ig (HAIp., aHTIAPOTHYHA EKTOJepMaibHa AUCILIA3IS 3
iMyHOIE(ITUTOM), MOXKYTh YKa3yBaTH Ha HasBHICTH iMmyHomedimury (122). Takox yxe dacrimie
BiJI3HAYAETHCS, 110 BEJMKA KUIBKICTh JOOpE BU3HAUCHUX CUHIPOMATbHUX 3aXBOPIOBAHb 1 MOIAMbIII
XpPOMOCOMHI abepariii 10 IMX Mip IPAKTUYHO HE NPOSABISAIOTh BU3SHAYEHI (PEHOTUIN IMYHO1€(DILIUTIB
(123).

Jlesiki  mepBUHHI  IMyHOJEQIUUTH CYINPOBOKYIOTHCS 3HAUYHUMHU  HEBPOJIOTIYHUMU
narosorisMm. J[o HUX BIIHOCATHCS B T. Y. IPOrpecMBHA HelpojereHeparis Mo3ouka y pasi AT i
IPOSBU XPOHIYHOTO ACENTHYHOTO MEHIHTITY y pa3it NOMID (MynbTHCHCTEMHOrO 3amaibHOIO
3aXBOPIOBAHHS HEOHATAJIBHOTO BiKY) (124). ITopymieHHs pO3BUTKY aXX 1O pPO3yMOBOI BiICTaJIOCTI
¢ikcyroThCs, Hamp., y XBopux Ha cuHapoMm Hilimerena, HegocraTHicth Cernunnos, niHasu 4 JTHK,
6era-aktuny, LAD 2 Tuny, nedinut aneHosunaesaminazu, [IHO-TKI/. V pasi cunnpomy Yeniaka-
Xwuracu Tta CIJII' yacto (IKCYIOTbCA 3amajlbHO-HEBPOJIOTiUHI MaHidecramii. BoHM MOXyTh
nposiBisiTucss B pasi gedinuty ADA2, DOCKS, STAT3 a6o CTLA4 (1) (49) (94) (111).
[TpuramanHuM 175 iHTEpepoHonarii | TUMy € mporpecuBHa eHledanonaris, BHyTPIIIHHOMO3KOBI
kanbiHaTH Ta atpodis LIHC, a He cxuibHICTh 10 iH(EKIiHHIX 3aXxBOpoBaHb. (1).

Jo BapiaHTiB MaHidecTalii MEPBUHHOIO IMYHOAEPIIUTY MOJAEKYIW MOXKYTh HaJeXaTu
odranbmonoriuni marosorii (125). Teneanriekrasii KOH'FOHKTUBH Ta MOPYIICHHS MOTOPHKH OYEH,
Harnpukiaz, € TunoBuMu uist AT 1 HaluacTilie BUHUKAKOTH y Billl Bia 3 poki. Hassricts [[MB-
PETHHITY TaKOXX MOKe OyTH INEpILIOI0 BKA3iBKOIO Ha MEPBUHHUI iMyHOAedinuT. OcobnuBy yBary
MOKJIMBUM  O(QTaAJIbMOJIOTIYHUM YCKJIQIHEHHSIM TOTPIOHO NPUAUIATH B pa3l  MeIUYHOTO
00CIIyroByBaHHS MAaLlI€HTIB 13 IEPBUHHUMH IMyHOAE(DiIUTAMH.

Komenmap pobouoi zpynu:
Tabnuys 4: Xapakmephi aHamHecmudni ma CUHOPOMANbHI O3HAKU NPU OEAKUX NePEUHHUX
iMyHOOegiyumax

Cunopomanwni pucu Ilepeobauysanuii imynooeghivum

Tinoxanvyiemiuni  cyoomu, 6pooxcena eada cepya | Cundpom [i-I{ocopooici
(wacmiute mempaoa Dano), HULKO NOCAOINCEHT 8YXA
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Hlxipnuuit ma ounutl anvoinizm, Heeponoeiuni nopyuenns, | Cunopom Heodiaxa-Xieaci
Jnimpadenonamis

3ampumxa 6ionadinHa nynosuoHoz2o 3anuwiky, noeaue | egiyumu cucmemu gazoyumosy
3a2CUBNEHHSL PaH

Taosicka ex3ema 3 HapoOdceHHsa, 3ampumka pesopoyii | Cunopom  cinepimynoenooyninemii  E
MonouHUX  3y0i6, namonociuni neperomu, ckonios, | (STAT3 LOF / cunopom Hocoba)
2inepmobinvHicms cyenobis, xapakmepHi pucu ooauuYs 3
WUPOKUM NePeHicCaM | 2UOOKO NOCAONCEHUMU OYUMA 8
NOEOHAHHI i3 peyuousnHumu cmaghinoxoxosumu
IHGexyisamu WKipyu ma HympiuHix opeanie

Peyuousni  kposomeui enaciniook mpomboyumonenii, | Cunopom Bickomma-Ondpuua
eKx3emMa, Yon08iua Cmamb

Yexnaouenus nicias 8aKyuHayii opanvrorw | Cnadkosga cinocammaznodyiinemis
NONIOMIENTMHOIO 8AKYUHOIO

Taosickuil nepebie iHexyitiHoco MOHOHYKIE03Y, uonosiua | X-3uennenutl  aimghonponipepamusHuii
cmamo CUHOpPOM

Kanouooz  cauzosux  obononox,  onixooucmpodhia, | AymoimyrHuii NONieHOOKPUHHULL
EeHOOKPUHHI NOpYUieHHs (2inomupeos, xgopoba Aodicona) | cunopom I muny

Amakcis-meneanciekma3sii Cunopom Jlyi-bap (4-T)

Mynomucucmemme 3axeopioganns 3 ypasicenuam cyenoois, | Cunopom CINCA/NOMID
WIKIpU Ma Hep8osoi cucmemu 3 0eO10mMoM Y PAHHLOMY 6iYyi

BusiBnena B pe3yabpTaTi IPOMEHEBOI JIarHOCTUKHU BiICYTHICTh TUMYCY Ha PEHTI€HIBCBKOMY
3HIMKY 200 Y3/1 y HemoBisaT Moxe Oytu o3Hakoro TKI/I ado cunapomy [i Txopmki (126) (127). V
TaKOMYy pa3l 3 TOYKH 30py AudepeHIifHOol MIarHOCTHKY TaKOX JOPEYHO 3aIiI03PUTH HASBHICTh
HNEPBUHHOTO IMyHOJEMIIUTY.

[Ti3He BigmiapyBaHHs 3aJMINKY NYNOBUHU (>21 1HS micis HapOPKEHHS) MOXE BKa3yBaTH
Ha HasBHICTH JledeKTy QyHKIUIT aare3ii rpaHyIonUTIB (Hamp., Ae(eKTy aaresii JeMKouTIB, 1ePeKTy
RAC2) abo nedekry curHambHol TpaHcaykuii Bim Toll-momiOHoro penentopy (Hamp., nedekty
MyD88/IRAK-4) sein (128) (129). Boxnouyac, mociimkenns, nposeacHe Ha 911 HOBOHAPOIKEHNUX,
MOKa3ajo, 0 Ha Mi3HE BiIIapyaHHs 3aJMILIKYy NMYMOBUHM BIUIMBAE 1 IUIMHA psA] IHIIMX (DaKTOpiB
(Hamp. HEJOHOILIEHICTh, IOJIOTH UUIAXOM KECapChbKOTO pO3THHY, MICHSNOJIOroBa Teparis
aaTubiotnkamu) (130). Binbm BipoTiqHUM XapaKTEpPHUM CHMIITOMOM JAe(IillUTy TPAHYJOIHTIB €
oM(amiT y koMOiHaLii 3 Mi3HIM BiAMIAPYBaHHAM 3aJIMIIKY TYTTOBUHH.

KJIIOYOBA PEKOMEHJIALIA 3:

[TepBuHHMI IMYHITET MOKe OyTH HasSBHUM 1 3a BIICYTHOCTI CXUJIBHOCTI A0 1H(EKIIHHUX
3aXBOPIOBAaHb.

CuibHMI KOHCEHCYC

Komenmap pooouoi epynu: YV nemosnam iz eupasicenoro ex3emoro abo XpoHIiYHUM KOJIMOM,
Y nayienmis i3 peyuousHolo 2apauKol, XpPOHIUHOIW 000pOsKICHOW Jimgponponighepayiero,
CPAHYTbOMAMU, AYMOIMYHHUMU YUMONEHIAMU (0COOIUBO SAKWO VPANCEHO KilbKA KIIMUHHUX JIHIl)
abo He3pO3YMINON HEOOCMAMHICMIO KICMKOB020 MO3KY CIi0 pO32/510amu Has8HIiCMb iMyHoOediyumy
Hasimo 06e3 CynymHv020 iHQeKYitiHo20 CUHOPOMY.
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6. Manidecranisa neppuHHHMX iMyHOe(IiUMUTIB y 10pocaoMy Bili

OCKUTBKM 11 3aXBOPIOBAaHHS € BPOJDKCHHUMH, OUIBIIICTh TNEPBHHHUX IMYHOAE]IIHTIB
MIPOSIBJISIIOTHCSI BXKE B JUTAYOMY a0o0 IOHaIbKoMy Bimmi. IIpoTe ocTaHHI emijieMioJIOTiYHI OI[iHKH
BKa3ylOTh Ha Te, Mo 70 50 % mepBUHHHUX IMyHOAE(DIIMUTIB yrepiue MiarHOCTYIOThCS B MAIlIEHTIB
BIKOM TOHaJ 25 pOKiIB 1 B3araji pO3MOBCIO/UKEHICTh MEPBUHHUX IMYHOIEMIIUTIB € OLIBIION B
nopociomy Biri (7) (10). I[IpuunHamMu BUCOKOT KUIBKOCTI BIIEpIE TiarHOCTOBAHMX IEPBHHHUX
IMyHOIE(PIITUTIB Y TOPOCITUX € Mi3HS MaHidecTallis iMyHo1e(IIUTIB, a TAKOXK 3pOCTar04Ye PO3yMiHHS
TOTO, 1110 MPUYNHOIO BUHUKHEHHSI 3aXBOPIOBAHb 13 MEPEBAKHUM ayTOIMYHITETOM Ta 0€3 CXMIIbHOCTI
10 1H(MEKIIHHUX 3aXBOPIOBaHb MOKEe OyTH HAsSBHICTH NMEPBUHHOTO iMyHOAehinuTy. PazoM i3 num
YacTKa JOPOCIHMX TMAI€HTIB Y HalllOHAIBHUX PEECTpax 4acTo € 3aHu3bkow (7). BomgHowac y
HIMEIbKOMY peecTpi XxBopux Ha nepBuHHui imyHoaedinut PID-NET y 2012 pomi 55,2 % nariienris
Oymu nmopocnumu (14). Ane 3al0KyMEHTOBaHAa KiJbKicTh mamieHTiB y 1368 oci0 i Onm3bko He
B1JI00pakae piBHS PO3MOBCIOKEHOCTI, TOOTO MM Ma€EMO BHXOIHUTH 3 TOTO, 1110 B HiMeuunHi HasBHA
BEJIMKA KUTBKICTh HE3apeeCTPOBaHUX a00 HEMiarHOCTOBAaHMUX MalieHTiB. Lle qeMoHCTpye, HACKUTBKU
B)XJIMBO 3arOCTPIOBATH YBary Ha MOXKIIMBI CUMIITOMH TEPBHHHUX IMYHOJCQIIHUTIB Y JOPOCIOMY
BIIi.

Komenmap pooouoi epynu: B Vkpaini y 2020 poyi 3apeccmposarno nuuie 61u36K0 COMHI
dopocaux nayienmis, wjo cmanosiams 00 9 % 8i0 3azanvHoi Kitbkocmi eunaokis. Ouesuono,
3A00KYMEHMOBAHA KIIbKICMb NAYIEHMI6 He 8Ii000padicac pieHs PO3NOBCIOONCEHOCMI, MOMY MU
MAEMO 8UX00UmMU 3 M0O20, Wo 8 YKpaini mae Oymu HaAsA6HA 8eNUKA KIIbKICMb He3apeccmposanux abo
HediaecHoCmogaHux nayieumis. Lle OemoHcmpye, HACKIIbKU BANCIUBO 3A20CMPIOGAMU V8A2Y HA
moocnusi cumnmomu I11/] y oopocnomy siyi. Cnio makoodic 3a3navumu, wo 0esaKi oegpekmu iMyHHOI
cucmemu MoOACYmMb GUHUKAMU BHACAIOOK COMAMUYHUX MYMAayil, Wo SUHUKAIOMb 30e0i1bluio20 Y
dopociomy 6iyi.

Jlo nepBUHHUX AEQIIUTIB, SKI TUIOBO MPOSBISIOTHCS TUIBKH B JIOPOCIOMY Billl, HAJE€XaTh
nepeayciM 3aXBOPIOBAHHS, MOB'sI3aH1 3 HEJJOCTATHICTIO aHTUTLI, 30kpeMa 3BI/I, sikuit y cepennbomy
HPOSIBISIETHCS Y Billl ipubn3Ho 24 poku (32) (97). BogHouwac y nmpoBeneHomMy Ha 2 212 namieHTax
31 3BIJ] mocmimkenni y 34 % mnepuii cuMnTomu ¢ikcyBanucst Bke 10 10-ro poky xurts (13).
AytoimMmyHHUH nonieHaokpuHHUE cuHapoM APECED Takos 4acTo nposiBISETHCS TIABKU Y MIJUTITKIB
abo mopocnux (131).

Jlo Toro x UMK psAJ HEPBUHHUX IMYHOAE(DIIUTIB, SIKI TUIIOBO IPOSBIAIOTHCS BXKE B
JUTHUHCTBI, Y BUKIIIOYHUX BUMAJKaX MOXYTh JJaBaTH CUMIITOMHU TUIBKH B I0pPOCIOMY Billi. 30KpeMa
y BUIAAKaX, KOJW MyTalii B YpaK€HUX T€HaX HE € HYJbOBHUMH, a J03BOJSIOTH BUKOHYBAaTH
MOLIKOJPKEHOMY T'€HHOMY MIPOAYKTY 3aJIMIIKOBY (DYHKIIII0, Mali’kKe KO)KeH epBUHHHM iMyHOAePiUT
MO’K€ TPOSIBISITUCA TI3HO, 1 YacTO 3 HETUIOBOIO KJIIHIYHOIO KapTHUHOIO. YacTo 3rajyBaHUMHU
NPUKIAJaMU € YCIaJKOoBaHa X-XpOMOCOMHa arammarioOysinemis, Bapiantd XI'X, TKIJ, sk-ot
nedinut ADA, AJITIC a6o XLP (132) (133).

KJIIOYOBA PEKOMEHJIALIA 4:
[TepBuHHI iMyHOAEPIIUTH MOXKYTH MPOSABIATHCS B OyIb-IKOMY Billl
Koncencyc

Komenmap pobouoi epynu: Maiice yci I1l/] € cenemuuno 06ymosienumu 3ax60pio6aHHIMU,
MoMy pemenbHUull AHAli3 CIMEUH020 aHaAMHe3Y € 0YiHce KOPUCHUM N0 Yac 0ia2HOCMUYHO20 NOULYK).
Ilpu 360pi cimelinoco anamuesy cnio 3’co08y8amu URAOKU NOOIOHUX 3AXBOPIOBAHL ceped THULUX
ynenie cim’i, @ makodc UNAOKU cmepmi Oimetl y panHboMmy 6iyi ma ixHi npuuunu. Basxcnusum €
NUMAHHA ) GIOHOWEHHT OIU3bKOCNOPIOHeHUX wiio0i8, OCKIIbKU Oimu 8i0 HUX MArOMb HAUOITbUUL
PUSUK  PO3BUMKY  AYMOCOMHO-PEYecusHo20 imyHooeiyumno2o 3axeopiosantus. Heobxiono
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3’scy8amu, YU 8 KO20Ch 3 WieHis cim’'i cnocmepieanacs abo cnocmepicaemuvcs Ni08UWEeHA CXUTbHICb
0o iHghexyiti i uacma HeoOXiOHicmb  2ocnimanizayii,  NIOBUWEHA  CXUTbHICMb 00
JimghonponighepamuHux 3axeopro8ans (XapakmepHo 07 cimel, 0e 0iaecHOCMOBAHO NAYICHMA I3
3a2anbHUM 8apiabenvHum iMyHoOedhiyumom, amakcicro-meneaniekmasiero mowo). Ilpu 3’°sacysanmi
CiMelH020 anamue3y He Cli0 00MedHCy8amucs icmopicto auwe 0aHoi cim’i, a npu MoXcIusocmi
3’scysamu icmopito 6abycie ma 0idycie, bpamie i cecmep 6amokis, nieminnuxie 1, 2 psoy. Ihooi
CIMelHUll aHaMHe3 00NOMa2ae 3anioo3pumu mun iMyHHo2o doegpekmy (nanpuxnad, npu TKI/] cuepmo
dimeti 8 cim’i npomseom nepuiux Micayie j’cumms), mun CnaoKy8auHs (YpadceHHs MmilvKu ocio
yonosiwoi cmami npu X-3uennienux IMyHoOe@iyumax - cnaokosin ecinocammaznooyiinemii, X-
34enieHomy CuHopomi ecinepimynocnooyninemii M, X-3uennenomy TKI/], cunopomi Bickomma-
Onopiua, IPEX-cunopomi). 30ip cimetino2o anammuesy 00360J51€ 6CMAHOBUMU 0IACHO3 00 PO3GUMKY
KIAIHIYHUX NPOs8i6 (Hanpukiad, 0O6CmeiCeHHs1 HOBOHAPOOIUCEHOT OumuHu 8 cim’i, de OyIu eunaoxu
3axeoprosanns Ha I11]]), wo 3nauno noxpawye npoeno3 ons nayicuma. Heobmscenuil cimetinuil
anammues He Gukmouac 3axeoprosanns na I11J]. B moii dce uac nasaeuicmo y unenie cim’i anepeidnux
3axX80PI06AHb, MYKOBICYUOO3Y MONCYMb CEIOUUMU NPO me, Wo peyuousHi inghexyii y oumunu wmeuoue
3a 6ce He nos sazawi 3 I11/].

7. BUKOpHUCTaHHSI HACTOPOKYIOYHMX 03HAK /1JIs1 BUSIBJICHHS NIePBUHHUX iMyHOAeinunTIiB

Y 1992 poui doumom [Ixepdppi Momemna (JMF) Oyno omybrikoBano cmucok i3 10
HACTOPOKYIOUMX O3HAK HAIBHOCTI iMyHOIEhIUTY (IHB. 10AaTOK). Yepes 12 micsmiB micis 3amycKy
donIOM KammaHii 3 HaBYaHHA JikapiB Ta nonepemkenns xpopux (Physician Education and Patient
Awareness Campaign, PEPAC), sika B T. 4. nmepenbavaa myomikamiro 10 HacCTOPOXKYIOUYHX 03HAK Ta
4 erariB JIarHOCTHKH B pa3i MiZ03pH Ha HASBHICTh IEPBUHHOTO iMyHOAe(DiUTy, GOHA 3BITYBaB PO
MIOJIBOEHHS KUTBKOCTI IIarHOCTOBAHUX XBOPUX Ha MepBUHHMN iMyHOAEDinuT (134). BinpmiicTs 13 nux
10 nonepeKyBaJIbHUX CUTHAJIIB, SIKI TEHep OKPEMO BUKIAJCHO Ui JiTeH Ta JOPOCIMX, OMUCYIOTh
NATOJIOTIYHY CXMJIBHICTh MAIlEHTIB A0 1H(EKIIMHNX 3axBoproBaHb. B ocHOBI 10 HacTOpoXyrOUHMX
O3HAaK JI)KUTh EKCIIepTHA JyMKa KOHCYJIbTaTUBHOI JIikapchbkoi pagu pouay JMF, ska He mpoxoauna
YKOJHOTO (pOpMaIbHOTO MpoIecy. Y pi3HUX MPOBEIECHUX 3a OCTaHHI POKU JOCTIHKEHHSX TUTBKH
HEBEJIMKAa YaCTHHA HAaCTOPOXKYIOYMX O3HAK (Hamp., MO3UTUBHUN POJUHHUN aHaMHeE3, NOPYIIEHHS
PO3BUTKY, BHYTpPIIIHbOBEHHA Tepallid aHTUOIOTHKaMM) I[IOKa3aja IPOTHOCTHUYHE 3HAueHHS,
BOJIHOYAC, y JIESIKMX MAIll€HTIB, 30KpeMa 3 HEKJIacu(IKOBaHUM IMEPBUHHUM IMYHOAE(DILUTOM, HE
BJIABAJIOCS] BUSIBUTH 3aXBOPIOBAHHS 3a JOMOMOTOI0 IIMX HACTOPOXYIOYHX O3HaK. IlimcymoByroun
BUIII€3a3HAYCHE, MO’KHA CKA3aTH, 1110 3 MOMEHTY BUXO/y nepioi Bepcii HactaHoBH 2011 HakonmuueHo
Mmacy BkaziBok (64) (135) (136) (137) nma Te, mo 10 HACTOPOXKYIOYMX O3HAK € HEIOCTATHBO
OPUIATHUMH JUIS TOTO, IO BIAPI3HUTH XBOPUX Ha MEPBUHHUM IMyHOAE(DILUT BiJl Mali€eHTIB 0e3
HBOTO.

Komenmap poobouoi epynu: Hayionanvnuti incmumym 300pos’s CIIIA makooxc eudinse 10
HACMOPOANCYIOUUX O3HAK, WO 0AI0Mb RIOCMAsU Ni003P0eamu y Xeopo2o imynodegiyum [Ten warning
signs of primary immunodeficiency. — http://www.info4pi]:

1) 6invue 8 eunaoxis iHgheKyiliHUX 3aX80PIOBAHb 34 OCMAHHIU PIK,

2) b6invwe 2 peyudusie cunycumy 3a OCMaHHii pix;

3) binvwe 2 micayis NiKy8aHHs iHpexyii aHmudiomuKamu 3 He3HAYHUM eqpexmom;

4) binvue 2 nHe8MOHIL 3a OCMAHHIU DIK,

5) siocmasanns y QizuuHoMy po3eumxy;

6) peyuousyroui enuboki abcyecu WKipu abo BHYMpPIWHIX 0pPeaHie,

7) nepcucmytouuii agpmosHul cmomamum,

8) HeobOxiOHIicmb 008eHHO20 86€0€HHS AHMUOIOMUKIB 0151 epaouKayii inGexyiliHo2o aceHma;

9) 06a i binvue enizo00ie MaKux MAACKUX iHGeKYill K MeHiHeim, OcmeoMienim, yenoaim abo cencuc,
10) nassnicms y cim’i X6opux 3 nepsuHHUMU IMYHOOehiyumamu.

Komenmap pooouoi zpynu: [lpu ananizi nonynayii xeopux 6 Ykpaini 3a 0onomozcoro


http://www.info4pi/
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PEempoCneKmuerHo2o ananizy anamuesy 394 nayienmig i3 edce ecmanognenum oiacrnozom I/ na
MoMeHm OlazHo3y auwe oauzbko nonosunu nayicumie iz I1J] sionosioanu kpumepism IMF (51,7%)
i HI3 CIIIA (59,4%).

Hatisuwyy uymaueicms 00uosi epynu Kpumepiie maromos npu madxicKux Oegiyumax
anmuminoymeopenuss i Oegiyumax  cucmemu  azoyumoszy, A  MAKOIC — CUHOPOMI
einepeammacnobyninemii E, ockintbku 6 0CHOBY UYUHHUX Kpumepii@ NOKIAO0eHi MSANCKI Nposeu
IHGheKyitiHo20 CUHOPOMY, NPUYOMY VY BUNAOKY MAICKUX 2IN02aMMAa2io0yniHemMill Cc80eYacHe
3acmocy8anHa OaHux Kpumepiig 003601un0 6 ecmanosumu OiacHo3 Ha 3-4 poxu paniwe. Y
Oinvwocmi e 8UNAOKi6 GIiK (akmuyHoi OiaecHOCMUKU CYMmMEBO He GIOPI3HACMbCA 6i0 QiKY
2inomemuunoi OiaeHOCMUKU 3a O00NOMO2010 000X 2pyn Kpumepiie, a 6 epyni KOMOIHOBAHUX
IMYHOOeiyumis i3 CUHOPOMATbHUMU PUCAMU HABIMb 0V8 Ou OLIbUUM NOPIBHAHO 3 (AKMUYHUM,
OCKINbKU MANCKI IHeKYTUHI npoyect MOXICYMb PO36USAMUCs 3 8ikom. Omoice, 8 0AHUX Kpumepisnx He
8PAX0BAHI CUHOPOMATIbHI PUCU, A NEPBUHHI IMYHOOediyumu 3 HUMU CMAHOBIAMb 3HAYHY YACMKY 6
cmpyxkmypi I1J] i 6onu Hepioxo cruysxicams mapkepamu 05t 6cmanosienns diazno3y. Taxa epyna sk
Aymo3anaibHi 3aX60PHOBAHHS, A MAKOXC Oehiyumu cucmemu Komniemenmy, 30kpema, oegpiyum CI-
iHeibimopa, 8 Ginbuiocmi 6UNAOKIB 83a2aii He MOJCYMb OYMU 3ani003peri, BUKOPUCTNO8YIOYU OaHi
kpumepii. Tax camo Kpumepii Mmaioms HU3LKY YYMAUBICMb OISl  MIHOPHUX  Oeqhiyumis
AHMUMINIOYMEOPEHHA.

I'pyna oimeti, diacno3 sxux 6y8 6u nponyweHuti abo 8CMAHOBNEHUN i3 3ANI3HHEHHAM HA
niocmaei 1uule SUWe3a3HAYeHUX Kpumepiie, 6Ki4aia HacmynHi kameeopii nayienmis. 1) oimu
PAHHBLO2O GIKY, 8 AKUX NOBHOK MIPOIO He PO3BUHYECS IHGeKYiiHUull CUHOpoM, 2) Oimu i3 ciMeluHuM
anamuezom I/, Oe e6oce 00HO20 yvo2o Kpumepito 0Y10 O00CMAMHLO 0Nl IMYHOJLOCIUHO2O
obocmedicenns;, 3) Oimu 3 HEIMYHONOIUHHUMU CUHOPOMAILHUMU NPOABAMU, SKI 00380UMU
6Ccmanosumu 0iaeHo3 00 NOSIGU MANCKUX IHekyinux yckiaonens. (1-3)

8. Moaudikauii HacTOPOXKyIOUYHX 03HAK

VY pi3HUX KpaiHax COpPMYJIbOBAaHO BJAacHI pPeKOMEHAAlii W00 BHSBICHHS INEPBHUHHUX
imynonedimutie (138) (139) (140). Ha ocuoBi 10 HacTopokyrouux o3Hak, BuzHaueHux JMF,
HPOMNOHYIOTHCS — MIEpeAyCiM ISl AiTeH — pi3Hi TOMOBHEHHS Ta MOIU(iKallii HACTOPOKYIOUMX O3HAK.
Konna 3 nux moaudikaiiiii 3a piBHEM CBO€I JJOKaA30BOCTI HE BUXOJUTH 3a PAMKU €KCIIEPTHOI JYMKH.
Bbpuranceki aBTopu 1onoBHUIN 10 HACTOPOXKYIOUMX 03HAK, Bu3HaueHuX JMF, Takumu 1onaTkoBUMu
O3HaKaMU: ayTOIMYHHI 3aXBOPIOBaHHS HESICHOI'O Fe€He3y, ONOPTYHICTUYHI 1H(EKIIi Ta YCKIa HEHHS
micis ImeryieHHs ckuBUMH BakuuHamu (141). Amepukanckuii Qonpa imyHoaedinuty Immune
Deficiency Foundation (IDF) omy6mikoBaB y 2009 porri HacCTaHOBY OO 1arHOCTHKU TIEPBUHHUX
iIMyHOZIe(IIUTIB, y SKIH BUKJIAQJACHO TakKi HaCTOPOXKYIOUi O3HAKM MEPBUHHUX iMyHOAe(iuuTiB: (1)
peuuAMBYIOYl, MEPCUCTYIOUl a00 BHUKJIMKAHI HE3BUYAWHUM 30yJHUKOM 1H(EKIil; (i1) TSHKKHM,
MOYJIMBO 3 3arp03010 KMUTTIO, Mepedir iHPEKIIIHOro 3aXxBOPIOBaHH, SKe 3a3BUYall Yy TUTHHCTBI
MIPOXOUTH JIETKO; (111) HU3bKa a00 NePCUCTEHTHO BUCOKA YUCENbHICTD JIIM(OIUTIB, HEUTpod1:1iB 60
tpombonutie (142). Ilpodecopom a-pom Donbkepom Banom (Volker Wahn) (bepxain) no 10
HAaCTOPOXKYIOUMX O3HaK, BU3HaueHuX JMF, nomaHo XpoHIUHY peakIilo «TpaHCILIAaHTAT MPOTU
xa3siiHa» (miciis nepeHecenHs T-KaiTHH eMOpioHaMH MaTepi) Ta «(peunuauByIOYl) CUCTeMHI 1H(eKii
3 aTUTIOBUMH MIKOOAKTEPISIMU», BHACIIIOK YOT'O YUCIIO HACTOPOKYIOUHX 03HAK OyJIO pO3IIUPEHO JI0
12 (www.immundefekt.de, 12 Warnzeichen). Bpemri-pemr y 2010 poui rpymnoro ekcrnepTiB 0yio
BU3HaueHO aropuT™Mu BusiBieHHs [11]1, ki B T. 4. MICTSATh CIUCOK HAaCTOPOKYIOUHMX O3HAK JUISI AITEeH
Ta JOpociHuX. Y HHUX JI0 JOJATKOBMX HACTOPOXKYIOUMX O3HAK y HEMOBIAT BKJIIOYEHO HAasIBHICTh
NEPCUCTYIOUOr0 JEpPMATUTy Ta 3alli3HEHE BIANAIIHHSA 3aJMIIKy IYINOBUHU 1 3aCTOCOBAHO
Bumiesraganuii repmid «ELV ISy, saxuit € akpoHiMOM HiMEUIbKUX cIiB: 30yaHUK — E, mokamizaris —
L, mepe6ir — V, inTercuBHICTh — | Ta cyma indekmiit — S (muB. Jlogatok). Y HbOMY yBara 3BepTa€eThCs
Ha Te, 1[0 OOCTEXEHHS LIOJ0 MEPBHHHOTO IMYHOJE(IUTY MOKa3aHO MPU HABHOCTI SIK MiHIMyM
OJIHIET HACTOPOXYIOYOi O3HaKkW. 3arajoM 3adikcyBaTh 3HAYUMICTh ITUX  JOJIATKOBHX
HACTOPOXKYIOUMX 03HAK HEMOKJIMBO Y€Pe3 HEJOCTATHICTh 1X MPOCIIEKTUBHUX JOCIIHKEHD (22).

JlesskuMu aBTOpaMu PEKOMEHIYBAIOCS CPOPMYITFOBATH OKpeMi HACTOPOXKYIOUl O3HAKHU JIJIS
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pi3HUX ajpecariB (HAIp. HACTOPOXKYIOUl O3HAKM JJIsi HEOHATOJIOTIB, HACTOPOXKYIOUi O3HAKU IS
JICPMATOJIOriB, HACTOPOKYIOUYi O3HAKH TSI raCTPOEHTEPOJIOriB Ta iH.) (23) (143).

Komenmap pooouoi zpynu: aymoszananvHi 3aX80pI06AHHA SK NPAGULO NPOSABIAIOMbCA
2apAUKOI0, AKA BION0BI0AE NOHAMMIO «NEPIOOUYHAY, A MAKOINC O3HAKAMU XPOHIYHOI cucmemeHoi
3ananbHoi 8i0N08idi Oe3 BUOUMOI NPUYUHU 3ANANEHHS, BIOCYMHICMIO AYMOAHMUMINL, A MAKONC
CUCTNEMHUMU NPOABAMU. YPANHCEHHS WKIPU, CY210018, CYOUH, HEPBOBOT cuCmeM Moujo.

Poboua epyna esasicae 3a doyinbhe sukopucmarnHs maxkoic Kiiniynux ozunax 1] onsa nikapis
PI3HUX cneyianbHOCmell i3 3a3HAYeHUMU UMOBIPHUMU HO30102TyHUMU hopmamu T11]], axi modxcymo
gionosioamu yum oznakam. Taxi kpumepii pospooneni Juan Carlos Aldave (Allergy and Clinical
Immunology Rebagliati Martins National Hospital, Lima-Peru) i posmiweni na carimi Jeffray Modell
Foundation infodpi.org http://downloads.info4pi.org/pdfs/Diagnostic-Algorithm-for-Specialty-
Care-Physicians.pdf. ({ooamox 10).

9. HacTopo:xyroui o3Haky 1Ji ineHTHdikanii nepBuHHUX iMyHoaediuuTiB y 1opocioMmy
Bili

VY tpasni 2007 y HIBenii podouoro rpymoro SLIPI (Sveriges ldkares intresseforening for
primdr immunbrist = O0'eTHaHHS MIBEICHKUX JIIKAPIB 13 MUTaHb IEPBUHHUX IMYHOIE(IIIUTIB, CIIUCOK
YJIeH1B po0OUOi IpyIu AUB. Y JOJATKY) Oyl0 po3po0IeHO AUPEKTUBU LIO0 IarHOCTUKU Ta Teparii
nepBuHHUX iMyHonmedimuTiB (144). YV pamkax 1mi€i JUPEeKTUBH CPOPMYIHOBAHO CITHCOK
HACTOPOXKYIOUMX O3HAK JAJisi BUSABIEHHS iMyHoAe]iuuTiB y gopociux. ¥ 2008 pori mei cnucok
HACTOPOXKYIOUHX O3HaK OYJIO TPEJCTABICHO HA 3acilaHHi €BPOTNEHCHKOr0 TOBAPHUCTBA 3 IEPBUHHUX
imynozedinutiB (ESID) i yxBaneHO roioCyBaHHSM SIK CIIUCOK HacTOpokyrounx o3Hak ESID (muB.
Honarok). OcrtaHHS penakmis IMIBEACHKUX AWpeKTHB BigOymacs B 2015 pomi, crnmcok
HACTOPOKYIOUMX O3HAK OYyJI0 TPOXH 3MIHEHO MOPIBHSHO 31 CIMCKOM HacTOpoxyrouux ozHak ESID
(145). le#t crrcoK HACTOPOKYIOUMX O3HAK TaKOXK 0a3yeThCs Ha €KCIEPTHIH Aymil. Y pe3ynbrari
IPOCIEKTUBHOrO onuTyBaHHA 3 510 maumieHTiB, y 24 3 SKMX 3pelITOl0 OyJO0 iarHOCTOBAHO
NEpPBUHHMUM IMyHO1e(IIUT, HAcTOpOoXkyroul o3Haku ESID noka3anu HU3bKY UyTIUBICTb, i€ BUCOKY
creunivHICTb 1 HeraTUBHE MpeJUKaTUBHE 3HaueHHs. Y 1/6 marieHTiB He Oyno0 3a(ikcoBaHO KOAHOT
3 HACTOPOXKYIOUMX O3HAK, OCKUIBKM BOHM HE MaJM >KOJAHUX CHMIITOMIB 1H(EKIT ab0 Au3perynsiii
IMYHHO{ CHUCTeMHU (HaIlp., CUMIITOMIB IIUTYHKOBO-KHIIIKOBUX 3aXBOPIOBaHb). ABTOpaMHU 3p00JIEHO
BUCHOBOK NP0 HICOOXIAHICTh BKJIIOYEHHS Yy CIUCOK Ui JIOPOCIHX TaKoXX HEeIH(eKIIIHIX
HACTOPOXKYIOUHX 03HaK (146).

10. BinpenaroBaHi CHHCKH HACTOPOKYIYMX O3HAK iMyHoxedinuTy aas aited Ta
JA0POCINX

Jlns miTed 1 topocaux Oyno CKiIaJeHO BiJipeJaroBaHi CIIUCKU HACTOPOXKYIOUHMX O3HAK yXKe B
nepmioMy BuaaHHI HactaHoBu (quB. [lomatok) (147). JleckpunTwBHI JOCTIIKEHHS Ta OIMUCH
BUMAJIKIB TEPBUHHUX IMYHOAE(DIIUTIB 3a OCTaHHI POKM TMOKa3ywTh, L0 chHopMyIboBaHi
HACTOPOXKYIOU1 03HAKH OXOILTIOIOTh PI3HOMAaHITHI MaHi(ecTallii nepBUHHNX iMyHOIeinuTiB (2) (12)
(82) (148). IpocniekTHBHE JOCTIIKECHHS, TpoBeecHe Ha 210 00CTEeKEHNUX HA HASBHICTH IIEPBUHHOTO
IMYHITETY Malll€HTaX, OKa3ye, 0 HAasBHICTb TUIbKHU OJHI€T HACTOPOXKYIOUOi O3HAKH 3 HABEJIEHOTO B
nepmomMy BumaHHi crnucky (147) mae Husbky crnenudiuHicts (149). 3amicTh IIbOTO aBTOPH,
CIIUPAIOUMCh HA PETPOCIEKTUBHUI aHalli3, 3alpolOHyBaJld BUKOPUCTOBYBAaTHM KOMOIHAIO 3 5
HACTOPOXKYIOUMX O3HAaK, fKi 3a OJHOYACHOI IX HAasBHOCTI MalOTh HAaMBMILY YYTIUBICTH Ta
cnenudiyHicts (iMdoneHis, >7 OTUTIB/piK, MOPYIIEHHS PO3BUTKY, 3aTpUMKa pocTy, >1
mHEeBMOHi1/pik). [IpoTe, mi 3ampomoOHOBaHI HACTOPOXKYHOUlI O3HAKM HE OXOIUIIOIOTH IEPBHHHI
IMYHOZE(PIIUTH 3 TOPYLICHHSIM IMYHHOI CHCTEMH.
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Ha ocHOBiI 00roBOpeHHX Yy AMCKYCil HPOBIAHUX CHMITOMIB MEPBHUHHUX IMYHOAE(DILHUTIB,
HACTaHOBY / CIICOK HACTOPO’KYIOUHMX O3HAK OyJI0 MEeperisHyTO Ta BUKJIAJACHO Y TaKil pefaKiii:

KJIIOYOBA PEKOMEHAIIA 5:

BukopucTaHHs HAaCTOPOXKYIOUHX 03HAK € KOPUCHUM JUIA i7IeHTU(IKaIlli XBOPUX HA IEPBUHHHUMA
iMmyHomeiruT. J{71s1 BUSIBIICHHS TIEpeIyCiM IEPBUHHOTO IMYHOAS(IIIUTY CITiJT IEPEBIPUTH BCI
HACTOPOXKYIOYi O3HAKH.

Koncencyc

Hitu Hopocai

1. |[TaromoriyHa CXWJIBHICTH 110 1H(pEKIIHHNX 3axBoproBaHb «ELVIS» (3a mepuumu mitepamu
HIMEILKHX CIIiB, SIKi 03HAYAaI0Th: 30yIHUK, JIOKAJIi3allis, nepedir, IHTEHCUBHICTH, CyMa)

2. |dusperynsuisg imyHHoi cuctemu — akpoHiM «GARFIELD»

['panynboma — G, ayroimyHiter — A, peruauByroda — R, rapsiuka — F, Hetumnosa ex3ema — E,
naimpornpomideparis — L, XpoHiuHe 3ananeHHs KUIIeYHUKa — D

3. |IlopyieHHS pO3BUTKY Brpara Baru, nepeBaxxHo 3 Jiapeero

4. |Ilarosorii B poAMHHOMY aHaMHe31 (KpOBHA CIIOPiTHEHICTh, IMyHOAE(IIHT, TATOIOTiYHA
CXHJIBHICTB 10 1H(EKUIHHUX 3aXBOPIOBaHb, IU3PETYJIAIis IMyHHOI CUCTEMH, JTIM(POMHU)

5. |limorammarnoOysiHeMmis, 3aTshkHa a00 penuaAnBYIOYa JTiM(OTIeHist, HEUTPOTeHis,
TPOMOOIIUTONIEHIS

6. |I'eHeTn4Ha BKa3iBKa Ha MEPBUHHUMN iMyHOAE(DIIUT a00 MO3UTUBHUH PE3yabTaT CKPIHIHTY
HOBOHAPOJKEHHUX Ha HASIBHICTh MEPBUHHUX IMYHOEDIUTIB

HeoOximHO miakpecauTy, mo 1i po3podsieni AWMEF HacTopokyrodi 03HAaKH MarOTh Ha METI
3aroCTPUTH KJIIHIYHY M1J03PY 11010 MOXJIMBOI HABHOCTI IEPBUHHOTO IMYHO1€(ILUTY, OCOOIUBO Y
TUX BUIMAJKaX, KOJM HE BJA€THCS 3HAUTH 1HIIOT IPUYMHHU BiAMOBIIHOTO CUMIITOMY y naiieHTa. Tomy
y chopMyJIbOBaHUX IIMM JOKYMEHTOM pekoMeHnaanisix AWMF BinMoBunacs BiJ 3a3HayeHHS
MiHIMaIbHOI KITBKOCTI HasBHOCTI HACTOPOXKYIOUM O3HAK, HpU SKOMY II0Ka3aHO TOJasbllle
00CTeXEeHHsI Ha IEPBUHHUN IMYHOAE(ILUT.

Komenmap pooouoi epynu: Ha ocnosi pisnomanimuux kniniunux npossis I11/], oani pobouoio
2PYNOI0 3aNPONOHOBAHO VHIBEPCAbHUL OIACHOCMUYHUL AIROPUMM — KOAU NOMPIOHO 36EPHYMUCS 00
cneyianicma 3 KIHIYHOI IMYHONO2TT. 3 Ypaxy8aHHuaM 6adxciueocmi mici yu iHWoi 03HaKu Kpumepii
PO30iNeHo Ha MPU PiGHI 3HAYUMOCHI 3 NEePeNiKOM Nepulo4ep2o8ux Oiil.

Tabnuysa 5. Yuieepcanvruil diaenocmuynuil areopumm nioospu Ha I11/]

Kpurepii ouinkn Kaacudikanis Jii Jikaps

[TpunaiimMHi 0/1HE 3 HACTYIIHOTO: MOXJIMBO - Bukstouite BUI-iH¢exkuiro

= Epurposepmist y miteit go poxy | IMYHOLE®ILIT | _ Oprapisyiite excTpeHy KOHCYIBTAIIO

* Pannii }16610.’[ (mo 1 micsg) Ta }[lg‘;}/K%B(?EPPI03HE iMyHOJIOTa - -
TSOKKHN TIepedir eK3eMu 3AXBOPIOBAHHS | - PO3rimsHbTE HEOOXimHICTB TOCTITai3aMi{
* Tspkka iHTepcTULliiHa narieHTa (3-piBeHb MEAUYHOI TOTIOMOTH)
ITHEBMOHIS (HAIPUKJIIAI, - He miernmioliTe >KMBUMH BaKITUHAMHU
BUKIIMKaHa Pneumocystis jiroveci, - 3a0e3neure yMOBH MEIIKaHHS, HaOIMKeH]
IMB) JI0 CTEPUIBHUX, MAKCUMAIBHO MOXKJINBY

*» Tsoxka [IMB-indexis: 130JIS111F0 B YMOBaX CTaI[iOHApy YH BIOMA
reHepaiizoBaHa ¢hopma ypakxeHHs - CnocTepiraiite 3a TUTUHOIO (KOHTPOJIb
BHYTPIIIHIX OPraHiB 3 TSHKKUMU macu tina, YJ1, SpO2, UCC, ominka

(G yHKITIOHATEBHUMH €KCHUKO3Y, CTaHy IIKIPH Ta CIU30BHUX )
MOPYIIEHHAMU - 3a0e3mneure HaJEKHY Tiri€Hy MKIpU Ta

* XpoHiuHa aiapes MMOPOXXHUHU POTA
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KpuTepii oninku Kaacudikanis i Jgikaps
(MapabcopOIrist / KUIIKOBA - He npusnayaiite mpo6ioTUKH
iH}eKmis / ayroiMmyHHa - 3a0e3mneure HYTPITUBHY HIATPHMKY,
€HTEPOIIaTIsl UM 3analibHe MIPU3HAYTE HEUTPOIICHIUHY JTIE€TY
3aXBOPIOBAHHS KUIIEYHUKA) Y - [Ipenapatu kpoBi MarOTh OyTH 301 HEHI Ha
JiTer 10 2 poKiB nerdKkouuTH (JerKoruTapHa GiabTparis) Ta
= ['enepanizoBana BLK-indexmis onpoMineHi 25 I'peii, 1ogaTkoBO nepeBipeHi
y giteit 1o 1 poxky Ha [IMB-iadexkiito
* XpOHIYHUH MIKIPHO-CITU30BHHA - BukopucroByiiTe qiarHocTHYHUI
KaHIAI03 anroput™ BukimoueHHs: TKIJ] (nanmucano
* [HBa3uBHI 1HQEKIIIi: cencuc, Jlani) y TUTHHH JI0 2 POKiB (SKoMora
MEHIHTIT, a0CIIEC JIETEHb, panime!!!)
MEYIHKH, CEJIE31HKH, OCTCOMIEIT,
rpaHyJIbOMH, THEBMATOIIEIIE,
THIHHWA TiMbageHIT
* HesanoBinbHMIT pe3ynbTaT
HEOHATAJILHOTO CKPUHIHTY
* Bupaxena nimdornenis Ha 1
pori xkutTst < 2000 KJI1/MKIT
* ['epnieTnynwmii enuedanir, - CKpUHIHTOB1 IMyHOJIOT14HI TECTH
Buksinkanmii BIIT'1, y panimre - Cnenudiuae 00CTEIKCHHS
3JI0pOBUX OCI0 - MonekynsipHO-TeHETHYHE OOCTEKEHHS Ha
= debpunbHa HelTporeHis (£500 renu (Ta6a. ELVIS)
K1 B 1 MK1) - CKpUHIHTOB1 IMyHOJIOT14HI TECTH
* ['emodarouurapuuit - AropuT™ BpOJKEHOT HEHTpoIeHil
JTiMQOricTIONUTO3 (MepCUcTyroya - MiarHoctruni kpurepii CIJIT
JUXOMaHKa Ta [IUTOMEHIs) - CKpUHIHTOBl IMYHOJIOTIYHI TecTu +
= [ToBTOpHA MEHIHTOKOKOBA oOcTtexxeHHss Ha  AeiOUTH  CHCTEMH
1H(eKis KOMILUIEMEHTY
= Habpsik roprani - MiarHoctnunuit anroputm CAH
[TpunaiimMHi 1Ba 3 HACTYITHOTO: HITO3PA HA [Tino3proiire [11]] y Bumaakax, sKImo
» HasiBHicTb B poauHi xBopux na | LEPBUHHNN 1H(eKIIis y nalienTa €:

IMYHOJIE®ILIUT

I ABO cMepTh TUTUHU B
paHHBOMY BIIl BiJ] IHPEKIIIi

* PeruauBHI MHEBMOHII (>2 3a
*)kuTTst ABO xoua 0 ogHa, SIKIIo
JUTHHA OTpeOyBasia iHTeHCUBHOL
Tepartii)

* PetuiuBHUM TOCTpUi cepeaHiit
oTuT: >8 3a KUTTA ABO >2, sK110
Oyna mopes ABO >1, sixmio Oys
macroigut abo
BHYTPIIIHbOYEPEIHI
ycknanneHHss ABO xpoHiuHuM
CepeaHilt OTUT

* PeruanBHI THIWHI CHHYCUTH > 2
pas3u Ha pik

* PeruauBHI iHBa3uBHI 1HGEKITIT
HIKipY Ta M’ SIKUX TKAHHH:

omdanit, pypyHKYIHO3,
(bermona, abciec, SIYMiHb,

- TSDKKOFO (BUMarae rocrmiTtanizaiii abo
MPU3HAYCHHS BHYTPIITHHOBEHHUX
aHTHO10THKIB),

- IOCTI1iHOO (0Iy’KaHHS HE HacTae abo
BiZIOYBa€THCS J1yKe MOBIJIBHO),

- IOBTOPHOIO (TIOCTIMHO OBEPTAETHCS),

- MHOXKHHHOIO (YpaXkatoThCsl Pi3Hi JIOKYCH),
- HE3BUYAHOIO (BUKITMKAHOI HETHIIOBUM
30yTHUKOM),

- TpaIUI€ThCS B pOAMHI (1HII1 YIEHH
POIMHU MaIOTh NMOAIOHY CIIPUHHSTINBICTD
110 1HQeKIii).

- Buxnrouits BUI-iHdexkito

- PerenbHo 30epiTh cimMeliHUi aHaMHE3

- V mami€eHTiB 3 pecnipaTOpHUMHU MTPOsIBAMU
Ta MaJIbaOCOPOIIIEI0 BUKITIOYITh
MYKOBICIIH103

- Y narfienTiB 3 KaHAWI030M BUKJIIOYITh
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KpuTepii oninku

Kanacudikanis

Jii Jikapsa

MapanpoKTUT, TAaHAPHUIIIH

= 3aTpUMKa BiAMMaiHHS
MYTIOBUHHOTO 3aJIMIIKY (TI3HIIIe
14 no6wm), moraHe 3aro€HHs paH
* [Tomupeni abo peruanBHi
BipycCHI 1H(EeKIii mKipH:
KOHTario3HUN MOJIFOCK,
00pOJaBKH, TepIIec

* [HBa3uBHUH AepMaTodiTo3

= XpoHiyHa ab0 peruIuBHa
niapes (ManpabcopOiis /
KHIIKOBA 1H(MEKIIis / ayTOIMyHHA
SHTepOIaTisl YM 3arajibHe
3aXBOPIOBAHHSI KHIIEYHUKA) 3
BTPATOI0 MAaCH TiJia

* TyOepKynb03, aHTUIIOBI
Miko6akTepiosu ABO
YCKIJIAHEHUH TepeOir BaKIIMHAI T
BIIK ABO Mycobacterium
leprae(mipokasa)

niabet, nediuT 3aii3a, monepeaHiin
npUioM aHTHOI0THKIB, IMyHOCYPECHUBHHIX
Mpenaparis, IHTATAMIHHIX CTPEOiTiB

- Y nariedTiB 3 peuuIUBHUMHI OTO-CUHO-
MyJIbMOHAJILHUMH 1HEKIIAMU (TIpH
ypaXe€HH1 CepeIHbO1 YaCTKH MPaBOi JICTeH1)
3 / 6e3 situs visceruminversus BUKIIOYITh
NEPBUHHY IIIIapHY JUCKIHE3110

- [Ipu moBTOpHUX 1H(EKIISIX OAHIET
JIOKaJTi3aIlii BUKIIOYITh aHATOMIYHI JeEKTH
a00 HasBHICTh CTOPOHHIX TLI

* OnoptyHicTHYHI 1H(eKiT
(Burkholderia cepacia,
Chromobacterium violaceum,
Serratia marcescens, Histoplasma
sp abo Paracoccidioides sp,
Salmonella no typhi,
Cryptosporidium,
€HTEPOBIPYCHUI
MEHIHroeHIe(aIiT)

= Tsoxkuii nepeOir rpuny AbO
COVID19 ABO iudexii,
BUKJIMKaHOI BipycoMm EOmireiina-
bappa ABO nroacekuM reprecom
8 Tumny (capkoma Karmorri)

= [IIncrocomo3z ABO
TPHUITAHOCOMO3

= bpouxoekrazu ABO XpoHiYHHUI
OpOHXIT y JiTeit

= BykanbHi a0 reHiTanbH1
adTO3H1 yparkeHHS

= [ToBTOpHA (heOpHiIbHA rapsyKa
0e3 BUIMMOI TPUIHHH 3
000B’13KOBOIO HAsIBHICTIO
3anajbHUX 3MiH B KpOBI
(netixoruTo3, miaBuiieHHs IIIOE,
C-peakTuBHOTO O1JIKA).

= Anepris (OpoHxiajbHa acTMa,
aJIepriYHUH PHUHIT, €K3EMa,
Xapy4oBa ajepris, KporuB’ siHKa,
HaOpsk KBinke)

= AHOMAJII1 CeNe31HKH: acIuleHis /

- Y HEeMOBJIIAT 3 1HPEKIIHHUM CHHIPOMOM
Ta JIM(OTICHIEI0 BUKIIOYITh TAJIAKTO3EMIIO,
X1JI0TOpaKc, BPOIKEHY KPACHYXY

- [Ipu penuauBHUX iHOEKITISX BHKIIOYITh
HACTYMHI ()aKTOPHU: XPOHIUHI BOTHUILA
1H]eKii 3a BIACYTHOCTI aieKBaTHOI Tepartii,
nocTiiiHe peiH(iKyBaHHS B pe3yJbTaTi
BKMBaHHS KOHTaMIHOBAHOI BOJIH, HESIKICHE
IHTaJIgIiHe 00IaIHaHHs, HAIBHICTh
Joxepena iHdexIii B cim',
MYJIBTUPE3UCTEHTHA TOCHiTalbHa (hiopa

- [Ipu penuaMBHUX TOCTPHUX CEPETHIX
OTHTaX BUKJIIOUITH XBOpoOy XaHTepa

- Y marfieHTiB i3 renaToCINICHOMETaJli€r0 Ta
TPOMOOIMTONEHI€I0 BUKIIOUITH XBOPOOU
I'ome Ta Himana-Ilika

- ¥ miiiTKiB Ta JOPOCIUX BHKIIOYITh
MICUX14HI OpPYILIEHHS (TIOTOMIMIIO)

- Oprani3yiiTe KOHCYJIbTALliI0 IMyHOJIOTA
MPOTSITOM HAHOIMKIOTO MicALls (BHIAUTE
HAIPaBIIEHHS 3 OOTPYHTYBaHHSIM Ii103pH
mrozto ITIJT)

- [ligroryiite BUNMCKY 3 iCTOPii PO3BUTKY
IIUTUHU

- [IpomoBkyiiTe BaKIIMHAIIIO HEKUBUMHU
BaKI[MHAMH, YTPUMAUTECH B1J BaKIIMHAITI
s»kuBuMu (BLDK, KIIK, OIIB, npotu
BITPSIHOI BiCTIH, POTaBIPyCY)

- 3nilicHIONTE JTiKyBaHHS 1H(EKIIIH
BIJIMMOBITHO J0 KJIIHIYHUX TTPOTOKOJIB
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KpuTepii oninku

Kanacudikanis

Jii Jikapsa

TINOCIIEHIs, CIIEHOMeErajis 3/0e3
remaromMeranii

= Jlimpanenomaris (> 3 By3nu,> 3
Micsi, HeiHdeKIiiiHa, He
3JIOSIKICHA)

= AyroiMyHHa OUTOIEHis (> /=2
niHii — cuaapoM EBanca-®dimepa)
ABO xpoHiyHa igionaTHyHa
TPOMOOLIUTONIEHIYHA TTypITypa
ABO ayroiMyHHa reMOJIITUYHA
anemis ABO ayroiMmyHHa
HeHTporeHis y niteit crpamie 4
POKiB

* AyTOiIMYHHI €HJOKpHUHOIIATI:
ayTOIMyHHUH THUPEOIUT,
rimonapaTupeos, XBopooa
AJicoHa, TIIMOrOHaI0TPOITHHMA
TiNOrOHATU3M, IyKPOBUH ia0eT
1 Tuny

= AyroimynHi ypaxenns LHKT:
CTOMATHUT, AyTOIMyHHUIl EHTEpUT,
3amnaibHi 3aXBOPIOBAHHS
KHUIIEYHUKY, ayTOIMYHHUN
TeraTuT, aTpo(iuHUil racTpur,
IJIIOTEHOBA €HTEpONaris

* [Hm1i opras-cienudiuHi
aHYTOIMYHHI IIPOSIBU: aJIOTIELLis,
BITUIITO, IHTEPCTHULIIITHE
YPa)KEHHS JIereHb, MIOKapIUT

* CUCTEMHU YepBOHUI1 BOBYAK,
JMCKOIJTHUM BOBYAK,
rJIOMEpYJIoHEDPUT, apTPUT,
BacKkyJiT, cunapom llerpena

* Arutazis / Tinoriasist TAMyCy
ABO tumoma

* PeruanBHUI aHT1OHEBPOTHYHUN
HaOpsK 6e3 ypTUKApPHOT BUCUIIKU
ABO noBTOpHI emi30au 00JII0 B
KHUBOTI Ta OJIFOBaHHS 0e3
BcTaHoBieHO1 nmarosnorii IIIKT

= 3aTpuMKa (Pi3HIHOTO PO3BUTKY

- [Ipu3HauyTe CKPUHIHTOBI IMyHOJIOT14H1
TECTH: 3araJibHUi aHaii3 Kpo.i, IgG, IgM,
IgA, IgE, CH50

- VY mami€eHTiB 3 rinoraMario0yIiHeMIe0
BUKJIIOYITh HEPPOTUIHUN CHHIPOM,
eKCyaTUBHY €HTEPOIATII0, 3JI0SAKICHI
NyXJIMHY JiMpoinHoi TKaHuHK (J1iMpomn),
OITiKH, 3HA4YHI KPOBOBTPATH, TPOBEACHHS
ia3madepesy, BpOJUKEHY KpacHYyXY y AiTei
1o 1 poxy, mo6iuHi edekTH BiJ Npuiomy
JeSIKUX TPYI IpenapaTis, 31aTHUX
BUKJIMKATH TPaH3UTOPHE 3HIKEeHH IgG Ta
IgA (xamrompu, XJIOPOXiH,
TUAPOKCUXJIOPOXHH, KapOaMaseriH,
dbenitoin, TUKIOpEHaK, CyIb(acatasu,
COJIi 30JI0TA, MICHIITUIAMIH)

= HeindexkmiitHi cunapomManbHi
pucw, acorioani 3 111 (Tabmurs
2).

= Heomnasii (;1imgoma, neiikos,
KapIuHOMa)

OI1iHITh CKPUHIHTOBI1
IMYHOJIOT14HI TECTH:

* Heitrponenist <0,5 I'/my
IIOHaliMeHIIE y 3 reMorpamax
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KpuTepii oninku

Kanacudikanis

Jii Jikapsa

ABO < 1 I'/n npunaiimHi 3
reMorpamax npu ingexuiinomy
CUHPOMI

= [TocTiitamii neiikoruros > 20
I'/n, mo 3pocrae npu iHPEKIIIX
= Jlimponenist

* MonoruroneHis (< 200 ki1/MKT)
= Eosunodimis

* PiBenn IgG y cupoBariii KpoBi
HUXKYE:

21/11 y HEMOBIIAT BikoM <12
MICSLIIB

5 r/n y niteit Bikom> 12 micsiB
ab6o piBeHsb IgA ta/abo IgM
Hux4e 2sd

= IgE > 10 paziB nepeBuirye
HOPMY IS BIKY

* AKTHBHICTh KOMIUIEMEHTY
(CH50/CP100) menme 10% Bix
KOHTPOJILHOTO 3HAa4YEHHS 3/0€3
samwkeHHss AP5S0/AP100
axtuBHOCTI MeHme 10% Bifg
KOHTPOJILHOTO 3HAYCHHS

= ['emopariunmii niates yepes
TPOMOOIIUTONEHII0 200
TPOMOOIIMTONATIIO

Hewmae xonH0i 3 uepBoHUX 200
KOBTHX O3HaK

[lepeniueHi 03HAaKU HE € 03HAKOIO
MOPYILIEHHS IMYHITETY:

* [3011b0BaHMN pELUIUBHUAN
bypyHKYIIBO3

= HeycknaznneHi pecnipaTopHi
1H(eKii 3 OyAb-IKOI0 YaCTOTOIO
y JUTHHH, 1[0 MA€E KITBKOX
CUOJTIHTIB 200 BIJIBIAYE MUTIUHMA
casioK

* PeruauBu nabiaibHOTO Tepriecy
70 6 pa3iB Ha piK

= [Iepenecena BEb-indexiis
JIETKOTO 200 CEepeAHbOT0 CTYTEHS
TSKKOCTI(HABITh NMPH 30€peKeHH1
CEepOJIOTIYHUX MapKepiB)

= [Tanbmo-TuTaHTapHI
00poaBku 0e3 1HIIMX KITHIYHUX
xapaktepHux o3Hak [TIJ]
CunapoM XpoHIYHOI BTOMU 0e3
IHIIUX KIMHIYAEAX o3HaK TTI]]

- MOHITOPUHT pOCTY Ta pO3BUTKY

- Imynizaris BignosiaHo no Kanennaps
NpodUIaKTUYHHUX HIETIJIEHb Ta IPOTU TPUITY
HIOPIYHO, IS IiTel A0 5 POKIB A0AATKOBO
IIPOTH MTHEBMOKOKa, a JJIsl MiJIITKIB POTH
MeHiHTokoka Ta BITJI

- 3abe3neuTe cepeaoBHUIlEe O€3 TIOTIOHY

- PexomenyiiTe 310poBe XapuyBaHHS Ta
peryinspHi ¢1314HI BIIpaBU

PexomeHyiiTe KOHCYJIbTALIIO TICHX0JIoTa /
rcuxiaTpa
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11. Andepenuiiini 1iarHo3u NepBUHHUX iMyHOAeinNTIB

HudepeniiifHa 1iarHOCTHKA IATOJOTIYHOI CXWJIBHOCTI J0 I1H(EKIIHHUX 3aXBOPIOBaHb
BUXOJIUTH JTAJIEKO 33 paMKH TIEPBHHHHUX IMYHOAE(]IIHTIB 1 OXOILUIIOE YUCIICHHI TIOPYIICHHS Oap'epy
mKipyu Ta/abo cnu30Boi oOosoHkH. Hampukiazn, OpoHxiagbHa acTMa acoIIFOETHCS 3 ITABUIICHOO
yacToToro 3ananeHHs iereHis (150). [nmri XpoHivyHi 3aXBOPIOBAHHS, SIK-OT IYKPOBHIA J11abeT, XBOpoOU
cepisi, OKUpiHHA a00 XpoHiyHE (NMACHMBHE) MAJIIHHS, TAKOX CIPHUSAIOTh 3POCTAHHIO CXMUJIBHOCTI JI0
iHpekiitaux 3axBoproBanb (151) (152) (153) (154) (155). BpomkeHUMHU 3aXBOPHOBAHHSIMH, SIKi
CYNMPOBOKYIOTHCS IMIBUIICHOIO CXWJIBHICTIO 10 1H(EKIIHHUX 3aXBOPIOBaHb, € MYKOBICIIHIIO3 1
nepBUHHA IWTiapHa auckinesis (156) i mepBuHHA BilikoBa quckinesis (cunapom Kaprarenepa) (157).

Tsoxkkum HaOyTUM BTOpUHHUM iMyHoAedinuTtom € CHI/I, Buxkmmkanuii BIJI. Okpim mporo,
NPUYMHOIO TATOJIOTIYHOI CXMJIBHOCTI 10 1H(EKIiHUX 3aXBOpPIOBaHb MOXEe OyTH 1 BTOpPHHHA
HEJIOCTATHICTh aHTUTUI. BoHa MOXe OyTH ClpUYMHEHA XPOHIYHOI €HTEPAIbHOK a00 HHUPKOBOIO
BTPATOI0 aHTHUTL, NPUAOM MEAMKAMEHTIB (Hamp., MEBHUX BHUAIB NPOTHENUICITUYHUX,
OPOTUMANSIPINHUX ~ TIperapaTiB, IMyHOCympecuBHa abo Ximiorepamis) abo 3JI0SKICHUMU
3aXBOPIOBaHHAMH, 30Kpema, JgiMpomoro Ta ielkemiero (158). Ilamientn 3 HaOyrtoo abo
(GYHKIIIOHATTbHOIO aCIUICHIEI0 TPOSBISIOTH OCOOJIMBY CXUJIBHICTH 10 1HGEKIINH, BUKIUKAHUX
KancynpHuMHU OakTepismu (159).

Komenmap pooouoi epynu: Bmopunna nHedocmamHicms anmumin modice Oymu 3yMO8JieHd
mapeemHol0 mepanicro MOHOKIOHATbHUMU AHMUMIIAMU (pumyKkcumab, b6opmesomiob ma iu.) /Jo
3ax60prosams, KIIHIYHO cxoxcux Ha II/[nanexcamv maxodxc ni30COMHI X80pOOU HAKONUYEHHS.
(xéopoba I'owe, Himana-Ilixa), xinomopaxc, Heghpomuunuili CuHOpoM, TiMpanziekmasis KueuHuKa
(excyoamusna enwmeponamis ab6o nceeooHedpPOMUYHUL CUHOPOM), CUHOPOM 8POOINCEHOT KPACHYXU,
2anaKmo3emisi, BPOOANCEeHi 8A0U OUXATIbHUX ULTIAXIB, CEPYSL.

Ilepebic aymosananvHux 3axeopro8aHb MoOJice HA2A0Y8amu ayMOIMYHHI CMAaHu, npome,
aymo3anaibHi NOpyuleHHs - ye oegekmu Hecneyu@iuno2o iMyHimemy i HAA8HICMb AYMOAHMUMINL Y
KPOBI MAKUX HeXapaKkmepHa, Wo € 8a20MOI0 03HAKOI 0/ OughepeHyiliHoi 0iaeHOCMUKU.

KJIFOYOBA PEKOMEH/JIALIA 6:

[TepBuHHI iIMyHO1e(DILIUTHU CIIIJT BIAPI3HATH Bl BTOPUHHHUX, a TAKOXK 3aXBOPIOBaHb, K1
CYMPOBOIKYIOTHCS MATONOTIYHOI CXUIIBHICTIO 10 1HPEKIIHHUX 3aXBOPIOBAHb.
Koncencyc

12. BusiBieHHs BiAXWJICHBb Bii HOPMH B pe3yJibTaTax Ja00paTOPHUX NOCJHIIKEHb AK
nepua 03HAKa NePpBUHHOIO iMyHoaedinuTy

[Tponenypa AiarHOCTUKY B pa3i Mi103p1 Ha HAABHICTh IEPBUHHOTO IMyHOJAEPILUTY Ipoifiuia
omiHIOBaHHS pisHMMHU aBTopamu (160) (161) (162) (163) (164) (165). Caix mam'statd, M0
BIJIXWJICHHS BiJl HOPMHU B pe3yJbTaTax JabopaTOPHHUX JOCIHIIKEHb, IPOBEACHUX 3 1HIIMX MPUYHH,
MOXYTh TepefayBaTH KiiHiuHUM mposiBam IIIJ], ski WacTto 3amexaTh BiJ TPUBAJIOCTI BIUIMBY
30ynuuka. Heditponeniss, niMpouuToneHis Ta TPOMOOIMTONEHISI MOXYTh BH3HA4YaTUCS IMPH
OaHanpHIA HEycKJIaAHEeH1N BipycHiM 1HGekuii 0 a MOXyTh OyTH M HEpIIOI0 O03HAKOK HAsSBHOCTI
imyHonedinuty (166) (167). YV pasi miaTBeppKeHHS HEJOCTATHOCTI aHTUTLT HEOOX1THO 3a0€3MeUUTH
KOHTPOJIb Ta, 3a MOTpeOw, mpoBecTH iHIN oOctexxeHHs (168). IlepemyciMm mepria iHOEKIlsS €
CMEpPTENhbHO HEOE3MEUHOI0 /i HEeMOBIAT 13 TSDKKUM KoMOiHOBaHMM imyHonedinurom (TKI),
TSOKKOIO BpOpKeHOI HenTporeHiero (SCN) abo arammarioOyiiHemicro. Y pas3i MOBTOPHOTO
OTPUMAaHHS Pe3yJbTaTiB J1a0OpPaTOPHUX JOCTIUKEHb 13 BIAXWIEHHSAMH BiJl HOPMH, HEOOXiIHO
HEeraiiHO MPOBECTH MOAAJBIIE IMYHOJIOTIYHE OOCTEKEHHS 3 METOI0 YTOUHEHHS J1arHo3y Ta BXKHUTH
HaJIS)KHUX 3aXUCHUX 3aXO/IiB BIAMOBIAHO /10 3aXBOPIOBaHHS (1ie Moke OyTH npodisakTHUHA Tepartis
aHTHUO10TMKaMH Ta MMPOTUTPUOKOBUMH 3ac00aMHU, 130JIA111sI TIAIlIEHTA, TPOTUITOKA3aHHS /10 MIETIJICHb
KUBUMM BaKUWHAMM, TPUIHHEHHS TPYAHOTO BHUIOJOBYBaHHA HeMOBIATH L[[MB-mo3utnuBHOIO
MaTip'to).
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Komenmap poobouoi epynu: y eunaoky oegpexmie iMyHHOI pecynsyii uu aymo3anaivHux
3ax60p106anb  AOCONIOMHI  3HAYEHHA KIIMUHHO20 MA 2YMOPAILHO20 — IMYHIMemy MOXNCYMb
3aMUUAMUCD Y MENCAX HOPMU, A EOUHUMU 3MIHAMU BUCIYNAMUMYMb MAPKEPU CUCMEMHOI 3analbHOT
peaxyii.

KJIFOYOBA PEKOMEH/JIALIA 7:

[ToBTOpHO OTpHMaHI pe3yJabTaTH Ja0OPATOPHUX AOCHIHKEHB 13 BIAXWICHHSIMHU BiJl HOPMH MOXYTb
BKa3yBaTH Ha HAsABHICTh MEPBUHHOTO IMYHOAC(IIIUTY MONPH BiJICYTHICTh KIIIHIYHUX O3HAK.
CuibHU KOHCEHCYC

13. ba3oBa giarHocTHka B pa3i mi03pu Ha HAsIBHICTH NEPBHHHOIO iMyHoaedinuTy

VY pasi nigo3pu Ha HasBHICTh MEPBHUHHOTO IMYHOAE(DILUTY PEKOMEHAYETHCS aHaNi3 KPOBi 3
JEUKOIUTApHOIO (POPMYIIOI0, a TaKOXK BU3HAueHHs piBHs imyHornoOymiHiB (IgG, IgA, IgM, IgE)
(169) (JMF «4 cranii nepeBipku») (4 Stages of Testing) 2009) (72). BusiBnieni B aHaiizi KpoBi 3
JEUKOLUTAPHOIO (HOPMYIIO0 JTIEHKOUMTOIEHIs, TIM(POIUTONEHIsI, HEHTPOIIEHisl, MOHOLIUTOMEIIis 200
TPOMOOIIMTONEHIS MOKYTh OYTH IEPIIUMH BKa3iBKaMU Ha HasBHICTh iMyHOAEPIiIUTY i MOTPeOyIOThH
HOJAJIBIION0 YTOYHEHHs. BaxJIMBO OLiHIOBaTH aOCOJIOTHI YMCIAa 3 ypaxyBaHHSIM HOPMAaTHUBHHUX
NMoKa3HUKIB 3a BikoM mamieHTa (170). 3HmkKeHI NMOKa3HWKH MOXYTh BKa3yBaTH Ha 3MEHIICHE
BupoOienns (TKI, SCN, WAS, xpoHiuHa HEIOCTaTHICTh KICTKOBOT'O MO3KY B pa3i KOMOIHOBaHUX
iMmyHOe(IUTIB) 200 3HMKEHY TPUBATICTB )KUTTS POPMEHHUX eneMeHTiB kpoBi (Hamp. [TIL, AITA,
AIH a6o TJII') (122). Takox BKa3iBKOIO Ha HAsSBHICTh IMEPBUHHOrO aedinmuty Moxke OyTH
€03MHOQITIA Y TOEHAHHI 31 CXWIIBHICTIO 10 1H(PEKIIHHNX 3aXBOPIOBAHb 00 TU3PETYIIAIIEI0 IMyHHOT
cuctemu (Hamp. y pasi ['IEC, cunmpomy Owmena, cungpomy IPEX) (110). Bpemri-pemr
MOPQOJIOTTUHHUM aHaJIi3 Ma3Ky KPOB1 TAKOK MOKE JIaTH BaXKJIMBI BKa31BKU HA HASIBHICTh MIEPBUHHOTO
iMmyHozedinuTy (Hamp. TiIbI I'oBemta-)Xooi npu acmiieHii, TpOMOOLUTONEHIsI ¢ MIKpOpOpMaMu MpH
WAS, rirantcbki rpanyiu npu cuaapomi Yeniaka-Xiraci).

Bonnouac y 2014 pomi B peecTpi MHauieHTIB €BpONEWCHKOro TOBapUCTBA 3 MEPBUHHUX
imyHonediuuti (peectp ESID) Oyno 3apeectpoBano mnume 19 355 namientiB (8). Ilpubnuszno
MOJIOBHHA MALIE€HTIB 13 MEPBUHHUM IMYHOJE(IIIUTOM CTPaKAAIOTh HA 3aXBOPIOBAHHS, MOB'I3aHE 3
nedpinurom aHtutin  (peectp ESID, www.esid.org). Takum YWHOM, BHU3HA4YEHHSI PIBHS
IMYHOTJIOOYIIHIB € BaXKJIMBHM aHali30M, SKMH Ma€ MPOBOJUTCS B pa3l MiJ03pU HAa HasBHICTb
HNEPBUHHOIO IMyHOAEPiuTy. OCcOo0IMBO B IUTSUOMY Billl IOTPIOHO BpaxoByBaTH BiKOBi HopMu Jlo
6-10-ro micsius )KUTTS MOXKYTb BUSIBJISITUCS TPAHCIUIALIEHTApHO MEepeHeceH! MaTepUHChKI aHTUTLIA
IgG, Tomy nocroBipHa oriHka BUpoOieHHs [gG opranizMoM IUTUHH MOXKJIMBA TITBKH MICTS IIBOTO
cTpoky (171). HeOHOIIEeH] JITH 4acTO IEMOHCTPYIOTh 3HMXeH1 piBHI IgG, ki 10 TOro * ckopire
JOCATAIOTH CBOTO MiHIMyMY (172). BupoOnenns IgA 4acTo MOYMHAETHCS TIJTBKHU MPOTATOM TEPIINX
POKIB JKUTTS, TAKUM YMHOM JIOCTOBIPHO JIIarHOCTYBAaTH HeJIOCTAaTHICTh IgA MoxkHa nuie micis 4-ro
pOKy XHUTTS. TakoX Ha MEepBUHHUM IMyHOAeDIIMT MOXYyTh BKa3yBaTH 1 IMIJBHUINEHI piBHI
iMmyHornoOymiHiB, nigsumenuid IgE (manp. npu 'EC, cunnpomi Omena, cunnpomi IPEX) (110),
nigsumiennid IgM  (wamp., nmpu 'IMC y pesxux mnamientiB 13 nedinurom NEMO), a Takox
niasumenuii 1gG (wanp., npu AJITIC) (173).

KJIIOYOBA PEKOMEHIALIA 8:

VY pasi migo3pu Ha NEPBUHHUNA IMyHOJE(IIUT AlarHOCTHKA MOBMHHA OyTH MOCTYIOBOIO: 0a30BOIO
JIarHOCTUKOIO € BH3HaueHHsA piBHA imyHornooOymiHiB (IgM, IgG, IgA, IgE) ta anami3 kposi 3
JeHUKOIMTApHOIO POPMYIIOI0 (3 ypaxyBaHHSIM HOPMAaTHUBIB 3a BIKOM).

Koncencyc

Komenmap pobouoi zpynu: 0o nepeniky 6azoeux (CKpuriHeo8ux) mecmis ciio 0odamu
susHaventss axkmugnocmi komniemenmy (CHS50). Taxooc 0o nepeniky 6a3z08ux (CKpuHiHeo8ux)
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mecmie cni0 000amu 6U3HAYEHHS DIBHA CUPOBAMK08020 imyHoenodyainy D ma cuposamrosozo
aminoioy muny A (npu nido3pi Ha cuHOpomu nepioouuHoi eapsuxu).(4)

14. 3Ha4uMicTh reHeTUYHOI JiATHOCTUKM /IJIsl BUSIBJICHHSA NePBUHHUX iMyHOo1e(piuuTIiB

V¥ 2010 porii 3 MOsSBOIO TaKk 3BaHOTO CEKBEHYBaHHs HOBOTO nokoiiHHs (NGS) noyanacs HOBa
epa TeHETUYHOI MIarHOCTHKU. Y TMOPIBHSAHHI 3 KJIACHUYHUM CeKBeHyBaHHSAM 3a CaHrepom 1
TEXHOJIOTiSl HAa/Ia€ MOXJIMBICTh MPOBEIEHHS MapalieIbHOTO, IIBUAKOTO Ta B MEPCHEKTHBI OLIbII
JISIIICBOTO aHAII3y YMCIECHHUX T'eHIB 1 3a0e31e4ye ChOTO/IH1 MIBUIKICHUHI MPUPICT HOBUX NMEPBUHHUX
iMyHOe(IIKTIB, Bepu(iKOBAaHUX MOJCKYJISIPHO-TCHETHYHHUMHU MeToaamu jaiarHoctuku(174) (175)
(176) (177) (178) (179) (180) (181) (182).

Binpuiicte BU3HAUYEHUX A0 IIHOTO YacCy NEPBUHHUX IMYHOIE(DIIUTIB € MOHOTeHHUMHU. barato
ITIJ] mpoTe AEMOHCTPYIOThH BapiabeabHy eKCIIPECHBHICTh Ta meHeTpanTHicTh (57) (175). Ie o3nauae,
110 y MaLi€HTIB i3 0JHAKOBOIO MYTalli€l0 MOXKYTh IEMOHCTpyBaTucs pizHi penorumnu. Lle crocyernces,
30KpeMa, «TirnoMop(hHUX» BapiaHTIB, y IKUX BIAMOBIAHUI FeHHHM TPOIYKT HE BIJCYTHIH, a 30epirae
sanmumkoBy QyHkiiro (183). ¥V 6arathox Bumax iMyHOAC(IUTIB BapiaHTH B MEBHUX JUITHKAX IeHA
JarTh xapaktepHi ¢eHotunu (175), ame B OUIBIIOCTI MOCTiMHA KOPEJAIisS MK TC€HOTHUIIOM Ta
dbenotumnom BiAcyTHS. [HIIOI MPOOIEMOIO IaTHOCTUKU € T€, 10 OJHAKOBUN KIIIHIYHUI (EeHOTUI
MOXE Mard miJ co0orw MmyTtamii B pi3Hux reHax (184) (185). Ilpu Oarathbox HO30JIOTIsAX
iMyHOZeDiUTIB MpUIrHOIO 3axBoproBanHs (Hamp. AJIIIC) MoxyTh OyTH TaKOXK COMaTHYHI MyTallii.
Y 1bOMY BHITaJIKY 9YaCTO HEMOKJIMBO IMOCTAaBUTH JiarHo3 Ha ocHoBi JIHK, BHIIICHOT 3 JIGWKOIIUTIB
KpOBIi, TOTPIOEH TiIIbKU aHaNi3 30araueHuX MOMYJALINA KIITUH. 3BOPOTHI MyTallii 10 MOCIII0BHOCTI
JUKOTO THUITY B OKPEMHX TMOMYJISMisIX KITHH (COMAaTHYHI peBepcii) TakoK 3a0e3MeuyloTh NEBHY
qacTKy aTumiyaux (erotuis (186). Bpemri-penit e ysBiaeHHs, 1110 YUCICHHI, paHilllc HEBU3HAYCHI
imyHonediuTi MaroTh OyTu nosxireaaumu (187) (188) (189) (190).

[Topsin 13 KJIaCHUYHUM CEKBEHYBaHHSM OKpeMux reHiB 3a CaHrepoM ChOTOJIHI 4YacTo
3aCTOCOBYIOTH TMapajeibHI MYJIbTUTE€HHI aHalli3M, 3aCHOBAaHI HAa METOMl CEK8EHYBAHHS HOB0O20
nokoninua (NGS). Jlo HUX HajexaTh A1arHOCTUYHI T€HETHYHI MaHelNi3 aHalli30M TPYMHU BiTOMHX
TeHIB, SIKI aCOLIIOIOTHCS 3 3aXBOPIOBAHHSIMH, CEKBEHYBAHHSI BCIX T€HIB, 10 KOJIYIOTh NPOTEIH
(cexsenysants noeHo2o exzomy, WES) abo moBHOTO reHoMYy (cexsenysarts nosnozo eenomy, WGS).
Ko KIiHIYHI Ta IMYHOJIOTIYHI ()EHOTUIIM HE BUKIMKAIOTh CYMHIBIB, LIJIbOBE CEKBEHYBAHHS 3a
CaHrepoM 3aJMIIAETbCA CHOTOJHI TMPIOPUTETHUM METOJOM, aje MpH HESICHOCTI (PeHOTUMIB
MYyJBTUTCHHI aHATI3d MOXYTh JOMOMOITH IIBUJAIIE JiarHOCTYBaTH 3aXBOPIOBaHHS. BoHouac
imeHTudiKalis BENIUKUX Jenelid ado CKIaJHUX MYyTalliid, SK-OT TPAHCIOKAaIlid, TITbKA OIHUM
meronoM NGS e Baxkum 3aBiaanHsam (182) (191), sike moTpeOye aHaizy Bapiailii 4nciia Koriil reHiB
(CNV) anexBatHuMu MeTojamu. Y mpuHIwum, 3a gonomororo WES a6o WGS Takox MoxHa
1IeHTU(IKYBaTH HOB1 JePEKTH I'eHIiB. AJie eKCllepMMEHTaJIbHa Bajijallis T€HIB-KaHAUJIATIB 4acTo
BHUMarae BEIIMKHX BHUTpAT KOIITIB Ta Yacy, TOMY PiJIKO CTa€ B MPUTOAl y THUX BHIIaIKaX, KOIU
noTpiOHa TepMiHOBA JiarHocTHKa. HaBiTh py 3acTOoCyBaHHI HallCyyacHIIIiX METO/11B 3HAYHIH YacTIIl
HAIi€HTIB 13 IMyHOE(IIIMTOM JI0CI HE BIAETHCS OCTABUTHU A1arHO3.

[TpoGnemMor0 BCiX T€HETUYHUX JOCIIKEHb € J0Ka3 MPUYUHHOTO 3B'SI3KY MK 3HAWJICHUMH
TeHEeTUYHUMU BapiaHTaMmu (4acTo B 0ararbOX reHax Mpu PO3MIUPEHOMY F€HETHYHOMY CKPUHIHTY
metogamu WES 1 WGS) Ta kniHIYHUMH IpOsSIBaMU  3aXBOPIOBaHHS SIKIIO MEBHUI BapiaHT paHille
OJIHO3HAYHO HE aCOIIIFOBaBCs 3 XBOP0OOIO, HOT0 3HAYMMICTh TTOBUHHA OyTH MiTBEPXKEHA IIISTXOM
(GyHKIIIOHaTBbHUX TeCTiB. [HTepmpeTallis reHeTUYHUX JTaHUX MOXJIMBA TIIBKU B pamMKax IUIICHOTO
pPO3TISAY KIIHIYHOI Tpe3eHTallii, JaHUX IMYHOJIOTIYHUX aHali3iB Ta AOalIMBOrO 3iCTaBICHHS 3
onyonikoBanumu jganumu (188) (191) (192) (193). 3okpema WGS i WES reHepyioTh BEITHKY
KUTBKICTh TE€HETHUYHOI iHQopMaIlii Impo MAaIli€HTiB, a iHOMI W iXHIX OJM3BKUX POJAWYIB, SIKa HE
000B'SI3KOBO TIOB'si3aHA 3 TEPBUHHUM iMyHoAedinuToM. [loBoKeHHS 3 Ii€r0 HemepemdadyeHo
OTpUMaHOK iH(OpMaIi€l0 MOXKE CTAaHOBUTH €TUYHY TNpobiieMy 1 morpedye momepeaHbporo
00TOBOpPEHHS.

3HaueHHST TEHHOI AaHANITUKA TNPOAEMOHCTPOBAHO HAa MPHUKIANAX Y MIDKHAPOTHOMY
JIOCJIIJDKEHHI, TTPOBEICHOMY Ha 278 maiieHTax 13 ()eHOTUIIOBO OJHOPIAHUMH IMyHOAe(hIUTaMH, B




38

skux 3a gornomoroio WES 1 CNV y 40 % BumnaznxiB 0yso mocTaBieHO MOJEKYISpHUN faiarHo3. Jis
[IOJIOBMHH TIALI€HTIB 1€ O3HAYal0 3MiHy JiarHo3y, a Maie Uis 4BepTi — 3MiHy Teparii (187).
3'ssBUIIaCS MOXKJIMBICTD BUSIBIISITH HE3BUYHI BapiaHTH ()EHOTHUIIIB YK€ BiJoMUX iMyHOaeinuTiB (175)
(177) (194) i 3 6inpLIOO TOCTOBIPHICTIO OLIHIOBATH OYiKyBaHI yCKJIaAHEeHHs. Tak, 3a OCTaHHI POKH
Oyno ToYHimE KiIacu(}iKOBaHO 3 MOJEKYISPHO-TEHETUYHOI TOYKM 30py JEAKHUX TNAali€HTIB 3
noyatkoBuM giarao3om 3BIJ] a6o xponiune 3anansHe 3axBoproBanns kuineunuka (CED) (176) (180)
(181) (195) (196) (197) (198). OkpiM 1BOrO TEHETHYHA [IAaTHOCTUKA A€ MOXKIHUBICTD
imeHTU(dIKyBaTH IMyHOAE(IIUTH, UISI SKUX XapaKTEpHA CXWJIBHICTH IO CHENU(IYHOrO MaToreHy
(199). o mepeBar reHeTHYHO BepH(DIKOBAHOTO MiarHO3y HAJEkKaTh y T. Y. MEIUKO-TEHETUYHE
KOHCYJIbTYBaHHS POJMHU, OLJIBII JIeTaJIbHUN OMKC acorliaiiid ()eHOTHUIIB/TCHOTHUIIIB Ta BUSHAYCHHS
NAIi€HTIB, SKUM TIOKa3aHi OCOONWBI BHMAM Tepamii (Hamp. TpPaHCIUIAHTALl T'€MOMOSTHYHUX
croBOypoBux kit (TT'CK), renorepanis, papmaxoreparmis) (44) (187) (200) (201) (202).

Komenmap poéouoi zpynu: Cnio epaxogysamu, w0 HAGIMb 3a YMOBU NPOBEOEHHS.
eenemuunoi oiaenocumuxu, 30-50% ompumanux pe3yromamis MoHCyms Oymu He2amueHUMU, Wo, y
CB010 uepzy, He Oy0e GUKIIOUEeHHAM 0id2HO03Y NEPBUHHO20 IMYHOOeiyumy.

KJIIOYOBA PEKOMEHJAIISA 9: MonekynsapHO-TeHETUYHE TiATBEPKCHHS J[IarHO3Y MOXKe
OyTu HeOOX1THUM JJIs JIIKYBaHHS Ta KOHCYJIbTYBaHHS MAIlIEHTIB Ta IXHIX pOAUYIB Y pa3i HEPBUHHOTO
iMmyHOIEDILUTY.

CuiibHM KOHCEHCYC

KJIIOYOBA PEKOMEHJIAIIISA 10: 'enernyHa AiarHOCTHKA MEPBUHHHUX IMYHOJE(IUTIB Ma€e
MPOBOAMTHUCS MICIs BCTAHOBJICHHS OOIPYHTOBAaHMX MEAMYHUX TOKa3aHb y TICHIM cmiBOpami 3
JIKapeM — JOCBITYEHMM CHELIaliCTOM 13 J1arHOCTUKM Ta JIIKYBaHHS IMYHOAE(IIUTIB, Ta MICHs
MPOXOKEHHS] METUKO-TEHETHYHOTO KOHCYIbTYBaHHS.

CuiibHMI KOHCEHCYC

Komenmap pobouoi epynu: ona ecmanognenns kniniunozo diacnosy I11J] 6es cenemuunozo
diacno3y €sponeticbkum mosapucmeom imyHooegiyumis (ESID) po3pobaeni poboui diacnocmuuni
kpumepii ESID-2019 ( [looamox 10).

15. Oninka iHmMMX iMYHOJIOTIYHUX J0CiIKeHb

JlocmikeHHS AHTUTUI, SIKi YTBOPIOIOTHCA MiCJsA IIeMJIeHHsl, € JOCTIPKCHHSIM
pe3yNbTaTUBHOT (DYHKIIIOHATEHOT CIPOMOKHOCTI 6araThOX €J1eMEHTIB IMyHHOI cucTteMu. BomHouac
IHTEepIIpeTallisi KOHKPETHUX KOHIEHTpaLll aHTUTLJI MOXJIMBA TIJIbKU B paMKax LIUIICHOTO PO3IIIsALY 3
ypaxyBaHHSIM BiJIIOBIIHOT iIMyHi3allii Ta BiKy Malli€HTa, 8 TAKOXK OKPEMHX IMOKAa3HHUKIB BiAMOBIIei Ha
KOHKPETHHUI aHTHTeH BaKIIMHU. B 01HOMY poBe/IeHOMY aMepHUKaHChKUMHU BUSHUMH MacIITaOHOMY
JOCTI)KeHHI BUBUATAcs KOHIIEHTPAIIisl aHTUTL MiCHs MIETUIeHHs poTH qudTepii i mpasis y 18 045
oci0. Pe3ynpTaTi mokasaiu, 110 3aXHUCHI aHTUTLIA POTU AUPTepii 30epiranucs mNpoTAroM 6 pokis
TiIbkH y 60,5 % iHAuBiTyyMiB, @ poTH npaBusd — y 72,3 %. He3pakatoun Ha Te, 110 BaKIMHHU, K
MPaBUJI0, BBOJIUIIMCS KOMOIHOBaHO, y 37 % 0ci0, sIKi Maju 3aXMCHY KOHIIEHTPAIlII0 aHTUTLI MPOTH
npaBlis, He OyJI0 BUABICHO IMYHITETY MpOTH JudTepii. Xoua y Manux aitedl (ikcyBaBCsS BHCOKUIM
pIBEHb 3aXHUCTy, MiUTITKA Majdl JOCTATHIO KOHIIEHTpAIlif0 aHTUTLT TUTbkH y 80 % Bumnankis (203).
HagiTh miciis mpaBUJIbHO BUKOHAHOI MEPBMHHOI iMyHi3alii He 00O0B'A3KOBO Oyje HasBHA 3aXUCHA
KOHIEHTpalis aHTuTiA. Tak, Hampukman, micias 4-pa3oBOro IIEIUIeHHs BiJ audTepii, mpablis,
KalllTIOKa, TOMIOMIENITY, reMo(diapHOI iH(ekil Tuny B Ta rematuty B koM0iHOBaHOIO BaKIIMHOIO
85,3 % miteil y Bili 4-5 poKiB MaJl CEPONPOTEKTUBHUI PIBE€Hb aHTUTLI IO TOBEPXHEBOTO AHTUTEHY
BipyCcy remaTuty B, y To#l yac sk yCHiIIHICTH IIETJICHHS MICJs MOBTOPHOI iMyHi3allii Ckiajana
98,6 % (204). Takum 4rHOM, [TO-TIEPIIIE, HE BCI 3JI0POBI 3 TOUKH 30PY IMYHOJIOTI JIFOAM BiAMOBIIal0TH
Ha IIETJICHHS OJHAKOBO, MO-IPYre, YaCTKOBA BIiIMOBiINb Ha MHICTUICHHS MOXe 30epiraTucs 1 mpu
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HASBHOCT] KJIIHIYHO PEJIEBAHTHUX CHUHIPOMIB HEIOCTATHOCTI AaHTUTIA. TOMY MOCHIIKCHHS Ta
iHTeprpeTaris TpodiIto aHTUTUIT TICHA METJICHHS 3a MUISCIIPSAMOBaHOI OyCTEepHOI BaKIIMHAIII Ma€e
3aCTOCOBYBATHUCS SIK 1IarHOCTUYHHM TECT 3a Y3TOKEHHSIM 13 JIIKapeM — JIOCBITYCHUM CIIeLiaTicTOM
13 1IarHOCTUKHU Ta JIIKYBaHHs IMyHOAC(IIIHUTIB.

Busnauenns ninkiaacis IgG Takoxx HaJIeKUTb 10 YMCIIA TOCITIIKEHb, U IHTEPIIPETaIlil SKUX
noTpiOHI 1oCBi Ta GpyHIaMeHTanbHI 3HaHHSA. [lo-mepie, B TakuX BUIAAKaX CIIiJl OCOOIHMBY yBary
NPHUILIATA HOPMATHBAM 3a BIKOM, OCKUIBKH cHHTE3 mijkiaciB (mepexycim IgG2 ta IgG4) y nmiteit
3pOCTa€ TUIBKKA 3 BIKOM 1 Jocsrae 3piuiocTi TUIbKM Ha 4-U pik kurTs. [lo-mpyre, i301poBaHa
BIZICYTHICTh OKPEMHX ITiJIKJIACiB MO3KE 3aJIMIIaTucs 0e3 kiiHigHOo1 3HauyniocTi (205), ane B 6aratbox
BHITaJIKaX y KOMOIHAIIT 3 KJIIHIYHUMH CUMIITOMaMH Ta BU3HAYCHHSAM PiBHS aHTUTLI MICIIS ICTUICHHS
TaKO’K MOYKE HaJaBaTH Ba)KJIMBI BKa3iBKM Ha HasBHICTh iMmyHOAedinuTiB (206) (207).

Komenmap pooouoi epynu: Busnauenns pigHs cupoeamrkogozo imynoznooyriny D mamume
6acomMe  3HAYEeHHs 0Nl BCMAHOGIEHHsI  OlAeHO3Y  CUHOPOMY  NEepPiOOUYHOI  2apauKku 3
einepimynoenobyninemicio D ma ons ougpepenyiinoi diacnocmuxu aymosanaivhux nopyuiets. (5)

®eHoTUNyBaHHSA JIMPOUUTIB Mae cepiio3HE IiIarHOCTUYHE 3HA4YEeHHs I Kiacupikamii
NAIi€HTIB i3 MepBUHHUM iMyHOAe(dinuToM. TToKa3HUKHM 3MIHM KUTBKOCTI MOMYJSIiN JiM(pOUUTIB
BKa3YyIOTh Ha IMyHOJE(ILUT, 110 JEKUTh B OCHOBI 3aXBOPIOBAHHS, Ta MOXKYTh OYTH KOPUCHUMH LI10J10
IHII[IFOBaHHS MMOJANBIINX IIarHOCTHYHHUX 3aXO0/iB (Harp. reHeTnyHoro gociimpkeHHs (208). Takox
3a pe3yibTaTaMyd BHU3HAYEHHS CYOMOMYJSIiil JTiMQOLUTIB MOXKHA 3pOOUTH BHCHOBKH II0OJI0
npodiTakTUKK (HAMp., KO-TPUMOKCA30JI0M Y pa3i 3HmKeHnx mnokazHukiB CD4). IIpore kopekTHe
dbeHoTUITYBaHHS, OCOOIMBO B IUTAYOMY Billi, Mae BiAOyBaTHCS 3 OpIEHTAII€I0 HA HOPMATUBU 3a
BikoM (209). Oxkpim 1poro, mjisi iHTepHpeTalii pe3yibTaTiB BaKJIMBE 3HAYCHHS Ma€ KIIHIYHUN
KOHTEKCT. bBiNbIlIicTh Takux BUMNAAKIB BUMarae 3HayHUX (GyHIAMEHTAIbHUX 3HaHb y cdepi
iMyHogedinuTiB. ToMy Hailikpamie MNOpPOBOAUTH TUIYBaHHS JIMQOLMUTIB, MEpPeayciM 1040
HNEPBUHHOIO IMyHOAE(DIUUTY, y IIEHTpPi, CHIBPOOITHUKH SIKOTO € JOCBITYEHUMH CHeliadicTaMH 3
JIarHOCTHKY Ta Tepamnii iMyHo1e(ilUTiB, a00 y CIIBIpali 3 HUMH.

Eaextpodope3 06iIKiB Mo)Xe 3aCTOCOBYBAaTHCS JIsi JTIarHOCTUKU MaparpoTreiHemii a0o
rinonpoTeineMii Ta Ha/laBaTy TAKMM YMHOM MOTEHIIMHI HEeNpsMI BKa31BKU Ha HasIBHICTh IEPBUHHOTO
iMyHOZIepIUTY. AJle B HbOMY HE DPO3PI3HSIOTHCS PI3HI KJIAaCH AHTHUTLA, a 3HAYUTh, BIH HE Mae
nepeBaru Haj 0e3nocepeHiM BU3HAUEHHSIM IMYHOTJIO0YJIiHIB.

Busnayenns CHOS0 € rnoGanbHuUM TecTOM sl JOCHIDKEHHS KJIACMYHOTO IUIIXY
kommuieMenTy (161). KommoHeHTH anbTepHATHBHOTO MNUIAXY KOMIUIEMEHTY IOCHIUKYIOTHCS 3a
nonomororo BusHaueHHss AP50. HectabibHICTD (aKTOpiB KOMIUIEMEHTY BH3HAua€ HEOOXITHICTb
HIBUIKOT 0OpOOKHU MpoO, TOMY B pa3i 3aTPUMKH JOCHIKEHHS YacTillle BUSABIAIOTHCS HENPABIUBI
NaToJIOTIYHI MOKa3HUKU. YacTka JedeKTiB KOMIJIEMEHTY cepel] NMEePBUHHHUX IMYHOJE(IIUTIB €
NOPIBHSHO HEBHCOKOIO (210), ToMy Ii TeCTH HE PEKOMEHAYIOTHhCS sSK 0a30Bi JOCITIDKEHHS 3a
CXUJIBHOCTI J10 1H(EKIITHUX 3aXBOPIOBAHb.

AnroputMu 71a0OpaTOpHOI JIaTHOCTHKU NEPBUHHUX IMYHOAE(IIUTIB MalOTh CKIAJHY
CTPYKTYpY Ta pEryJspHO 3a3HalOTh 3MIH 4epe3 IMOCTiIHHEe yJoCKoHaleHHs. Jleski meroau
JIarHOCTHKHU caMi 10 co01 € CKJIaJHUMU 3 TEXHIYHOI TOUKU 30pY, a JUIsl IHTEpIIpeTallii pe3yabTaTiB
4acTO MOTPiOHE TOYHE 3HAHHS KIIHIYHOTO KOHTEKCTY OCKUIBKH 0araTto iH(eKLii MOXKyTh BUKIHKATH
BTOpUHHI 3MiHU. HeBpaxyBaHHs mpoOiieM Ha IpeaHaliTUYHOMY eTari (Harp., BEJIUKOI May3u MiX
BiZI0OpOM MMpOo0 Ta MPOBEACHHSM aHalizy), 0COOIMBO A (PYHKIIOHAJIBHUX TECTIB, MOXKE CTaTH
IPUYMHOIO  TICEBJONO3UTUBHUX/IICEBIOHETaTUBHUX  pe3yibTariB. Jledaki maGoparopii mpu
BUHUKHEHHI IMYHOJIOTTYHUX MUTAaHb YacTO MPOMOHYIOTh MOJAJBIILY JIA0OPaTOPHY 1arHOCTUKY, sIKa
4acTO HE OpIEHTOBAaHA Ha KIIHIYHY KapTUHY MalieHTa. TakoX YacTo OIIHKAa pe3yJbTaTiB
7a00paTOPHUX TOCIIIKEHb TPOBOIUTHCA 0€3 ypaxyBaHHs BIKYy Ta JaHUX IMOMEPEIHIX TOCITIIKEHb
MaIie€HTa, Mo MOXKEe BUKJIMKATH CEPHO3HY PO3TYOJICHICTh Y TAIlIEHTA Ta JIIKapiB, 110 JIKYIOTh HOTO,
Ta CTBOPIOE HETIOTPIOHI BUTPATH.
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KJIIOYOBA PEKOMEHJAIISA 11: IlnanyBaHHs, IPOBEACHHS W OIIHKA BCIX JIAOOPAaTOPHUX
TECTIB MAarOTh BiI0yBaTUCS B TICHIH CIiBIIpalli 3 JTikapeM, I0CBITYEHUM CHEIialliCTOM 13 IIarHOCTUKU
Ta JIKYBaHHs IMyHOIe(DIIUTIB.

CuibHU KOHCEHCYC

16. IlepBunHi iMmyHoae(inuTH, AKi He BUABIAIOTHCHA 0230B0OI0 1iarHOCTHKOIO

baszoBa miarHocTHka He BuABSAE psaa iMmyHomedinutiB (nuB. Tabmmmio 6) (122). o Hux
HaJIe)KaTh 3aXBOPIOBAHHS, IMOB’s3aHI 3 AeQIUUTOM crenuiqHUX AHTUTUI, YUCICHHI Ae(iluTH
BpPOJDKEHOTO iMyHIiTeTy (Hamp., nedextu komruieMeHTy, HepocraTHicTh IRAK-4 a6o NEMO,
nedexru pyHkuii HelTpodinis, nepextus oci IL-12/IFN-y), a Takox psia iMyHOADIUTIB, IPU SKHX
Ha TMepeIHbOMY IIJIaH1 iepedyBae nu3peryssiis imyHHoi cuctemu (Hamp., CIJIT y 6e3cuMnToMHOMY
iHTepBaJli, ayro3amaibHi 3axBoproBaHHs). OKpiM IbOT0, MOXJIHMBI Bapiauii abo aTumosi (Gopmu
3aXBOPIOBaHb, SIKi 3a3BUYail JAIOTh BIAXUICHHS BiJ HOpMH y 06a30Biii niarHoctui. Tak, HanpuKiIa,
xBopi Ha TKIJ 3a3Buuaii marotp miMmponeniro (211), ame KinpKicTh JIMGOUMTIB 32 HASBHOCTI
rinomopdHoi MyTarii B rexi, mo Bukiankae TKIJI, y pasi nepenecenns emOpionam T-kiniTuH MaTepi
260 nepHuxX Monekyssapaux popm TKIJI (manp. nedexris kananis Ca*, nedinury IKI'C I-ro knacy)
MOe OyTH HOPMAaJIBHOIO a00 IMiBUIIECHOIO.

Tabauus 6: BusBieHHs epBUHHUX IMyHOIEDIIUTIB Y pe3yabpTari 6a30Boi 1abopaTopHOi
IarHOCTUKHA

ImyHnorsno0ysinu Ta/abo IlepBuHHI iMyHOAeDIIUTH (IPUKJIAIH)
JelikonuTapHa gopmy.a
Binxujienus - BinbmicTs 3aXBOPIOBaHb, MOB'I3aHUX 13 JeQIIUTOM

AHTHTLIL, 1 TSDKKI KOMOiIHOBaH1 iMyHOASDIiTUTH

- Bpomxkeni Helitponenii

- I'EC

- I'mMcC

- AJITIC

- WAS

- binbiicts nedexriB penapanii JHK

3aranom 0e3 CyTTEBHX - [3onpoBanwmii nedinut cyoknacy IgG

BiJIXHMJIEHB BiJl HOPMH - crnenudiuanii 1eIiuT aHTUTLT 13 HOpMaJTbHUMHU
KOHIeHTpauisamu 1gG

- 3axBOPIOBAHHS 3 TU3PETYIISALIEI0 IMYHHOI CUCTEMH,
Hanp., CI'JII" y 6e3cumMntoMHOMY iHTEpBai

- JleexkTr BpOIKEHOTO IMYHITETY

- AyTo3ananbHi CHHIPOMH

- JlepexTu KOMIUIEMEHTY

- Jleski koMOiHOBaH1 iMyHOAeIUTH, HATIP., AeDILUT
CD3y, aedimut CDS, nedgextu kananis Ca2+, nepinut
ZAP-70, nedimut monekyn MHC I tuny

MoxnuBo 0e3 BIIXWIIEHD Bif - Mikponenerist 22q11.2 (cunapom i xopmxi )

HOPMH - TKI/ 13 marepurcbkumu T-kiIiTHHAMEI

- Kom6inoBani iMyHOIEDIIUTH, SK-OT 1e(DIUT MOJEKYIT
MHC II tuny, nedimut ITK

KJIIOYOBA PEKOMEHJAIISA 12:

[TepBuHHMI iIMyHOAEhIIUT MOKE OYTH HasIBHUM MOMPH HOPMaJibHI pe3ynbTaT 0a30Boi
JiarHOCTUKU. Y pasi cTiiikoi MiZJo3pu Ha HasiBHICTh IEPBUHHOTO iIMYHOE(IIUTY, MONPH HOPMAJIbH1
pe3ynbpTaTH 6a30BO1 M1arHOCTUKH, HEOOX1THO 3BEPHYTHCS J0 JKaps — CHeliaiicTa 3 11arHOCTHKH
iIMyHOIE(DIITUTIB.
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CuiibHMI KOHCEHCYC

17. IlepcnekTHBa CKPHUHIHIY HOBOHAPOMKEHMX HAa HASBHICTb NEPBUHHUX
iMmyHonedinuris

3a OCTaHHI pOKM YHCICHHUMH €KCIIepTaMHU-IMYHOJIOTAaMHd Ha MDKHApPOJHOMY piBHI
BUCYBAJIMCS BUMOTH PO HEOOXITHICTh pO3pOOKH Ta BIPOBAKEHHS CKPUHIHTY HOBOHAPOKEHHUX Ha
TKIJI, Takox Humu Oynu chopMyiboBaHi BiamoBiaHi pekomernaarrii (212) (213) (214) (215) (216).
Lleit MeToa Ja€ MOXIIMBICTh BUSBUTH XBOPHUX IIE /10 MOSBHM KJIIHIYHMX cUMITOMIB. IlocTaHoBKa
miarno3y TKIJ y HeoHaranbHOMY Mepiofii Ja€ CyTTeBE IMOKpAIICHHS pPe3yJbTaTy JKyBaHHS Ta
3HIDKEHHS CMEPTHOCTI XBOPHX, 30KpEMa 3aBJASKH CBOEYACHOMY 3aCTOCYBAHHIO MPO(ITaKTHUHUX
3axofiB (3aXHCTy Bia iH(]EKIIiH), a TaKoXX MOXKIMBOCTI mpoBeneHHs Tepamii nusixom TI'CK Ha
panHbomy ertami (217) (218) (219). 1o toro x TI'CK Ha paHHbOMY eTari BUMara€ MEHIIUX BUTpAT
(220) (221). 3 TexHiyHOI TOYKH 30py CKpUHIHT HOBOHapopkeHux Ha TKII, skuit y CIIA
npoBoauThes Bke 3 2008 poky (222) (223) (https://www.scid.net), 3acHOBaHHN Ha aHai3i
excumsiiaux kineup T-kmituaHOro peuenrtopa (TRECs), skuil nie sk kKopensT (QpyHKIIOHATBHOTO
po3BuTKy T-KIiTHHH. BUCYHYTO MPOIO3HIIII0 PO3MIUPHUTH HOTO aHATI30M PEKOMOIHAIIHHUX KiJIeIb
K-nenemiitnoro enementy (KRECSs) s omnouacHoi miarHoctuku aedinury B-kaitun (224) (225).
OO6wuBa aHai3M MOXKYTh OyTH MPOBE/ICHI 32 IOMOMOTOI0 BUCYIIIEHUX MArepoBUX KapTOK AJIs 3a00py
KPOBI, IIJ0 BUKOPHCTOBYIOTHCS y paMKaX CKpUHIHTY HOBOHAPO/KEHHX, TOMY TOJaTKOBHH 3a0ip KPOBi
He noTpibeH. Heoxormnennmu 3anumarotsest Bapianti TKIJL, siki cynipoBOKYIOTECS HOPMAaTbHUMU
MOKa3HUKaMH KIJTBKOCTI KIIITHH, a pa3oM 3 OuUM 1 HopMmanbHUMH TokasHukamu TRECs, ane
nopyuieHoro ¢yHkiiero KITuH (Hamp., cuaapom Owmena, nediuutr CARDI1, pediuur ZAP70,
nedinutr MHC 11 tuny, nedimur ORAI, nediuut IKKB) (226) (227). 3 inmoro 60Ky, Taki ¢pakTopu,
K HEJOHOIIEHICTh, HasBHICTb Tpucomii 21 XpoMOCOMH, BOJSHKA, racTpoIIM3HC abo mpuitom
MarTip'lo IMYHOCYIPECHBHUX TpenapatiB mij 4yac BariTHOCTI (5) (225) Texx MOXKYTh BUKJIMKATH
sumxenst TRECs 6e3 nassrocti TKIJT (228).

KinbkicTh MIOTHUX AOCTIHKEHB 11010 IMIIEMEHTAallli CKpUHIHTY HOBOHapokeHux Ha TKIJ]
3a OCTaHHI pOKH 3pocia y Bceomy cBiti (5) (177) (225) (229) (230). V pamkax yxe BIPOBaIKCHUX
ta BuzHaHux y CIIA mporpam Ha uei yac npoBoauTbcsi cKpuHiHT Tibku Ha TRECs. Koediient
«BUTOIU-BUTPATH» A0aaTKoBOro aHamizy Ha KRECs (224) (225) (228) abo ckpuHIHT'Y Ha METa0OITH
aneHo3uHae3aminazu ta/adbo [TH® mertomom TanaemHoi mac-criekTpometpii (231) (232) mie He €
OCTaTOYHUM.

YV HimeuunHi Acouiali€ro 3 TUTS401 IMYHOJIOTIT - aCOIIaIi€l0 31 CKPUHIHTY HOBOHAPOKEHUX
(API-AG) B 2013 poui Oymo po3poOJCHO HYOPHOBHI MPOEKT BIPOBADKEHHS CKPHHIHTY
HoBoHapoxkeHux Ha TKI/, skuit Hanano Ha nepeBipky 1o 3araabHoro ®enepansHoro Komirery (G-
BA) (233). Ha neii yac 3aransaum PenepaibauM KomiTeToM npoBoAUTHCS NepeBipKa MOXKIUBOCTI
BBE/ICHHS CKpUHIHTY HOBOHapopkeHux Ha TKIJI. Acomiaris 3 nutsdoi imyHosorii (API) ctBopuio
acomiamniro 31 ckpiHiHTy HOBOoHapomkeHUX (AG Neugeborenen-Screening), m0 skoi MoOKHa
3BEPTATHCS 13 MUTAHHAMHM 3a ii crerianizamiero. [licns BBeIeHHS CKPUHIHTY HACTaHOBA Ma€ OyTH
PO3IIUPEHA LI€I0 TEMOIO.

18. HeBinkiaagHa Mequ4Ha J0M0OMOra npyu nepBMHHUX iMyHoaedinuTax

Sk yxe Oyno ommcaHO BHINE, NEAKI MEPBUHHI IMYHOACQIIIUTH, OCOOJMBO y TEPIOJ
HOBOHApOJKEHOCTI ab0 Mepioj TPYAHOTO BUIOJIOBYBAHHS, MOXYTh MPOSBIATUCS 1H(]EKIi€0, 110
CTAHOBHUTH 3arpo3y JUIsl KUTTSA. 3BaKalOud Ha 1€, OyJ0 BHU3HAYEHO IMYHOJIOTIYHI «HEBIJIKJIAJIHI
CUTyalii», B AKX HeoOXiJHE HeraiiHe HpOBeIEHHS MiM s IMBUAKOI MOCTAHOBKM JIIarHO3y Ta
npu3HaYeHHs Teparii. Jo TakuX MeAWYHWX HEBIJKIAIHUX CHTYaIlid HaJeXkKaTh, 30KpeMa, TSHKKHN
komOinoBanuil imyHonedinut (TKIM), nepBunnuii remodarouurapuuit cuaapom (I'JII) 1 Tsokka
BpopkeHa HertporneHis (SCN).

K/IIOYOBA PEKOMEHJAIIA 13:
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VYV HwkKYe HaBEJCHUX IMYHOJOTIYHUX HEBIIKIAIHUX BUMAAKaX HEOOXITHO HETaHO 3B'sA3aThCA 31

CIIeIiaJTI30BaHO0 KJIHIKOO 3 A1arHOCTUKH Ta JIIKYBaHHS IMyHOIe(DIIUTIB:

- EpUTPOJEPMIisl B EPIIIi THXKHI )KUTTS (0OCOOTUBO MPH TSHKKOMY KOMOIHOBAaHOMY iMYHOAE(IITHUTI)

- TsDKKa JiMQoreHis y 1-i pik »XuTTs (0COOIUBO TIPH TSHKKOMY KOMOIHOBaHOMY iMyHO1e(iInTi)

- TEepCHCTyloua rapsdyka Ta ULUTOmeHis (0co0nMMBO MpH NEPBUHHOMY TreModarouuTapHOMY
CHHJIPOMI)

- TsDKKa HeHTporeHis y autsuomy Bini (<500 KIITHH Ha MIKpOJITP, OCOOIMBO TSKKA BPODKEHA
HEUTPOTICHIN)

- TSDKKA TimoraMMariiooymiHemis (OCOONHMBO MPH TSKKOMY KOMOIHOBaHOMY iMyHOIe(inuTi abo
araMmarJyiooysiHemii)

CuiibHU KOHCEHCYC

Anpecy BIINOBITHUX KITIHIK HaBEJACHO HA oQimidHuX caiiTax Acomiamii 3 nuts4oi imyronorii API
(www.kinderimmunologie.de) ta  Himenpkoro  iMmyHosoriusoro  toapuctBa DGl
(www.immunologie.de).

19. 3HaunMicTh cneniaTizoBaHUX HEHTPIB 3 1IarHOCTHKHU Ta JiKyBaHHA iMyHoedinnTiB

JliarHocTHKa Ta Teparis XBOPUX Ha NMEPBUHHHM IMyHOASPIIUT HEMOXKIIUBI 0e3 MpaBUIbHOT
IHTEpIpeTalii pe3ybTaTiB IMyHOJIOTIYHUX JTOCIIKCHb, 3HaHb IIOA0 3aCTOCYBaHHS Ta KIIHIYHOI
OIIIHKY IMOJAJIBIIOI CIIeiaTi30BaHOi JIarHOCTHKH, a TAKOX JJOCBiy B JIIKyBaHHI 3aXBOPIOBaHb, SIKE
MOXe OYyTH HaJaHO TUIBKH B CIEIiali30BaHUX IIEHTPaxX 13 JOIarHOCTHKH Ta JIKyBaHHS
iMyHozedinuTiB. 30KpeMa, TMpU3HAYCHHsS CHEI[iaIbHUX TEparneBTUYHUX 3aXOoJiB  (Hamp.,
OoOTpyHTOBaHE  pIlIEHHS MNP0  TPAHCIUIAHTAINII0  CTOBOYPOBHX  KIITWHH, IPHU3HAYCHHS
IMyHOCYTIpecUBHOI Teparii abo OiompemnapariB) BUMarae A0CBiAy Ta 3HaHb y HIBUAKO 3POCTAIOYOMY
110J11 IEPBUHHUX IMyHOAEPIUTIB. 3a aHAJIOTIE€IO 3 IHIIUMU PIAKICHUMH CIIAJAKOBUMH XBOpoOaMHu, sK-
ot remoinist (234), 1715t 3HWKESHHS PiBHS 3aXBOPIOBAHOCTI Ta CMEPTHOCTI MEAMYHE OOCITyTrOBYBaHHS
NAIIEHTIB 13 TEPBUHHUMHU IMYHOAE(IIUTAMH PEKOMEHIYETbCS MPOBOAUTH B IMYHOJOTTYHHUX
neHTpax. Jlias XBOpUX Ha NEPBUHHUM IMyHOAE(ILMT, SKUM pPEKOMEHJOBaHA TpPAHCIUIAHTALlis
CTOBOYpOBUX KIITHH, ICHY€ PEKOMEH 1allisl, po3po0iieHa rpyor0 eKCIEePTIB, 0 AKOI BXOAUTh MOHA]
30 imyHomyOTriB Ta TpaHCIUIaHTOJdOrIB (235). Y mii myOmikamii akieHT poOUThCS 30KpeMa Ha
BaXUIMBOCTI PaHHBOI JIarHOCTUKM NEPBUHHUX IMYHOAEQIUUTIB 1 CHUIBHOMY MOJAJIBIIOMY
MEIMYHOMY OOCIIyTOBYBaHHI TAKHMX MAallI€HTIB €KCIIEPTaMU-IMYHOJIOT AMHU.

BaraabHum @PenepanbHuMm Komiterom (G-BA) na 3aciganni 18 rpymas 2008 poky
YXBaJECHO pIMIEHHS LIOJ0 KOHKpeTH3alii JIarHOCTHUKM Ta 3a0e3Me4YeHHs MAaLI€HTIB 13 TSKKUMHU
IMYHOJIOTTYHUMHU 3aXBOPIOBaHHSAMHU /10 JIMpEeKTHBU 3 aMOyJIaTOPHOTO JIIKYBaHHS B JIIKapHI 3T1JIHO 3
§ 116b Koaekcy couiansHoro 3abe3neueHns, yactuHa V. [{oo nikyBaHHS TaKuX MaiieHTIiB (aiTel 1
nopocnux), 3aranpHuit Oenepanpauit Komiter BuMarae: «MeaudHui TepcoHAN MOBHHEH MATH
JOCTaTHIA JIOCBl y JIIKyBaHHI MAI[lEeHTOK Ta TAali€HTIB 13 TSDKKUMU IMYHOJIOTTYHHUMHU
3aXBOPIOBAHHIMH 1 pEeryysipHO OpaTH ydacTh Yy 3axoJax 13 HIABUINEHHS KBamidikaiii, a Takox
MDKJIUCHMITTIHAPHUX KIIHIYHUX po300pax».

KJIIOYOBA PEKOMEHJIAIIA 14:

VY pasi giarHocTyBaHHS MEPBUHHOIO IMYHOJE(IIUTY, O MEAUYHOIO OOCIYyroBYBaHHS Mae OyTH
3aJTy9eHO JTIKaps JOCBIAYEHOTO CIIeIialicTa 3 TIarHOCTUKH Ta JIIKYBaHHS IMyHOJE(DIIHTIB.
CuibHMi KOHCEHCYC

20. BinkpuTi nUTAHHA Ta JaHi, 10 MAaIOTh OyTH 3i0paHi

Buznaueni naHi Moka3yloTh HEOOXIAHICTH MPOCIEKTUBHOTO OCHIDKEHHS IMOJO0 OIIHKH
YyTIUBOCTI Ta CHEUU(IYHOCTI HABEIEHOTO B LIbOMY JOKYMEHTI CIUCKY HAaCTOPOXKYIOUHX O3HaK
nepBuHHOTO IMyHOnedimuty (auB. KiouoBy pexkoMeHmaiiro 5). J[omaTkoBO MPOCTIEKTHBHE
0araToleHTPOBE JOCIHIPKEHHSI Ma€ MPOJEMOHCTPYBATH YaCTKy NMEPBHHHUX IMYHOAE(DILHMTIB, siKa
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OXOIUTIOETHCS PEKOMEHJIOBAHOI0 0a30BOI0 MIarHOCTHKOK. CHCTEeMAaTHYHHI OOJIK MAaIlieHTIB 13
NEPBUHHUMH IMYHOJEDIIUTAMUA B PEECTpaxX, HANPHKIAL PEECTpi €BPONEHWCHKOTO TOBAPHCTBA 3
NEepBUHHUX iMyHOMe(hinuTiB (Www.esid.org), MOke CTaTH KOPUCHOK IUIAT(HOPMOIO ISl OIIHKH
chOpMyYITbOBaHUX Y IBOMY JOKYMEHTI HACTOPOKYIOUMX O3HaK. J[OCIiPKeHHS 3 1HIIMX KpaiH JaloTh
MPHBiJ BBaXATH MOXJIMBUM 301IbIICHHS PIBHS JIarHOCTUKH TEPEAYCIM 3a PaxyHOK 3aXOIiB i3
nigBuIeHHs KBaiidikamii as jgikapiB (236). Ominka 3HaHb JiiKapiB 3araabHOi nmpakTtuku y CIIA
HoKasaia, o 0araTbOM JIiKapsM B3arajii He BiJOMO Mpo iCHyBaHHS npodeciiiiux HactaHoB (237).
Ile neMOHCTpye BaXIJIMBICTh 3aXOdIB 13 TMIJABHMINCHHS KBamiikaiii Ha TeMy IEPBHHHHUX
iMyHOZEIHUTIB, 30KpeMa y TpyIi JiKapiB NpUBaTHOI NpakTHKH. Omy0OikoBaHa IIUM JOKYMEHTOM
HacTaHoBa 3'sBuutacs B 2012 polti B pi3HUX HIMEIBKUX JXypHallaX, Oyiia mpecTaBieHa Ha KOHTpecax,
NOCWJIaHHS Ha Hel po3mimieHi Ha OQINiHHMX calTax MPOBIAHUX THpodeciHHuX ToBapucTB. s
IMIJIEMEHTAIlii pearoBaHoi Bepcii 00roBOPIOIOTHCS 1HIIT MOYKIMBOCTI PO3MOBCIOKECHHS.
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JOJATKHMN po pxepena Leitlinie ,,Diagnostik auf Vorliegen eines priméiren
Immundefekts* - Abklirung von Infektionsanfilligkeit, Immundysregulation und weiteren
Symptomen von primiren Immundefekten

Komenmap pooouoi zpynu: Poboua epyna esadicana HeOOWitbHUM 6KIIOYAMU 00 OAHOI
KAIHIYHOT HACMAHO8U NOBHY TH(OpMayii wodo asmopcvbko2o Koiekmugy doxymenmy «Diagnostik auf
Vorliegen eines primdren Immundefektsy», 3 yieto inghopmayieio ModicHa 0O3HAUOMUMUCH Y NOBHOMY
mekcmi  npomomuny — 3d  NOCULAHHAM https://www.awmf.org/uploads/tx_szleitlinien/189-
0011_S3_Therapie-primaerer-Antikoerpermangelerkrankungen-2019-05_01.pdf

1. Cnucok HACTOPOKYKYHX 03HAK 3 MEPUIOro BUAAHHS
KJIFOYOBA PEKOMEHJIALIA 4:
Hacropoxyroui 03HaKu MOXKYTh IOITIOMOTTH Y BUSBJICHHI IEPBUHHUX IMYHOACOIUTIB Y AITEH Ta
JIOPOCIINX:
Koncencyc

HacTopoxyoui 03HaKM epPBUHHMUX iIMYHOAe(DIHUTIB

Hditn Hopoci

[TaronoridyHa CXUIIBHICTH 110 1H(QEKIIHHUX 3aXBOproBaHb: «ELVISy»

1. |AxpoHim HiMenpKUX ciiB: 30ynHUK — E, mokamizanis — L, nepedir — V, inTencuBHicTh — | Ta
cyma — S

nu3perynsuig imyHHoi cuctemu: «GARFIELD»

2. |I'panynboma — G, ayroimyHiTtet — A, peruanByroda rapsiaka — F, Hetunosa exzema — E,
nimdonpomidepartis — L, XpoHiuHe 3anajieHHs KUIIeYHUKa — D

3. |[lopymieHHs1 pO3BUTKY Brpara Baru, nepeBaykHo 4yepes J1iapero

[TaTosorii B poAMHHOMY aHaMHeE31
4. |(Hamp. KpOBHA CHOPIHEHICTb, IMyHOJE(IIMT, MATOJOTIYHA CXWIBHICTh 10 1H(EKIIHHUX
3aXBOPIOBaHb, TU3PETYIISIIS IMyHHOI cUCTEMU, JTIM(OMU)

5. [JIaGoparopis: dimorieHis, HeUTPOTEeHisl, TImoraMMarjiooyiHeMist

2. Knacudgikamis MCIT 2015, nozin 3a rpynamu 3axBoproBatb (1)

1. ImyHOAediuuTH, IO CTOCYIOTHCS KIITUHHOTO Ta TYMOPaJIbHOTO IMYHITETY

2. KowmbinoBani iMmyHOIE(DIINUTH 3 acOMIHOBAaHUMHU a00 CHHAPOMATBHUMU MPOSBAMHU
3. IMmyHOmediunTH, B IKUX HA IEPIINH TJIaH BUXOIUTHh HEIOCTATHICTh AaHTUTILI

4. 3axBOpIOBaHHS 3 IU3PETYISIIEI0 IMyHHOI CHCTEMHU

5. Bpomxenuii nedexT KinbKoCcTi Ta/abo GyHKIT (aronuTis

6. JedinuTi BHYTPIIIHBOKITITHHHOTO 200 BPOJKEHOTOIMYHITETY

7. Ayro3ananbHi 3aXBOPIOBAHHS
8. JedekTn koMIieMeHTy
9. ®eHokomii MEPBUHHUX IMyHOA€(ILUTIB

3. Hacropoxyrwui o3naku JMF nas aireii i gopocaux (http://www.info4pi.org)

10 . 10 .
Hacropoxyroui o3Haku . Hacropoxyroui o3Hakn
MEPBUHHOTO IMYHOE(DIIUT MEePBUHHOTO IMyHOAEDIUT
p yHOReQinmTy opocx <P yHOZE(inmTY
[lepBunnmii imyHoaedinut (I11) [lepBunnuii imynonedinut (I11) Buknukae y
BUKJIMKAE y JiTeH 1 Jopocaux iHpekii, JiTel 1 Jopocnux iHGEKIil, AKi yacTo
SIK1 9aCTO TTOBEPTAIOTHCS a00 MOBEPTAIOTHCS 200 HAA3BUYAWHO Ba)KKO

HaJ3BUYANHO BAXKKO ITIAI0THCS i IAI0THCS JIIKYBaHHI0. YacToTa OTHOTO 3



https://www.awmf.org/uploads/tx_szleitlinien/189-001l_S3_Therapie-primaerer-Antikoerpermangelerkrankungen-2019-05_01.pdf
https://www.awmf.org/uploads/tx_szleitlinien/189-001l_S3_Therapie-primaerer-Antikoerpermangelerkrankungen-2019-05_01.pdf

JiKyBaHHIO. YacTOTa OJTHOTO 3 BiJOMUX
MEePBUHHUX IMyHOIe(IITUTIB cKitamae 1:
500 oci6. ko y Bac abo Koroch i3
BAIIIMX 3HAHOMMX € IBi 200 OijabuIe 3
HACTYNHHUX HACTOPOKYIOUYHMX 03HAK,
MOTrOBOPITH 3 JIiIKapeM PO MOKJIUBY
HASIBHICTh CYMYTHHOT0 NEPBUHHOIO
imyHonedinuTy.

1

Yotupu abo OinbIne iHpEKIii

CEpEHBOr0 ByXa MPOTAroM 1 poky.

JIBa abo OibIe cepiO3HUX
CHHYCHTIB IPOTIToM | poKy.

J1Ba a0 OinbIlie MiCALSIIKYBaHHS
aHTUOI0TUKAMH MTPAKTHYHO 0€3
pe3yJbTary.

JIBi ab0 OinbIIe MTHEBMOHIT
poTsroM 1 poky.

Hemosns ne Habupae Bary abo
CIIOCTEPIraeThcs 3aTPUMKA POCTY.

PeunnuByroui, rmuboki abcuecu
mKipyu a00 BHYTPIIIHIX OpraHiB.

CTIMKUNA KaHAUI03 CIU30BOI
000JIOHKH poTa abo TprOKOBa
1H(EeKIs Ha HIKIpI.

[ToTpeba y BHYTPIIIHBOBEHHUX
aHTHOl0THKAX U1 60pPOTHOU 3
1H(QEKLISIMH.

JIBi abo OinbIie 6€3CUMITTOMHI
1H(eK11i, BKIIIOYal0uu CENTUYHY
rapsuKy

10

[TI/1 B poquHHOMY aHaMHE31.
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BiJIOMHUX MIEPBUHHHUX IMyHOACPIIUTIB CKiIanae 1:
500 oci0, sikoe y Bac abo Koroch i3 Bammx
3HallOMHUX € ABi 200 OiJIbIIe 3 HACTYIIHUX
HACTOPOKYIOUMX 03HAK, MOTOBOPITH 3 JIiKapeM
MPO MOKJIHUBY HASIBHICTh CYYTHbHOT'O
NMEePBUHHOIO iMyHOaedinuUTYy.

JIBi abo OinbIie HOBUX 1H(EKITIH
CEpEIHBOr0 ByXa IMPOTAroM | poKy.

JIBa abo OibIIe CEpHO3HUX CUHYCHUTIB
npoTsrom 1 poky, 3a BiJICYyTHOCTI aJeprii.

OpHa MHEBMOHIS Ha PiK MPOTATOM Oijblie 1
POKY.

XpoHiuHa jiapes 3 BTpAaTOIO Baru.

BipycHi peruauBytoui iHdekii (3acTynu,
reprec, 00poAaBKU, KOHJIUIIOMA).

[TocriitHa noTpeba y BHYTPIIITHHOBEHHUX
aHTHOI0THKAX U1 O0POTHOH 3 1H(EKIISIMH.

PeunauByroudi, rmuboki abciecu mkipu abo
BHYTPIIITHIX OpPraHiB.

Criiikuii kanan03 adbo rpuOkoBa 1HMEKIis
Ha LIKipi a00 B IHIIOMY MICIIi.

IHdixyBaHHS 3a3BUYall HELIKIUIMBUMHU
aTUMOBUMH MIKOOAKTEPISIMH.

10

[TI/1 B poquHHOMY aHaMHE3I.

4. IMF 4 eranu nepeBipku Ha I11/] (nepBunHmii imyHnoaeginur)
(http://www.info4pi.org)

4 ETanu nepeBipku Ha nepBUHHUH iIMyHOIEe(DIIUT

Ictopist xBopoOu (aHamMHe3) Ta MeAn4dHe ((pi3uKanbHe) 00CTeKEHHS, 3PICT 1 Bara
3aranbHUM aHai3 KPOBi 3 MiIPaXyHKOM JICHKOIIUTapHOI popMyiH
KinbkicHi piBHI imyHornooyininy IgG, IgM, IgA (omiHka 3riJJHO 3 BIKOM)

Amnaniz migknacis [gG

Busnauenns crenudiqyHOIryMopaabHOi IMyHHOT BIIMOBIAL (TTpaBelb, TudTepis)
Peaxi1isi Ha MHEBMOKOKOBY BaKLUHY (10, Ticiist) (U151 BiKy 3 pOKH 1 cTapiie)

HIkipHi npo6u Ha Candida i npasenb
[Toepxuesi mapkepu dimdpouutis CD3/CD4/CD8/CD19/CD16/CD56
HocnimkenHs nposidepairii MOHOHYKJICapHUX JTiM(OIUTIB (3 BUKOPUCTAHHSIM
MITOTE€HHOT Ta aHTUT€HHOT CTUMYJISIIIT)
[ OkcupadTHA peakiliss HeUTpodiuTiB (SIKIO MoKa3aHa)



http://www.info4pi.org/
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Ckpuninr cucremu komruiementy CHS0, C3, C4

BumiproBanus ¢pepMeHTIB (aieHO3UHIE3aMiHa3a, MypruH-HYKIeo3uadochopriiaza)
JocnimpkenHs ¢parouutis (IOBEpPXHEBI MTIKONPOTETHU, pyXJIUBICTh, (ParouuTos)
JlocmiKeHHs IIITOTOKCHYHOCTI IPUPOIHUX KiJIepiB

JonatkoBi gociipkeHHs: cucteMu komrieMenty AH50

Heoanturen nns TecTyBaHHSI BUPOOJICHHS aHTHUTLI

[H111 MOBepxHEB1 / UTOIIIA3MATUYHI MOJICKYJTH

JlocmiKeHHsT peenTopiB 70 IIUTOKIHIB

CiMeliH1 / TeHEeTHYH] JOCIIHKEHHS

SN
e 6 6 6 06 06 0 0 O

5. OnoBJieHi HacTopo:Kyr0ui o3Haku gupexkTuBu SLIPI qis nopocaux, 2015 pik (145)

3a HasABHOCTI 0JJHOT0 200 JEKIJILKOX HUKYEHABEIEHUX HACTOPOXKYIOUHMX 03HAK, CJIi/
3ayMaTHCs PO 00CTesKEeHHsI 11010 IEPBUHHOIO IMYHITeTY:

1. Yotupu abo Ginbiie iH(EKIiHHIX 3aXBOPIOBAHD AUXAIBHUX IIISAXIB — SIK-OT OTHT,
CUHYCHUT, OpOHXIT 200 MHEBMOHIS — 13 HEOOX1IHICTIO Teparlii aHTUOI0TUKAMHU 32 OJIMH PiK, 1110
CIIOCTEPITaeThCs MPOTATOM 2-3 POKiB

2. [Toranuit abo BiACYTHiil eeKT JIiKyBaHHS aHTUOI0TUKaMU 200 TOBTOPHI pEIUANBHI

3. JIBa Ta GibIIe TSHKKUX OaKTepialIbHUX 3aXBOPIOBaHb, HAIP. OCTEOMIENIT, MCHIHTIT,
cerncuc abo iHQEKIIii M'TKMX TKaHUH

4, JIBa Ta Ginbiie Bepu(ikoBaHUX PEHTTEHOJIOTIYHO CHHYCUTIB 200 MHEBMOHIH 3a
niepion 3 poku

5. [Hdexii 3 He3BUUHOIO JIOKaJi3ali€eo Ta/abo BUKIMKaHI HE3BUUHUMU 30y THUKAMU

6. Binomuii nepBuHHMIA iMyHOAE(DIIUT Y POIUHI

6. HacTopo:xyrwui o3naku ESID (www.esid.org)
HacTtopoxy1o4i 03HaKM HAABHOCTI NEPBMHHOIO iMyHOAeinuTy y 10pOCIOMY Billi:

1. Yotupu abo Ounbiie 1HQEKUIHHUX 3aXBOPIOBaHb (OTUT, OpOHXIT, CHUHYCHT,
ITHEBMOHis1) 3 HEOOX1IHICTIO Teparlii aHTHOI0TUKAMHU 3a OJIUH PiK

2. PeunguByroui iH¢ekuii abo iH¢ekuiss 3 HEOOXIJAHICTIO MPOJOHIOBAaHOI Tepaii
aHTUO10TUKaMU

3. JIBa Ta Guiblle TSHKKUX OaKkTepialbHUX 3aXBOPIOBAaHb (OCTEOMIENIT, MEHIHTIT, CENICUC
a6o iH}ekii M'IKUX TKAaHUH

4. JIBi Ta Ounpmie 3adikcoBaHi B pe3yibTaTi NMPOMEHEBOI JIarHOCTHKU ITHEBMOHIL
HpOTIroM 3 pokiB

S. [ndexuis Ha HE3BUYHOMY Miclll @00 BUKJIMKaHa HE3BUYHUM 30y THUKOM

6. HasBHICTH NEPBUHHOTO IMyHOE(IUTY B POJUHI

7. IlonepemxkyBanbhi o3Haku I/ -anxropurvu (22)
[TonepekyBabHi 03HAKH JUIs JAiTeH > 1 poky: OOcTeXeHHs TOKa3aHo 3a HassBHOCTI MIHIMYM
onHiei. KomOiHalis AeKiTbKOX MONepeKyBaIbHIX O3HAK MiJBuUILye BiporiaHicTs [11/] (mepBunHOTO

iMyHOIE(PIITUTY).

1. [TaTonoriyHa CXMIBHICTD J0 1H(EKIIHIX 3axBoproBaHb: «kELVISy

2. [TpusHaueHa Teparmis aHTHOIOTHKAMU He MaJja JIIKYyBaJbHOTO e(eKTy

3. [TopymieHHst po3BUTKY (i3 XpOHIYHOIO Alapeero abo 6e3 Hel)

4. VYcknaaHeHHsT Miclsd IMIEIUIeHHS JKUBHUMM BakUuMHaMu (1H(QIKYBaHHS BaKIMHHUM
MaTOreHOM)

S. [TaTonorii B poaiMHHOMY aHaMHe31 (Hamp. IMyHOAEPIIUT, TATOJIOTIYHA CXUIIBHICTh J10
1H(pEeKIIHHIX 3aXBOPIOBaHb, BUMAIKNA CMEPTI 3 HEBUSCHEHUX MPHYUH)

6. JlabGopaTopHi mocmimkeHHs: Hanp. gimboneHis < 1500/mkir; HeriTponeHis < S00/mMki1,

3HWKEHI IMyHOTJI00Y/1iHM (HOpMH 32 BikoM!)
JloaTKOB1 HACTOPOKYIOYl O3HAKH Y HEMOBIIST.
1. Crilikuii 1epMaTuT, 0OCOOIUBO MPH MOSABI 10 2-TO MICSIIS KUTTS
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2. [Ti3He BiamagaHHs 3UIIKY TyTTOBHHH

8. IlaTosoriuna cXwibHIiCTh 10 iHdekuiliiHuX 3axBopwoBanb: ELVIS:

30ynuuku: nepenycim Ha IIIJI (mepBuHHMI iMyHOAEhINHMT) BKA3yIOTh OIMNOPTYHICTHYHI
30yIHUKH, SIKI YTBOPIOKOTH KOJIOHIT 1 y 3BUYAHHUX OCi0, ajle MOXKYTh CTaTH iIHBa3UBHUMH 32
HassBHOCT1 IMyHOACOILIUTY.

Jlokamizamisi: MOHOTOMIYHI 1H(EKIil NalTh MPUBIA JUIA MiJO3PH CKOpIlIEe aHATOMIYHHX
MPUYHMH, a TOJITOMIYHI — JAe(IiIUTy 3aXMCHUX CHJI 13 CHCTEMHHUM IPOSIBICHHAM. Takox
Bka3yBaru Ha [11]] Moxke aTumoBa JoKasizamist OKpeMHX 30yIHUKIB (Hamp. a0CIiec TOJIOBHOTO
MO3KYy, crippunHeHuii  Aspergillus )

[lepebir: HeouikyBaHO XpOHIYHMH a00 penuauWBYyOuUuMi  mepebir  iHdekmiiiHoro
3aXBOPIOBaHHS, a TaKOXX HEIOCTATHS BIJAIMOBIIb HAa Tepamito aHTHOIOTHKAMH (IIUB. TAKOXK
HaCTOPOXKYIOUY O3HAKY 2).

[HTeHCUBHICTB: = CTYMIHb TSXKKOCT. He3BUYHO TskKui nepedir iH(EeKIIHIX 3aXBOPIOBaHb
Mae natv npuBig go mimo3pu Ha [1IJ] (nepBunHMT imyHOmedinmT). OcHOBHI iH(EKHil
(MTHEBMOHI{, MEHIHTITH TOII0) YACTO € OLIbII IBHUMHU O3HAKAMH, aJie IEPCUCTYIOY1 Ta 3aHATO
4acToO peluANBYIOUl HEOCHOBHI 1H(EKIIi (CepeaHiil OTUT, TOCTPi TACTPOCHTEPUTH) TAKOXK €
Mi03pUTUMU 3 TOUKH 30py HasBHOCTI [11]] (mepBuHHOTO iMyHOACDIIHTY).

Cyma iH(exkIiil: mepeBaxkHO 3raJyeThCcsi XBOPUMHU a00 OaTbKaMH MAIIEHTIB SK MPOBIIHUN
CUMITOM (TYT MOKE CTaTH B TIPUTO/TI BEJICHHS KaJICHAPs TapsIKd ). 3a3HAUYNTH TOUHY KTOUKY
BIJICIKaHHSI», SIKA PO3MEKOBYE «I11€ HOPMAIbHY» KUIbKICTh Ta MAaTOJIOT1YHY 4acToTy. MokHa
opieHTyBatucs (s AiTE€H MOJOAMIOTO BiKYy) Ha TaKi MOKAa3HWKU: > HEOCHOBHHX IH(EKIii
MIPOTATOM OJIHOTO POKY, > IBYX ITHEBMOHIH a00 TSYKKUX CHHYCHUTIB IPOTSITOM OJHOTO POKY.

9. Hactanosa IDF (142)

PELMAMBYIOUI
IHOEKL|

Y o ” :
. Hu3bKuI piBeHb NekoumnTiB
Mepcuctyioui BuKnuKaHi pB KpOBi
oy He3BU4YaHUMM abo .

MeHLW He6e3neyHnMmu
36yaHMKaMu iHdekuii

A
Po3rnaHbTe
nepBUHHE
imyHoaediunTHe

Caia po3riasiHyTH MOKIHBICTH IEPBUHHOIO iIMyHOAedinuTy, IKIIO:
MaroTh mictie peruanByrodi iHpeKIIii, abo € He3BrUYaliHa a00 mepcucTyroda iH)eKIis
3a3Buyail 1oOposKiCHA TUTAYa XBOpOOa Mae YCKIAAHEHHs (MOKe CTaTH HeOE3MEeYHOIO IS

KUTTS)
PiBeHb NEHKOIUTIB B KPOBI HU3bKUI 200 cTa01IbHO BUCOKUI
KJIFOYOBI KOHIIEIIIIT
v CKPHUHIHI'OBA
OCEPEJOK IHOEKIII | MOXJ/IMBA IPUYHNHA JNIATHOCTHKA
BepxHi 1uxanpH1 HUISXH Jedinut antutin abo PiBHI cupoBaTKOBOTO
KOMILJIEMEHTY IMYHOTJIO0YIIHY, THTPU aHTUTLI 10

O1IKOBHX 1 MOJIicaXxapuIHUX
BakIuH; 13oremarrarotuninm; CH50

HwxHi tuxansHl HUISXT Jedinut anTUTLT 260 PiBHI cupoBaTKOBOTO

KOMIUIEMEHTY; aedinut T-  |iMyHOrI00yIiHy, TATPH aHTHUTLI 10
OLTKOBUX 1 MOJTiCaXapHIHUX
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KIIITUH; AeQeKT BakuH; 13oremarriatotuninm; CHS0;
(haronuTapHUX KIITHH JeKkonuTapHa Gpopmyria 3 pydHUM
METOJIOM ]ISl IiIPaxXyHKy
HEeUTpOodTiB, JTIMPOIHUTIB 1
TPOMOOIIMTIB; pecIipaTopHuit

BUOYX
lkipa, BHyTpimHi oprann  |edekr paromurapaux Pecnipatopuwuii Bubyx /Tect
KJIITHH CD11/CD18
Kpos abo uenrpanpua Hedimut anTUTia 60 PiBHI cupoBaTKOBOTO
HepBoBa cucteMa (000JIOHKA |KOMIUIEMEHTY IMyHOTJI00YITIHY, THTPH aHTHUTLI JI0
TOJIOBHOTO MO3KY) OUIKOBHX 1 TOJTiCaXapuaHUX

BakuuH, CH50

Komenmap pobouoi zpynu:
10. Iepenik kniniunux o3nax nioozpu wiooo I11J] ona nikapie piznux
cneuyianvhocmeil (ne iMyHon02ie)
(aoanmosano 3 Warning signs of Primary Immunodeficiency for specialty care physicians, wo
po3pobneni Juan Carlos Aldave (Allergy and Clinical Immunology Rebagliati Martins National
Hospital, Lima-Peru ) i posmiweni na caumi Jeffray Modell Foundation info4pi.org
[http://downloads.info4pi.org/pdfs/Diagnostic-Algorithm-for-Specialty-Care-Physicians.pdf].

AJIEPI"'OJIOI'TA
Kniniynuii nposs 1lioospa na I11]]
Baxko KOHTpoJIbOBaHa acTMa CenexruBHuii nedimut IgA
3aranpHU BapiaOenbHUM iIMyHOAEPIIUT
Jedinut cienndiuHuX aHTUTLI
Ex3zema Cunapowm BickoTa-Onnpiua

WIP nedinut

I'inep-1gE cunapomu (cunapom xoba, PGM3 nedinur,
CARD11 LOF)

Cunapom OmeHa

[PEX (iMmyHHa nu3peryssiis, noidieHI0KpHHONaTis,
eHTepomnarisi, X-34erieHuid CHHAPOM)

Cungpom Hezeptona (ixTio3upopMHa epuTpoaepmis,
JiHeapHHi 1XTi03, 0aMOyKOBE BOJIOCCS)

Hedinur MALT1

IToBTropHuit anrioneBpoTHuHUi | CriagkoBHii aHT1I0HEBPOTUYHUN HAOpsIK (aediuut Cl1-

HaOpsIK 1HT101TOpa/ecTepasn)
Tspxka aneprist Ha ixy Ta/ado DOCKS nediuut (ayrocoMHO-peniucuBHUM rinep-1gE
JIKH CHUH/IPOM)

PGM3 nedinur

BHYTPIIIHA MEJUIINHA / TIEAIATPIA

Kniniunuit nposae Ilioospa na ITLJT
ATepockiepos ImyHo-KicTKOBa nuctnasis [umvke
BincraBanus k pisuuHoMy Tsoxkkuit koMOiHOBaHUM IMyHOAEDLIUT
PO3BUTKY SAxobcen cunapom (11g23)

Cunapowm JliJl>xopmxi
Cunnpom Hiiimeren
Cungpom bapra
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I'emodarountapuuit
JTMQOTICTHOITUTO3

Tledextn y PRF1, MUNC13-4, STXBP2

HenepeHnocumicTts roaony

I'mikoreno3s tumy 16

OxupiHHs

Cungpom COHEN

PexypenTHi pecriipatopHi
iHdexIii, iIHTepcTUIliiHa
MTHEBMOHIsI, TpaHyJIeMaro3s,
ayTOIMYHITET

3aranpHuil BapiabenbHUN iMyHOIEDITUT
POLD1 / POLD2 nedinut
POLEI nedinur

Tumoma ta
rimoramarjaoOymHeMis

Cunapom 'yna

I'ACTPOEHTEPOJIOI'TA

Kniniunuu npose

1lioospa na I11]]

AOciiecu IeYiHKU

XpoHiyHa rpaHyieMaTo3Ha XxBopoda

ABTOIMYHHHUH KOJIT

IPEX (iMmyHHa qU3peryIisiiisi, MOJTieHIOKPUHOIIATIS,
eHTepoIarisi, X-34eIUICHUH CHHJIPOM )

CD25 nedinut

Cungpom Omena

XLP tun 2 (XIAP nedinur)

IL-10R nedimmt

NEMO cunapom

IL-21 nedimut

ARPCIB nedinut

I'mikoreno3s tumy 16

AyTOIMYHHMI renaTur

XPOHIYHUH HIKIPHO-CIU30BUHN KaHIH]103

l"actpoenTeput BCL10 pedinur
Hedimutr MHC knacy 11, rpyna A
ICOS nedimut
EnTeponaris SAMD9
3ananbHi 3aXBOPIOBAHHS XpoHivyHa rpaHyjieMaTo3Ha XBOpooa
KHUIIEYHHUKA IPEX

IL-10 nedimur

IL-10RA nedimut

IL-10RB medinut

NEMO cunznpom

CD25

STAT5b

XIAP (can test NOD signaling with MDP or TriDAP)
ABTO3ananbpH1 CUHAPOMU

NOD2

X-3yenieHa araMaryiooysiiHemis
3axBOpIOBAHHS MEYIHKHU Ta CD40L/CD40 nedinut
’KOBUOBHUBIIHUX IILISAXIB MHC knacy II nedinut

IL-21R nedimut

Kanaunos crpaBoxony

Komb6inoBasni imyHomeinutu

HedimuTu parouurosy

XpOHIYHUH MIKIpHO-CIU30BUI KaHAMI03 Ta acOIliiioBaHi
nedexrn (APECED, IL-17F, IL-17RA, CARD9, STAT1)

Kumikosa nimdanriexrasis /
eKCyJaTUBHA EHTEPOIaTis

CungpoM XaHHEKaM
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JIamOI1103, SIKHMiT BaXKKO
JIIKYBaTH

Jediuuti aHTUTUTOYTBOPEHHS, BKIIOYAIOYH CEIEKTUBHUIN
nedinut IgA, 3aranpHuit BapiabenbHui iMyHOAEDIINT, X-
34YerIeHy aramarjo0yIiHEeMito

MHOXWHHI aTpe3ii KUIIICUHUKY

HeiiponanpHa aucrasiero
KUILICYHHKA

lNimonuiasis XpsImiB-BoOJIOCCS

[Tankpeatur i3
30BHIITHBOCEKPETOPHOIO
HE/IOCTATHICTIO

Cunapowm llIBaxmana-/laiiMona

PenmauBHi Hamaau 00JIrO B
KHBOTI (IMITYIOTh TOCTPHIi
JKUBIT) O€3 rapsiaKu

CnankoBuit aHTi0OHEBpOTHYHUH HAOpsK (aedimut C1-
iHTi0iTOpa/ecTepasn)

PennauBHi Hammaau 00JIrO B
XKHUBOTI (IMITYIOTh TOCTPHIi
JKUBIT) 3 TapsIKOIO0

CimeitHa cepe13eMHOMOpChKa rapsiaka

XpoHiuHa giapes

Jedinuta aHTUTIIOYTBOPEHHS

Komb6inosani imynonedinutu (ICOS, TCRa nedinur)
IPEX (iMmyHHa qU3peryIisiiisi, MOJieHIOKPUHOIIATI,
eHTepoIarisi, X-34eIUICHUH CHUHJIPOM )

CD25 nedinut

XpoHivHa rpaHylieMaTo3Ha XBopooa

IL10R medimur

TpuxorenaToeHTEpUUHUI CHHAPOM

IMmyHOIEDIIHT 3 IEHTPOMEPHOIO HECTAOLIBHICTIO 1
anoMaiismu oomuus, ICF1

CHUHAPOM TINOIIIa3ii XPSIIiB -BOJIOCCS

[emaxist / TIFOTEHOBA
eHTeponarist

CenextuBHuit nedpinut IgA
3aranbHUI BapiaOenbHUN IMyHOAEPIIUT

XBopoOa ['ipmmpyHra

I'inmonuia3sis XpsIiB-BOJIOCCS

HI1yHKOBO-KHUIIIKOB1 KpPOBOTEU1
BHACJIJIOK CyJIMHHOT eKTa3ii

CTCI nedimut

I'EMATOJIOI'TA
Kniniunui npose Ilioospa na ITIJ
AnacTiyHa aHeMis X-3ueruieHuit niMmdornpomidpeparuBauil cuaapom tum 1 (SAP

nedinuT)
Bpokennit guckeparos

AyTOIMYHHI LIUTONEHIT

3aranbHU BapiabenbHu iIMyHOAEPIIUT

AID (akTuBaTOp-iHIyKOBaHA IIUTI/IIH AeaMiHa3a) AeiluT
PNP nedinut

LRBA nedinur

IPEX

CD25 nedinut

AyTtoiMyHHMI TiMdonponipepaTUBHUN CHHAPOM
CDA40L gedimut

MST1 nedinur

TFRC nedinut

Bickorra-Onapiua cuaapom

ICF1

Bpomkena acruieHist

Cungpowm IBemapka
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Bpomkena TpoMOOIIUTONIEH S 3
MaJIMMH TPOMOOIIUTaMH

Cunnpom Bickora-Onmpiga
X-34erieHa TPOMOOIUTOTICHI s

WIP nedinut
Bpomxkena tpombonutonienis 3 | WIP nedinur
HOPMaJHbHUMH TPOMOOIIMTAMU ARPCIB nedinur
Bpomkena TpomMOOLIMTOIICHISI 3 | © Cunapom bepuapa-Cypbe nipu iJl>xopmki cuHIpomi

BCINKHUMU Tp0M6OI_II/ITaMI/I

(curmpomi nenernii 22q.11.2)

T'emoiiTuuHa aHeMis

Jedinut nypus Hykieosun pochopunazu (PNP)
Cunnpom Bickora-Onpiga

IPEX

3aranpHuil BapiabenbHUN iMyHOIEDITUT

CD40L nedimut

I'emodarountapuuit
JTiMQOTiCTHOIUTO3,
¢dyneMiHaHTHA 200 XpOHIYHA
iH(eKIIis1, BUKIMKaHa BipycoM
Enmreitna-bappa

Cimeiinmii remogaronutapHuii 1iM(OTiCTIONUTO3
X-3uerieHui JimponpodidepaTnBHUN cHHAPOM THIIIB 1 260
2

Itk nedimur

CD27 nedinut

JledekTn MarHi€eBUX KaHaJIIB

MSTI1 nedinut

Cunapom Yeniaka-Xiraci

Eputpoinna amnasis

I'imonuiasist XpsiB-BOIOCCS

3axBOpIOBaHHS MOI0HE 110
nerkemii

NRAS/KRAS nedimur

3HaYHWI JIEUKOLIMTO3

Hedext (medinut) aaresii JSHKOIUTIB
AyTtoiMmyHHMH JdiMdonpoidepaTuBHUN CHHAPOM

Jlimpanenonaris ta
rernaTocIuieHOMeratis

X-3yeruieHu# niM@onporaidpepaTuBHUNA CUHAPOM
AyTtoimyHHM JTimMdonponidepaTuBHUN CHHAPOM
AID (akTuBatop-iHIyKOBaHa LUTIJIH A€aMiHa3a) AePiuT
UNG pedinur

Komb6inoBani imyHonedpiuutu (LAT nedinur, MST1
nedinuT)

XpoHiyHa rpaHyjieMaTo3Ha XxBopooa

CTLA4

Cunnapowm akrtuanii P31K-nensra

MOPDI nedinut

FCHO1 nedinut

I'inep-1gM cunapom

Jlimpoma Xomxkkina,
HEXO/KKEHKIBCKa JTiMpoma

Rhoh nedimur

MST1 nedinut
Bickorra-Onapiua cuaapom
Cunapom Hiiimeren
Cunnpom biayma

PMS2 nedimur

MCM4 nediuur

Jlirasu I nepinut
INnomnnasis XpAuIiB-BosoCCs
AyTtoimMyHHHI JTiMdonponidepaTuBHUN CUHAPOM
I'inep-1gM cunnpom

Merano0JiiacTHa aHEMIS

MTHFDI nedinuT (rineproMonucTeinemis)
Jedinut Tpanckobanaminy 2
SLC46A1 / PCFT nedinur
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Mienoaucniasis

MYSMI1 npedinut

Bpokennit guckeparos

SAMDO: MienouCIUIACTUIHAN CHHAPOM 3 abepartiero 7
XPOMOCOMH

SAMDOIL: mienoauciaCTHYHAN CHHAPOM 3 abepalieto 7
XPOMOCOMH

I'inmonuiasis Xps1iB-BOJIOCCS

Mienokaxekcis

WHIM cunapom

MononuTto3s

NRAS/KRAS nedimur

HenocraTHiCcTh KICTKOBOI'O
MO3KY

Cungpom biayma

ERCC6L2 (Hebo nedinut)
[Nnmorutazis XpsimiB-BoJIOCCS
MYSMI nedinur

ImyHo-KicTKOBa nuctuiasis Humke
CTCI nedinur (TppoXIiHilHA)

Hetitponenis

Tskka BpoKeHa HEUTPOTIEH S

HukiiuHa HEUTPOTICHIs

X-3yernieHa araMaryiooysiaiHemis

WHIM cunapom (w — 6oponaBku, h —rimoramarioOyiHeMis,
| — iHdekmii, m — MieJTOKaxeKcist)

Peruxynspuuii nusrenes (AK2 nedinur)

Ikaros nedinut

X-3ueruiena Herrponenis (WASP myramist mocusieHHs
(ynxuii)

CD40L/CD40 nediuut

MST1 nedinut

Moesin nedinut

TFRC pediuut

GINS1 nedinut

Hediuut Metunen-Terpariapodonar aerigporesasu |
(MTHFD1)

Cungpom bapra

Cunapom Yeniaka-Xirairi

Cunapom I'epmancki-ITynnak 2 tumy

CuHapoM nokunoaepMii 3 HEUTPOIEHIEIO

Cungpom COHEN

I'mixorenos tumy 16

Tpombacrenis [ mancmana 3
JIEHKEMOITHOIO PEaKIIIEI0

Hediuut anresii neiikouunTis II Tumy

I'EHETUKA

Kniniunuit nposne

Iioospa na I1J]

Bpaxinakrunis

PGM3 nedimur

Jucmopdivni pucu o0muyys

HiJl>xopoki cunapom (cunapom aenertii 22q.11.2)
Hedinut Cernunnos, mirasu IV, etc.

Cunapom Hiiimeren

Cunnpom biayma

STAT3 nediuur(rinep-IgE cunapom)

BCL11B nedinur

IMmyHODEIIHUTH 3 IECHTPOMEPHOIO HECTAOUTBHICTIO 1
anomanismu ooauyus, ICF1- ICF4
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RNF168 nedinut

POLE1 nedinur

POLE2 nedimut

Cunapowm aenemii xpomocomu 10p13-pld (10p13-p14DS)
MOPDI1 nedimur

AD-T'inep-IgE cunapomu (Curnpom J[xo6a): mmpoke
nepexicces, rpy0a mopucra mkipa

PGM3 nedinur

ImyHo-kicTKOBa mucmasis Hlumke

SAxo6cen cunapom (11g23)

Cungpom bapra

Cungpom COHEN

Kinnopaktuimis

Cungpom biayma

Koportka cratypa

I'imorurazist XpsimiB-BoJIOCCs (KapJIMK 3 KOPOTKUMH HOT'aMH )
STATSb nedimur

Cunnpom biayma

MCM4 nedimur

RNF168 nedinut

POLE1 nedimut

Jlirazu I nedimur

MYSMI nedinur

EXTL3 nedimur

ImyHo-KicTKOBA nuctiiasis Lnvke (KOPOTKi mIus 1 TYIry0)
Cungpom Komenb-Hezeprona

PGM3 nedimur

POLDI / POLD2 nedinur

Koportki Tenomepu

Bpomxenuit nuckeparos
CTCI pedinur

Makxkomnrosnocis ImyHOREDIMTH 3 HEHTPOMEPHOIO HECTAOUIBHICTIO 1
anoManismu oommuus, ICF1- ICF4
Mikponedanis Cungpom Hiltmeren

Cungpom bnay
Cernunnos aedinut
Hedimut JJHK mirazu IV
Hedinut JJHK mirazu |
Bpokennit nu3zkepaTos
Cunapom Koena
RNF168 nedinut
MOPDI nedimut

CkenerHi anoManii

STAT3 nediuut: ckomnios, qepopmaltis TpyaHOT KIITKH,
rinepMoOUTbHICTh CYTJI001B

PGM3 nediuur

Perukynspuuit qusrenes (AK2 nediuut): nedekt KicTKoBO-
XPALIOBUX 3’ €IHAaHb pedep

[[Inmke iIMyHO-KICTKOBA UCITIA31s: COHAUIoemidi3apHa
JMCIIIa3is, TUCTIAaCTUYHI CTerHa, MaIUi emidi3 ToJIiBKH
CTETHOBOI KICTKHU

lNinmomutasis xpsmiB-Bosioces: Aedopmartii rpyaHoT KIITKH,
(hikcoBaHa KOHTPAKTypa JIKTHOBUX CYTJI001B, TOBTa
MaJIOTOMIJIKOBA KiCTKa, KOHYCOIOi0HI emi¢izu pananr
MYSMI1 nedinur
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MOPDI1 pedinut: cnonamnoenidizapHa aucruiasis
EXTL3 nedimut: mnarucnonauiis, kigo3, BapiadbenbHi
nucIuiasii ckenera

LuToreHeTHYH1 BiIXUIICHHS
(HampuKIIaa, MyJIbTUPAIiabHI
XPOMOCOMH, PO3PHBH, JeNelii,
130XpOMOCOMH)

ICF1, ICF2, ICF3, ICF4 (i — imyHOedinmT, C — IEHTpOMEPHA
HecTaOUIbHICTh Ta f- aHoMaUtii 00JInYus)
ATakcis-Teneanriekrasis (Tpanciokarii 7; 14)

Cunapom Hiiimeren

Cungpom biayma

HiJl>xopoki cuaapom (cuHapom aenertii 22q.11.2)

Cunapowm aenerii xpomocomu 10p13-pl4 (10p13-p14DS)
NSMCE3 nediuut

Cunapowm aenenii xpomocomu 11q (Jacobsen cunapom)

JEPMATOJIOI'TA

Kniniynuii nposs

1lioospa na I11]]

Ajonenis

XpOHIYHUH MIKIPHO-CITU30BUIA KaHIHI03
Cunapom NEMO
NFKB2 nedinut

Ap01HI3M YaCTKOBUI

ImyHonebinuTH 3 IMyHHOIO TU3PETYIALIEI0 Ta
rinomirmenTamiero (I'pimeni cuaapom, Yemniaka-Xirarmri
curzpom, ['epmanceki-Ilyniaka cuaapom)

bamb6ykoBe Bosoccs

boponasku
(moBTOpHA iH(DeEKIIis BipyCy
ManiJIOMH JFOAMHHN)

WHIM cunapom (w — 6oponaBku, h —rimoramarioOyiHeMis,
| — iHdeKIil, m — MieIOKaXxeKcist)

Epidermodysplasia verruciformis

DOCKS nediuur (rinep-IgE cunnpom)

GATA2 pgedimut (Mono MAC cunnpom, DCML nedinur)
IRF8 nedinut

Komb6inoBani imyHonedinutu (Rhoh nedinut, MST1
nedinur)

POLD1 /POLDI1 gedinur

SxoOcen cunapom (11g23)

Bitiairo

XPOHIYHUH HIKIPHO-CIN30BUIN KaHIH103

Bpopkena anonenis / piake
BoJIOCCS + IUCTPO(ist HITTIB

FOXNI1 pediuut
Bpomxenuit nuckeparos
CTCI pedimur

["anrpeno3nuii mioxepmist

AramarioOyniHemis

PAPA (mioreHHMii CTEpUIIBHUIN apTPUT, TAHTPEHO3HA
MoAepMisi, aKHE) CUHIPOM

MHC xnacy I nedinut

I'inepenacro3 mkipu

Clr pedinur
Cls gedinur

I'inepkepaTo3 10J10HB/TI1AOIIB

X-34erieHuil BpOPKeHUN AUCKEPaTo3 yepe3 AeiluT
Jleckepuny
CuHJpoM nolKinoaepMii 3 HEHTPONEHIEI0

lNnepniirmenTanis mKipu

X-34erieHuil BpOPKeHUN AUCKepaTo3 yepes Ae(iuT
Jeckepuny

I'panynbomu

Cungpom bnay
I'inmonuia3zis XpsIiB-BOJIOCCS

I'py6a mopucra mkipa

INinep-IgE cunapomu (cuaapom Jxo6a)
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JluceminoBanuii ¢y3apros

STAT!1 myranis 3 nocwieHHsIM QyHKIT

Ex3ema abo eputpoaepmis

Cunapom Bickota-Onapiva

WIP nedinut

INnep-IgE cunapomu (cunapom Jxoba, PGM3 nedimur,
CARD11 LOF)

Cungpom OMena

IPEX (iMmyHHa qU3perysisiiisi, HOJieHIOKPUHOIIATI,
eHTepoIarisi, X-34eIUICHUH CHUHIPOM )

Cunapom Hezeprona (ixTio3udopmHa epuTpoaepmis,
JIiHeapHUH 1XT103, 6aMOyKOBE BOJIOCCS)

Hedimur MALT1

FOXNL1 deficiency
ExronepmaiibHa qucuiasis NEMO pedinut (ekrogepMalibHa UCTLIA3IS 3
(pizmke BoJIOCCS, TOHKA IIKIpa, iIMyHOAEPITUTOM)
rinoriznpos, nedexrHe IxBa nedinut (ekromepmanbHa qucIIIasis 3
¢dbopMyBaHHS 3y0iB, aHOMANbHI | IMyHOAE(PITUTOM)

HII'TI)

ExtonepmanbHa nuctpodis

APECED (a — ayToiMyHHa NOJi€HJOKpUHOIATIs, C-
KaHJIUJ03, € — eKTofepMaibHa, d — quctpodis)

EpI/ITeMa-MeTCHI/IK

Cungpom biayma

IaBa3uBHMIA nepMaTodiTos CARDO9 nedinut
JliBeno POLE1 nedinut
DADA?2
Jlimpenema Cunapom XeHHEKaM
Jlinoguctpodis PSMBS nedinur (aBTo3anajbHUN CHHAPOM)
[Taxionixis CunpoM NONK1I0IepMii 3 HEUTPOTICHIEIO

IInamu «xaBa 3 MOJTOKOM)

PMS2 nedimur
Cungpom bayma

IToBTOpHUIT a00 MOMMpPEHH
KOHTario3HUHA MOJIFOCK

DOCKS nediuur (rinep-IgE cunnpom)

GATA2 nedinut (Mono MAC cunnpom, DCML nedinur)
IRF8 nedinut

Cungpom Bickora-Ongpiva

Komb6inoBani imyHozaedinut (Rhoh nedinur)

SPINKS nedinut (cunapom Hezeprona)

POLDI / POLDI1 npedinut

[ToBTOpHUIT aHT1OHEBPOTUYHUIN
HaOpsIK

CrniagkoBuil aHT10HEBPOTUYHMN HaOpsK (nedinut Cl1-
iHTi01TOpa/ecTepasn)

IToiikinonepmist

CunapoM NoHKioaepMii 3 HEUTPOIEHI€I0

PetukynsipHa nirmeHranis

Po3pimxene Bonoccs,
KapJIMKOBICTb 3 KOPOTKUMHU
KiHIIBKaMH, 1HQEKIii

INimomuasis XpsIiB-BosIoccs

Posanea

XPpOHIYHUH MIKIPHO-CIN30BUHN KaHIH]103

Teneanriekrasii

Cunnpom Jlyi-bapp (arakcis-teneanriekrasis)

XPpOHIYHUH MIKIPHO-CIN30BUI
KaHJIUJ03

STATI1 myranis 3 nocuyieHHIM QyHKIIT

CARD?9 nedimur

IL-17F nedinur

IL17RA medimut

APECED (a — ayToiMmyHHa MOTi€HAOKPUHOIIATIS, C-
KaHIIUJ03, € — eKToAepManbHa, d — quctpodis)
JledexT darouutin
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AD-T'inep-IgE cunapomu (Cunnpom Jxo6a)

YyTtauBa 10 COHIIA
TEJICAHTIKTAKTUYHA EpUTEMa

Cungpom binyma

[IkipHi TpaHyIEOMH

MHC xnacy I gedinut (B2M)
Cunnpom bnay
Hedinut HLA 1 xnacy

EHAOKPUHOJIOI'TA

Kniniynuii nposie

1lioo3pa na I11]]

lorimikemiudi Hamagu

I'mikorenos tumy 16

TinokaneuieMiydi TeTadis a0o
CYZIOMH HOBOHAPOJDKEHUX

HiJlxopmxi cuaapom (cunapom aenerii 22q.11.2)
HedimuT kanpuieBux xkananis (ORAIL, STIM1)

lNnonapatupeos APECED

Jilxopmxki cuaapom (curapom aenertii 22q.11.2)

Cunnpom nenenii xpomocomu 10p13-p14 (10p13-p14DS)
INnotupeos APECED(a — ayroiMyHHa MOJII€HIOKPUHOMATIS, C- KaHTUA03,

e — exroaepMaiibHa, d — mucTpodis)
POLE2 nedinur

ImyHo-kicTKOBa muctuasis Hlumke
XpOHIYHMI IKIPHO-CIIM30BUI KaHHJI03
JlepexkTn aHTUTIIOYTBOPEHHS

Jlu3reHesis ToHad

APECED (a — ayToiMyHHa NOJIi€HJOKpUHOIIaTis, C-
KaHAUI03, € — eKToiepMaibHa, d — TucTpodis)

Cunapowm Jlyi-bapp (arakcis-TeneaHriekrasis)

CHARGE cunnpom

INimomutasis XpsmiB-Bosioccs (MOPYIIEHHS CIEpMaTOreHe3y)
SAMD9

3arpuMka (pi3M4HOTO PO3BUTKY

Tsoxkuit komMOiHOBaHUHM IMyHOAEPUUT
SAxo6cen cunapom (11g23)

Cunapom Ji/xopmxki

Cunnpom Hilimeren

Cungpom bapra

XpoHIYHa rpaHyleMaTo3Ha XBopooa

Koportka cratypa

INinmomutaszisa xpsmiB-Bosioccs (KapiauK 3 KOPOTKMMHU HOT'aMH)
STATSb nedinur

Cungpom biayma

MCM4 nedinur

RNF168 nedimur

POLE1 nedinut

Jlirazu I nedimur

MY SMI nedinur

EXTL3 nediuur

Imyno-kicTroBa auctutasis [lumke (kopoTki mmws 1 Tymy0)
Cungpom Komens-HezepTona

PGM3 nedinur

POLDI / POLD2 nedinut

HamnupkoBa HeTOCTaTHICTh

APECED
MCM4 nedimur
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SAMD9

Heonaransauii miader

IPEX (imyHHa IU3peryJIsilis, MoJieHIOKPHUHOMIATI,
eHTepomnarisi, X-34erICHU CUHIPOM)

ykposuii giadet 1 Tumy

POLE2 nedinur

IHOEKTOJIOI'TA

Kniniunuit nposne

Ilioo3pa na I1J]

AoOciiec JIereHi, THEBMATOLIENE

STAT3 acomiiioBanwii rinep-IgE cunapom

AoOcuecu IeYyiHKU

XpoHivHa rpaHylieMaTo3Ha XBOpoba

boponasku (moBTOpHA 1H(EKIIISA
BipyCy NamiJIOMH JIFOIUHH )

WHIM cunapom (w — 6opoaaBku, h —rimoramariooysineMis,
I — iH(eKIiT, m — MieJTOKaxeKcis)

Epidermodysplasia verruciformis

DOCKS nedinur (rinep-IgE cunnpom)

GATA2 nedinut (Mono MAC curapom, DCML nedinur)
IRF8 nedimur

Komb6inoBani imyHonedinutu (MST1 nedimur)

POLDI / POLD2 nedimur

Rhoh nedimur

Baxkxuii rpun

IRF7 nedimur

Bakka iH(eKIis BUKIMKaHa
Neisseria sp

Hedimut kommuemeHTy (mi3HiX C-KOMIOHEHTIB)

Bakka iH(eKIis, BUKIMKaHa
Salmonella no typhi

Hedext msaxy [FN-y / IL-12
XpoHiuHa rpaHylieMaTo3Ha XBOpooa
c-Rel nedinur

I"anrpeno3nuii nioxepmist

AramarioOyniHemis
PAPA (mioreHHMi CTEpUIIbHUIN apTpUT, TAHPEHO3HA
10/IepMisi, aKHE) CUHIPOM

JuceminoBaHa iH(pEKIIs

Hedexr musixy IFN-y / 1L-12

BIpyCOM IPOCTOrO repreca
(Herpes simplex virus)

BukiukaHa Histoplasma sp abo | CD4OL nedinur
Paracoccidioides sp

EnrtepoBipycHuii AramarnoOysiHeMmist
MeHiHTroeHuedaIT

Enuedanit cnpuunHenuit Hedexr y nusaxy TLR3

[Hdexmii, BukmmKaHi
aTUIIOBUMH MIKOOAKTEPisIMHU,
(Bxmroyaroun BIDK),
JTMCEeMIHOBaHUN TyOEpKYyIh03

Komb6iHoBaHni1 imyHOIehinUTH

NEMO nedinur

XpoHiyHa rpaHyjieMaTo3Ha XxBopoda

Hedexr musaxy IFN-y / IL-12

GATA2 gedinut (Mono MAC cunnpom, DCML nedinur)
STATI1 pedimur (ayrocoMHO-TOMIHAHTHMIA)

Hedinut perynsropaoro ¢akropy inteppepony 8 (IRFS)
POLE2 nedimut

c-Rel nedimur

[Hdexuii BuKIMKaHi
Burkholderia cepacia,
Chromobacterium violaceum,
Serratia marcescens

XpoHiuHa rpaHysieMaTo3Ha XBopoba

[Hdexuis BUKIMKaHa
Cryptosporidium

Komb6inoBani imyHomedinutu
CD40L/CD40 nedinut
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IL-21R medinut
NIK nedimur

[Hdexuis BUKIMKaHA
Staphylococcus aureus

I'inep-IgE cunapom

XpoHiyHa rpaHyJieMaTo3Ha XBopoOa
Jedinutu aHTUTIIOYTBOPEHHS
IRAK4/MyD88 nedimut

MeHiHriT

POLE1 nedimut

[THEeBMOHIT, OTUTH Ta CHHYCHUTH,
BHUKJIMKAHI KarllCyJIbHUMH
OakTepisIMu

JlebinuTr aHTUTUIOYTBOPEHHS
Jedinutu KOMIIEeMEHTY
MHC xnacy I gedinut (B2M)

[THeBMOHIS BUKJIMKaHA
Pneumocystis jiroveci

Komb6inoBani imynoaedinutu (IL-21R nedinut, CARDI11
nedinut (LOF)

CDA4OL nedinut

Cunapom Bickora-Onapiva

HedimuT metuneH-terparigpodoiat Aeriaporenasu 1
(MTHFD1)

[ToBTOpHUIT a00 MOMMPEHHIA
KOHTario3HUH MOJIIOCK

DOCKS nedinur (rinep-IgE cunnpom)

GATAZ2 gedimut (Mono MAC cunnpom, DCML nedinur)
IRF8 nedimut

Cunapom Bickora-Onapiva

Komb6inoBani imyHOEDIIUTH

SPINK nedinut (cunapom HesepTtoHna)

POLD1 / POLD2 nedirur

Rhoh nedimur

Tpunanocomo3

APOL-I nedinur

®ynpMiHaHTHA a00 XpOHIYHA
1H(eKIis, BUKIMKaHa BIpycOM
Enmreitna-bappa,
remMogarouuTapHuit
TiM(OTICTHOLUTO3

Cimelinuii remogarouuTapHui JiMQOricTIONHUTO3
X-3yeruieHu#t iMmgonpoipepaTUBHUNA CUHIpOM TUMiB 1 ab6o
2

Itk neginut

CD27 nediuut

JledpekTn MarHieBUX KaHaJliB

HIkipHO-CIU30BUIN KaHANUI03

Komb6iHoBaHi1 imyHOIeDiUTH

Hediuutu parountosy

XPpOHIYHUI MIKIPHO-CIU30BUM KaHMI03 Ta acOIiHOBaH1
nepextu (APECED, IL-17F, IL-17RA, CARD9, STAT1)
BCL10 nedinur

HHYV 8 indexmis

0X40 nedinut

KAPIIOJIOT IS

Kniniunuii nposie

Ilioo3pa na I11]]

AHEBpU3MHU KOPOHAPHHUX 1
nepedpanbHUX CyJIUH

AD-T'inep-IgE cunnpomu (Cungpom [Ixo6a)

Bpomkena Bana cepiist
(mepepBaHa yra aopTH, aTpesis
JiereHeBoi apTepii, abepaHTHi

M IKJIFOYMYHI apTepii, TeTpaaa
dano)

JiJlxopmki cuaapom (cunapom aenerii 22¢.11.2)

Bpomkena Bama cepiist (iHima)

CHARGE cunnpom (kosmobomMa, BpoKEHA Bajia cepiis,
aTpesis X0aH, 3aTPUMKa POCTY, T1IIOIUIa3is CTAaTEeBUX OPraHiB,
aHoOMaTii Byxa / TJIyXoTa)
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Cunapowm aenerii xpomocomu 10p13-p14 (10p13-p14DS)
MST1 nedinur

Cungpom Isemapka (GDF1)

CepliieBa HEIOCTATHICTb,
IUIIsTaliiHa KapJioMiomnaris,
HEKOMITAKTHUW M1OKap/1 JIIBOTO
[UTYHOYKA, CHI0KapAiabHUHA
¢hibpoenacTo3 Ta cepiio3Hi
MOPYIIIEHHS CEPLIEBOTO PUTMY,
TaKi K GiOpUIIALIS MITYHOUYKIB
a0 Taxikapis

Cungpom bapra

JIABOPATOPHA JIAI'HOCTHKA

Kniniunuit npose

Ilioo3pa na I/

I'inepBiTBMiHO3 B12

AyTtoimyHHHI JiMdonponidhepaTuBHUN CHHAPOM

INinepnakranuueMis

I'mikoreno3s tumy 16

Eo3unodinis

DOCKS nedinur
Cunnpom Heseprona
Cungpom OmMena
ARPCI1B nedinur

[TinBuienHs anbda-
detonoreiny

ATakcis-Tesieanriekrasis

[TigBuIeHHS TOABIHHUX
neratuBHuxX of-T cells (>5%)

AyTtoiMmyHHMI JTiMdonponidepaTuBHUN CUHAPOM

HEBPOJIOI'TA

Kniniunuit npose

Iioospa na I1J]

AHeBpHu3MHU 1IepeOpaTbHUX
CYIVH

AD-T'inep-IgE cunapomu (Cunapom [Ixo6a)
XpOHIYHUHI MIKIPHO-CIU30BUM KaHU]103

AHoMaJIbHI HIMIHI XpeO1i

Cunapowm agenenii 22q11.2

Aruiasis MO30JHUCTOrO TLIa

Cunapom Biui
BCLI11B pedinur

ArTakcis ATakcig-TeneaHriekrasis
3axBOpIOBaHHS MOAIOHE /10 aTakcii-TeneanriekTasii
PNP nedinur

BuyTtpimnbouepenna CTC1 pedimut

Kanpluikaris

I'inomieninizaris PGM3 nedimur

INnomnasis Mo304ka (CHHAPOM
Xompeanb-I peinapcona)

Bpomxenuit nuckeparos

I'myxota

Peruxynsapunii nusrenes

ADA nedinur

CHARGE cunapom

Cunapowm paenerrii xpomocomu 10p13-pl4 (10p13-p14DS)

JlegexT HepBOBO1 TPyOKH

FOXNI nedimut

EnrtepoBipycHmii AramarnoOymiHemist
MEHIHTOeHIedaiT
Ennedanit cnpuunnenuii Hedexr y nusaixy TLR3
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BIpYCOM IPOCTOTO reprieca
(Herpes simplex virus)

3aTpuMKa pO3BUTKY

EXTL3 nedimur
MYSMI1 nedinur

KoruiTuBHI mopymeHHs ta
IHTEJIEKTyaIbHUH nediuT

Hedinut aneno3un aesaminazu (ADA nedinur)
BCL11B npedinur

RNF168 nedimur

CHARGE cunapom

Cunapom Hiiimeren

PGM3 nedinur

Hedimut Tpanckobanaminy 2

SLC46A1/ PCFT nmedimut

POLD1 /POLD?2 nedimut

Cungpom COHEN

Miomnarist [Jromena

y MaIi€HTiB 3 X-34EIUICHOI0 XPOHIYHOIO TPaHyIeMaTO3HOIO
XBOPOOOIO

Mixkporuedairis

Cunapom Hiiimeren
Cunapom bnay
Cernunnos medinut
Hedinut JIHK mirazu IV
Hedimut JIHK nirazu [
Bpomxennit quskepartos
Cunapom COHEN
RNF168 nedinut
MOPDI nedirut

BIIPaB Ta aHOMaJIbHA
BTOMJIIOBAHICTh)

HepBoBo-M’s130B1 MOpyLIECHHS
(ckeneTHa miomarisi, TIMOTOHIs,
3aTpUMKa MOTOPHOI'O PO3BUTKY,
HENEPEHOCUMICTb (PI3UYHHUX

Cungpom bapra

[IporpecuBHa nepedenspHa
TUCHYHKITIS

SAMDIL

Cynomu Hedinut metuneH-rerparigpodonar aeriaporesasu 1
(MTHFD1)
Cungpom genenii 22q11.2

Terpamueris PNP nedinur

Tspkka HelipoiHeKis
BUKJIMKaHa Neisseria sp

Hedinut kommuemeHTy (mi3HiX C-KOMIIOHEHTIB)

IlepeOpanbHa imemis

ImyHo-KicTKOBa nuciuiasis Hlumke

HEOHATOJIOI'TA

Kniniunuit nposne

Ilioo3pa na I/

Arazis Taumyca

Tsoxkuit KoMOIHOBaHUH IMyHOIEDIITUT

Cunapom OmeHa

JiJl>xop/oKi cUHIpOM

TBX1

CHARGE cunapom

Cunapowm aenerii xpomocomu 10p13-p14 (10p13-p14DS)

Bpomxkena amonerris ta

FOXNL1 deficiency
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TUcTpodis HITTIB

I'imokanprnieMiydi TeTadis abo
CYJIOMH HOBOHAPOKEHUX

Jilxopmxki cuaapom (curapom aenertii 22q.11.2)
Hedimut kanpuieBux kanamis (ORAIL, STIM1)

Ex3ema abo eputpoaepmis

Cungpom OMena

IPEX (iMmyHHa qU3perysisiisi, HOJieHIOKPUHOIIATI,
eHTeporarisi, X-34eTUICHUH CHUHIPOM )

Hedimutr MALT1

Cunapom Bickota-Onapiva

I'inep-IgE cunapom

Cunapom Heseprona (ixTiozudopMHa epuTpoaepmis,
JiHeapHuH 1XTi03, 6aMOyKOBE BOJIOCCS)

3aTpuMKa
BHYTPIIIHBOYTPOOHOTO
PO3BHUTKY

MOPDI nedimut (ekcTpemasibHa)
ImyHo-kicTkOBa nucmasis Hlumke
Bpomxenuit nuckeparos

CTCI pedimur

GINS1 pedimur

SAMD9

Jlunesuii mu3mMopdizm

JiJI>xopmki CHHIAPOM

Hedimut Cernunnos, mirazu 1V, etc.
Cunapom Hitimeren

Cungpom biayma

STAT3 pedinut(rinep-IgE cunnpom)
BCL11B gedinur

Heonaranbhi 3you

BCLI11B nedinur

HeonaransHuii niader

IPEX (iMyHHa Au3perysisiis, NodieHJOKpUHONAaTi,
eHTeponarisi, X-34erIeHui CUHAPOM)

OwmdaniT, BiICTpOUEHE
BIJUTUICHHS ITYTIOBUHU (T13HIIIE
40 nHiB)

HedimuT anresii 1eMKOLNUTIB

HE®POJIOI'TA

Kniniunuit nposae

Ilioospa na 1T/

AHaTOMIYHI aHOMaJIIT HUPOK Ta
CEUYOBUBIIHUX IIIAXIB

Cunapowm genemii 22011.2

ATUITOBUN TEMOIITUKO-
ypEeMIYHUI CHHIPOM

JepiuuT KoMIIeMeHTy

I'momepynonedppur Hedimut kommnementy (C3)
Hedinut dikoniny 3
IPEX
IgA nedponaris Cungpom Bickora-Onpiva
Hedpomnaris 3 HUpKOBOIO ImyHo-KicTKOBa nuctinasis [umke
HEJOCTaTHICTIO

HupkoBi 3aXBOprOBaHHS

Cunapowm aenerii xpomocomu 10p13-pl4 (10p13-p14DS)

OHKOJIOI'TA

Kniniunuit nposne

Iioospa na I1J]

EBV-noB’s13aH1 HOBOYTBOPEHHS

ATakcisg-Teneanriekrasis
Cunnpom Bickora-Onmpiva
X-3uerieHuit gimdornporidepaTuBHUN CHHAPOM
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HPV- o’ s13aH1

Epidermodysplasia verruciformis

HOBOYTBOPEHHS GATAZ2 nedimur
DOCKS8 nedinut

Jletiko3 Cungpom binyma

Jlimdpoma Rhoh nedinur

MST1 nedinur

Bickorra-Onapiva cuaapom

Cunapom Hitimeren

Cungpom biayma

PMS2 nedinur

MCM4 nedimur

Jlirazu I nedimur

lNimonuiasis XpsImiB-BoOJIOCCS

AytoiMmyHHH niMbonponiepaTUBHUN CHHAPOM
I'imep-1gM cuaapom

[lepenpaxoBa opanpHa

X-34eryIeHuH BPOIKEHUH JUCKepaTo3 yepe3 aediuT

JICHKOTUIAKIS Jleckepuny

Pak neuinku I'mikoreno3s tumy 16
Pak toBcToi kumiku Ta / abo pak | PMS2 nedimur
MO3KY (BKJIFOUAIO4H CIIaJAKOBY

HETIOJNIMO3HY KapIIHHOMY

KHUILICYHHKY)

Capkoma Kanorri 0X40 nedimut

UyTIHBICTH 10 HOBOYTBOPCHD

Cunapom binyma (ageHokapunHOMa, INIOCKOKIITHHHUHN paK)
Cunapom Hiilimeren

ATakcis-Teneanriekrasis

DOCKS nediuut

ImyHOREDIMTH 3 HEHTPOMEPHOIO HECTAOUIBHICTIO 1
anoManismu oommuus, ICF1- ICF4

INnomnasis XpAuIiB-BoI0OCC

Bepyuudopmua enigepmoauctpodis (kapiuHoMa IIKIPH)

OPTOIIEAIA I TPABMATOJIOI'TA

Kniniunuit npose Ilioospa na 1T/
ApTtput / apTponatist NFATS nedinur
CINCA/NOMID
Cunapom bnay

I'inepmMo6iIBHICTD CYTI001B

STAT3 nedinwur:

CentuyHMil apTPUT

JepinuT aHTUTIIOYTBOPEHHS
IRAK4/MyD88/TIRAP nedinut

CkenerHi anoManii

STAT3 nediuut: ckomnios, qepopmaltis TpyaHOT KIITKH,
rinepMoOUTbHICTh CYTJI001B

PGM3 nediuur

Perukynspuuit nusrenes (AK2 nediuut): nedekt KicTKoBO-
XPALIOBUX 3’ €IHAaHb pedep

[[Inmke iIMyHO-KICTKOBA UCITIA31s: COHAUIoemidi3apHa
JUCTIIIA31s1, TUCTUIACTUYHI CTErHa, MaIUi emi(i3 ToiBKU
CTETHOBOI KICTKH

INinmomuiasis xpsmiB-Bosioces: Aedopmartii rpyaHoT KIITKH,
(ikcoBaHa KOHTPAKTYpa JIKTHOBUX CYTJI00IB, JOBra
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MaJIOTOMIJIKOBA KiCTKa, KOHYCOIO1i0Hi emi¢izu pananr
MYSMI1 nedinur

MOPDI1 pedinut: cionamnoenidizapHa aucruiasis
EXTL3 nedimut: mnarucnonauiis, kigpo3, BapiabenbHi
nucIuiasii ckenera

Meradizapuuii Au30cTO3

[Nnmorutazis XpsiiB-BoJIOCCS
ADA nedinut

Octeomnenis / OcTeonopos 3
MIePEIOMH KiCTOK

AD-T'inep-IgE cunapomu (Curapom Jxoba)
CTC1 pedimut

XPpOHIYHUI apTPUT

JlebinuT aHTUTUTIOYTBOPEHHS
Cunpapom bnay
COPA

Cunnpom generii 22q11.2

OTOPUHOJIAPUHI'OJIOI'TA

Kniniunuit npose

Iioospa na I1J]

ATpesis X0aH, IIIyxoTa

CHARGE cunnpom

Benodapunreansna
HEIOCTATHICTE 3 /0e3
PO3MLIEIMHY i AHEOIHHS

Cunapowm aenenii 22911.2

[Tpurmyxysaricts / ['myxora

PerukynspHa nusreHesis

ADA nedimut

CHARGE cunnpom

Cunnpom nenerii xpomocomu 10p13-pl4 (10p13-p14DS)

[ToBTOpHI 200 yCKIIaAHEH]
CHUHYCHUTHU

JedinuT aTuTiI0yTBOPEHHS

[ToBTOpHI a00 yCKIIaAHEH]
OTUTH

JedpiuuT aTuTiI0yTBOPEHHS
Hedextu paronurosy

Ts>KkKka HOCOBA KpOBOTEUA

Jedinut anresii 1edkonuTiB THIY 3

Crpunop

Cunapom JliJ[>xopmxki

OPTAJIBMOJIOI'TA

Kniniunuit npose

Iioospa na I1J]

Anipuais

Cunapom OmeHa

I'inepniirmenTaiis Makyiu

ImyHo-KicTKOBa nucruiasis Hlumke

Juctpodist CiTKiBKH

MOPDI nedinur

Karapakra

MYSMI1 nedimur

Komnoboma

CHARGE cunapom
Cunapom Koena

Kon’roHKTHBaJILHA
TeJIeaHrieKTasis

ATakcig-Telieanriexkrasisa

[TporpecruBHa XOpiopeTHHAIHHA
actpodis

Cungpom COHEN

PerunanesHa Teneanriexrasig

CTCI nedimut

Cunnpom generii 22011.2

SAumine, 6nedapur,
KOH FOHKTHBIT

JedexTu dparouutosy
XpOHIYHUH MIKIPHO-CITU30BHMA KaHHI03

IIYJABbMOHOJIOI'TA
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Kniniunuit nposne

Ilioo3pa na I/

AOcl1iec JIereHi, MHEeBMaTOIEIC

STAT3-acouifioBanuii rinep-IgE cunapom

BponxoekraTnuna xsopoda

JlebinuTr aHTUTUIOYTBOPEHHS
XpOHIYHUH MIKIOHO-CITU30BHH KaHHI03

I'panynbomu JereHp

XpoHiyHa rpaHyJieMaTo3Ha XBopoOa
Rhoh gedimut
3aranpHul BapiaOenbHUN IMyHOIEDIIUT

IHTeCTUHANBHUI THEBMOHIT

3aranpHuil BapiabenbHUN iMyHOIEDIUT

(Bxmouaroun BIXK),
JTUCEMIHOBAaHUN TyOEpKYIHO3

STATSb nedinut
[Hdekmii, BUKIMKaHi Kom6inoBasni imyHOAEDIIUTH
ATUTIOBUMH MIKOOAKTEPisIMH, NEMO npedinur

XpoHivyHa rpaHyJieMaTo3Ha XBOpoOa

Hedexrt musixy [FN-y / 1L-12

GATA2 gedimut (Mono MAC cunnpom, DCML nedinur)
STAT! nediuut (ayTocCOMHO-TOMIHAHTHUI)

Hedinut perynsaropHoro dakropy inTepdepony 8 (IRF8)

JlereneBuil anbBEOJISIPHAN
MPOTETHO3

GATA2 nedinur (Mono MACcunapom, DCML cunmpom)
CSF2RA nedinur
Hedinut aneno3un gesaminazu (ADA nedinur)

JlereneBuit aciepriano3

XpoHiuHa rpaHyeMaTo3Ha XBopooa
AD-T'inep-IgE cunnpomu (Cungpom xo6a)

[THeBMOHI1, OTUTH Ta CHHYCHUTH,
BHUKJIMKAHI KallCyJIbHAMH
OakTepisiMu

Tspkki KOMOIHOBaHI IMyHOEDITUTH
Jedinutu aHTUTLIOYTBOPEHHS

JedinuTi KOMIIEMEHTY

Komb6inoBani imyHonedinutu (IL-21 nedinur)

ITHeBMOHIST BUKJIMKaHA
Pneumocystis jiroveci

Komb6inoBani imyHonedinutu

CDA4OL nediuut

Cunapowm BickoTa-Onnpiua

AD-T'inep-IgE cunapomu (Cunapom [Ixo6a)

TspKki 3aXBOPIOBAaHHS JIETEHb
(MOXJIMBO BIPYCHI)

NSMCE3 gedimut

TsKKO KOHTPOJIbOBAaHA aCTMa

CenextuBHuit gedinut IgA
3aranpHUi BapiaOenbHUM iIMyHOAEPIIUT
JedinuT cnienndiyHuxX aHTUTLI

PAIIOJIOI'TA

Kniniunuit nposne

Ilioo3pa na I11JT

AcruieHis

SAMD9
Cungpom Isemapka (GDF1)

AHeBpu3MHU 1IepedpaIbHUX
CYIUH

AD-T'inep-IgE cunnpomu (Cungpom [Ixo6a)
XPpOHIYHUH MIKIPHO-CIN30BUHN KaHIH]103

Amnutazis Tumyca

Tsoxxuit komOiHOBaHUH iMyHOAEDIIUT

Cungpom Omena

JiJl>xopoki cuHIpOM

TBX1

CHARGE cunnpom

Cunapowm generii xpomocomu 10p13-pl4 (10p13-p14DS)

I'ereporakcis

Cunnpom IBemapka (GDF1)
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| Mnomnuiasis Mo30uka | Ataxcis-TeneanriexTasis
PEBMATOJIOI'TA
Kniniunuii npose Iioospa na I1J]
AyTOIMYHHI IIUTOTICHIT 3aranpHul BapiabenbHUN iIMyHOIEDIITUT

AID (akTuBaTOp-iHIyKOBaHA IUTIi/IiH JeaMiHa3a) AePiuT
PNP nedinur
LRBA nedinur
IPEX

CD25 nedinut
AyToiMmyHHHI JTiMbonpomipepaTHBHAN CHHIPOM

Backyuit MHC xnacy I negimut
Cunnpom Bickora-Onapiva
ARPCIB gedinur
XpOHIYHUH MIKIPHO-CITU30BUIN KaHIHU]103
JuckoigHuii BOBUaK C2 nedimur
[ToBTOpHA rapsiuka, CEpo3uT, ABTO3amnanbHi 3aXBOPIOBAHHS
apTpUT
Centuynuii apTpuT JedinuTt aHTUTLIOYTBOPEHHS
Hedimut kommnementy (Neisseria sp iH}ekis)
IRAK4/MyD88 nedinut
Cunapom noioHui 10 JedinuT koMIieMeHTy (KIaCUYHUHN IILISX )

cucremHoro uepBoHoro BoBuaka | PRKCD (PKCdaedimur)
AyTtoiMmyHHMH JdiMdonpoidepaTuBHUN CHHAPOM

CucreMHuit 4epBOHMI BOBYAK Clq nediuut
Clr gediuut
Cls gedinur
C2 nedinur

IOBenunbHUH 1110TATHYHUM JepiuuT aTuTiI0yTBOPEHHS
apTpUT Cunapom bnay

COPA

Cunapowm genenii 22q11.2

CTOMATOJIOI'TA
Kniniunuit nposne Iioospa na I1J]

A¢TO3HMI CTOMATUT

Bupasku cnu3oBoi pora RelA haplosufficiency

INnorutaszis emani / Cunnpom generrii 22011.2

PEKYpEHTHUH Kapiec

HedextHe popmyBaHHS 3y0iB, NEMO nediuut (exroaepmaibHa AUCIIIA31A 3

KOHIYHI1 3yOun IMyHOAEPITUTOM)
IkBa nedinut (exTomepmanbHa AUCIIIA3IL 3
IMyHOAEPITUTOM)

30epiraHHs NEepBUHHOIO STAT3 nediuur (rinep-IgE cunapom)

3yOHOTO PsITy

Jlelikomutakis

Mikpo1oHTIs ImyHo-kicTKOBa auctuiasisa [lumke

HeonaranbHi 3you BCL11B gedinut
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IlepenpakoBa opanbHa X-34eruieHuil BpoKeHUH IUCKepaTo3 yepe3 AeQiuT
JIEHKOTIIaKI1s Heckepuny
Tspxke ypaskeHHS IepioJOHTY Heiirponenis

Jedinut anresii 1eHKOIUTIB
XpoHiuHa rpaHysieMaTo3Ha XBOpooa
Cunapowm Ilaniiona-Jledgespa / cuaapom Xaima-MyHka




Komenmap pooouoi cpynu:

12. Jliaznocmuuni kpumepii kniniunozo diazno3sy I/ €sponeiicbkozo mosapucmea imynooeghiyumie ESID, 2019
(https://esid.org/Working-Parties/Registry-Working-Party/Diagnosis-criteria)

3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHo3y ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HaYeHHS ANA KNiHIYHOTO AiarHo3y) AjiarHo3 (AKLWo KpuTepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTb)
BaHHA
9. ORPHA: 4A00.15 T78.3 MpuHaiimHi oaHe 3 HacTynHoro
Acquired angioedema 91385 - NoBTOpPHMIN HabpsaK KBiHKe 6e3 ypTUKapHOi BUCMMKK
- AHaMHes3 cxu1bHUX PO3NaaiB (HanpuKnad, ayToiMyHHa, NiMbOopeTUKYNAPHA 3N10AKICHA
Habytuit nyxavHa)
Habpsak KBiHKe TA+
Hemae cimeitHoro aHamHesy, o6 nigosptosat CAH abo anbTepHaTUBHMIA AiarHo3
TA+
Husbkuii piseHb C4 (<2 cepefHbOro 3Ha4yeHHs) mixk abo nig yac Hanagis Habpsaky KeiHke
TA+
BiAcyTHI 6inok C1 ectepasm abo BiacyTHA PpyHKuina Cl-iHribiTopa ectepasu
TA+
(Hu3bkwuii piseHb C1q ABO aHTM-C1Q aHTuTINna ABO aHTU-C1E aHTUTING)
Agammaglobulinemia 3. 300300, ORPHA: 4A01.00 D80.0 MeHLW Hix 2% unpKyniorounx B-knitnn (CD19 i CD20), 6akaHO y ABOX OKPeMUX [ns naujeHTis
147020, 33110 BM3HAYeHHA | HopmanbHe uncao T kaitnHK (CD3, CD4 i CD8) 3 HOpManbHUMKUMU B-
ArammarnobyniHemis 146770, ORPHA: TA+ piBHi cnpoBaTkoBoro IgG Huxkue: KNiTUHaMK i
112205, 47 -200 mr / An y HemoBAAT Bikom Ao 12 micauis arammarnobyniHemieto -
300310, 300755, 147245, -500 mr / an y aiteit Bikom> 12 micauis PO3rNAHYTU
601495, 613500, 604515, ABO HopMasibHUIA piBeHb 1gG 3 IgA Ta IgM Hukue 2SD “HeknacudikoBaHuit
612692, 613501, 171833, TA+ No4aToK NOBTOPHMX iHOEKLM A0 5 pokis Aediuut aHtuTin"
613502, 613506, 147141, ABO nosuTMBHa cimeliHa ictopia y maTtepi (arammarnobyniHemis) “Unclassified antibody
616941, 615214 608360 deficiency”
Asplenia syndrome 6. 602880 ORPHA: 4A00.Y AcnneHia a6o rinocnneHia
(lvemark syndrome) 97548 TA+ HaABHicTb Tineub HKonni B epuTpoLMTax B Ma3Kax KpoBi
CuHapom acnneHii TA+ peHTreHoNOriYHI AaHi, Wo niaTeepaKytoTb acnneHito (Y34, KT, cumHTurpadin)
(cuHppom IBemapka) TA+ pedekTH reTepoTaKcii (eKcTpoKapais, situs inversus, iHuwi ...) abo iHwi aedektv cepua i
BEJINKUX CYAUH
208530
Ataxia telangiectasia 2. 607585 ORPHA: 4A01.31 G11.3 Artakcia
(ATM) 100 TA+ npuHaimHi ABa 3 HACTYMNHOro:

ATakcifl TeneaHriekTasis

208900

. Ou4HO-LWKipHa TeNeaHriekTasis

. NiasuweHwnit anbda-peTonpoTei (yaecaTepo Big BEPXHLOT MexKi HopmMmu)
. A-T-kapiotmn nimbouuTis (TpaHcnokauis 7; 14)

. Finonnasisa mo3oyka Ha MPT
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Atypical Severe 1. 179615. 4A01.10 D81.1 MyTtauif reHa, wo Bukaukae SCID KombiHoBaHUI
Combined 0016, TA+ imyHogediunt
Immunodeficiency 608958. > 100 T-KNiTUH / MKn
(Atypical SCID) 0031, TA+
308380. BiACYTHICTb XxapakTepHux TKI-acouioBaHux iHdekui (PCP, cumntomatnuHuii CMV, cTiliki
ATUMNOBUI TAXKKUIN 0010, AnxanbHi abo WAYHKOBO-KMLWKOBI BipyCHI iHpeKLi) Ha nepomy poui KUTTa
KOMBiIHOBaHMM 308380. TA+
imyHooediumT 0013 He Bignosigae kpuTepiam cuHapoma OmeHHa (Omenn)
(aTvnosuit TKIA)
Autoimmune 4, 134637, ORPHA: 4A01.22. D89.82 MpuHaiimHi ogHe 3 HacTynHoro: [nA naujeHTis 3
lymphoproliferative 134638, 3261 . CnneHomeranis nimoonponidepavieto Ta /
syndrome (ALPS) 601762, ORPHA: e nimdageHonatia (> 3 By3nu, > 3 micALl, HeiHEKLiHI, He 310AKiCHi) abo ayToimyHiTeTom
601763, 436159 e ayToiMyHHa uuToneHia (> / = 2 niHii)
AYTOIMYHHUI 602457, ORPHA: . Nimdoma B aHamHe3i He BUKOHAaBLUWX KpuTepii —
nimdonponidpepaTnsHm 123890, 275517 e xBOpWii uneH cim'i
7 curapom (AINC) 176977, TA+ npuHaiimMHi oAHe 3 HacTynHoro: e 3BI4
164790 . Ay6nb-HeratueHi T-nimdoumntn (TCRab+CD3+CD4-CD8-) cknagatotb > 6% 3 * Kom6iHoBaHwit
601859, 603909, TCRab+CD3+T-KNiTUH imyHoaediuuT
607271, 616100, . nigBuLLEHMI piBeHb BiomapKepiB (NPUHAWMHI 2 3 HACTYMHUX): hd HeknacudikosaH
615559, 614470 - sFASL> 200 nr / mn uih posnag abo
- BitamiH B12> 1500 Hr / n iMYHHI
- IN-10> 20 nr / mn auvcperynauji
- nopyleHHa FAS-onocepeKOBaHOrO WAAXY anonTosy
APECED / APS1 with 4. 607358 ORPHA: 4A01.21. E31.0 MpuHaiimHi 2 i3 HaBeAeHOro HNXKue:
CMC - Autoimmune 3453 . XPOHIYHWUI CNM30BO-LLKIPHUI KaHAMA03 (OpaNbHUI, CTPABOXiAHMI (CKNagHiCTb

polyendocrinopat hy
candidiasis ectodermal
dystrophy (APECED)

AyToiMmyHHa
nonieHAoKpUHONarTiA,
KaHAMA03,
eKkTogepmanbHa
uctpodis

240300

KOBTAHHA), CTaTeBMX OPraHiB, WKipK, HIrTiB) - NiATBEPAUTU KYNbTYPOIO
. ayToiMyHHMI1 rinonapaTMpeos /rinokanbLiemis
. ayToiMyHHa aApeHOKOPTMKaNibHa HegoCTaTHICTb (XBopoba AaaicoHa)
. iHWi ayToiMyHHi po3nagu:
- rineproHafloTPONHMI FiNOroHaAM3m, anonewin, BiTiNiro, ayToiMmyHHUI renaTuT,
Ajabet 1 TMny, NnopyweHHA poboTH WAYHKOBO-KULLIKOBOIO TPAKTY
. iHWe: eKToAepManbHa AUCTPodia: cToMaToNorivHa rinonsasia emani, guctpoodis
HirTiB
LiarHocTnuni Tectn (cneundiuni gna APECED /APS1):
. opraHocneundiyHi ayToaHTUTINA(NapaWmMTOBUAHA 331033, HAAHUPHUKM, CTaTeBI
3a/103M1, OCTPIBLEBI KNITUHK)
. aHTUUMTOKIHOBI ayToaHTuTINa (IFNa & w Ta / abo IL17A / IL17F / 1L22)
[KomeHTap: YyTAMBicTb Ta cneumdiyHicTb> 95% (Kisand et al, Eur J Immunol 2011), moxe
3aMiHUTK AIRE-reHoTUNyBaHHA 3 > 70 BigoMMX MyTauii]
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Barth syndrome 5. 300394 ORPHA: H00654 E78.71 Yonosiya cratb
111 TA+ OcobamBocCTi cepusa (cepLeBa HeAOCTaTHICTb, AinATauUiiHa KapaiomionarTis,
CuHgpom bapTa HeyLWiNbHEHHA MiOKapAy NiBoro WayHouKa, Gibpoenactos eHAOKapAa Ta ceplio3Hi
NOPYLUEHHA CEPLEBOro PUTMY, Taki AK GibpuaaLia WayHOUKIB abo WAYHOUYKOBaA Taxikapais)
302060 TA+ XpOHiyHa HenTponeHin
TA+ npuHaiiMHi oaHe 3 HacTynHoro
o HepBoBO-m’A308i 0COBNMBOCTI: CKeNETHA MionaTis, riNOTOHIA, BiACTPOYEHI PyXOBi
BiXM, HETEPNUMICTb Pi3UYHNX BNPaAB i aHOMasibHa CTOMJIOBAHICTb.
. XapakTtepHa ¢opma 0611uus (Habinbw NOMITHA B AUTUHCTBI)
. 3aTpyMKa pocTy (NepeBakHO y AUTUHCTBI)
Bloom syndrome 2. 604610 ORPHA: 4A01.31 Q82.8 HeBucokuii 3pict
125 TA+
Cungpom bayma . ImyHoaediumT (rinorammarnobyniHemisn, BapiabenbHo 3meHweHa nponidepauisn
NimboumTie, iIHGEKLiT HUKHIX AUXaNbHUX WAAXIB)
210900 . LinToreHeTHKa: BUCOKA YacToTa CECTPUHCLKOrO XPOMaTUAHOrO 06MiHY,
XPOMOCOMHi po3punBM
TA+ npuHalMHi 0gHe 3 HAacTyNnHOro
. LLKipa: cBiTNOYYTNMBICTb, METENMK-epUTEMA, café-au-lait makynu
. lonosa: mikpouedanis, gonixouedania, Benuki Byxa i Hic
. PyKW: cMHO@KTWUAIA, NONigaKTUAIA, N’'ATa KNIHOAAKTUAIA NanbLA
. OHKO/I0Ti4YHi 3aXBOPIOBaHHA: Nelikemis, nimbpoma, aaeHOKapLMHOMA,
NIOCKOKNITUHHA KapLMHOMa
2. 157660 ORPHA: 4A01.32 Q78.8 HeBucokuii 3pict
Cartilage hair 175 TA+ imyHoaediumnT (KombiHoBaHWUI imyHOAEedILMT (MiHAMBI T i B KNiITUHHI nimdoneHii),

hypoplasia (CHH)
linonnasia Bonocca
XpALwa

(rBX)

250250

TA+ MIHIMAJIbHO ogHe 3 Takux:
. peHTreHorpadiyHi npoasu NBX (meTadisapHa
XoHApoaucnnasia)
. CBiT/I€ TiNOMAaCcTUYHE BOAOCCA / TOHKE LWOBKOBMUCTE BONOCCA
. LUYHKOBO-KMLLKOBA Masibabcopbuia abo lipwnpyHr,
. remMaTo/oriyHi BiAXuaeHHs (AMcnnasin KicTKOBOro Mo3Ky, YUCTi epUTpOLUTaPHI
annasil),
. rPaHyNeMATO3HE 3ananeHHa (yparkeHHs WwkKipwy, ...),
. nimdonponidbepatneHuii cuHapom npu EBV iHdekuii
. 3N10AKiCHIi HOBOYTBOPEHHA
TA+ KOAHWX O3HaK iHLWOT iMyHO-KicTKOBOI AMcnnasii (Xsopoba LLnmke)
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
CD8 deficiency 1. 186910 ORPHA: 4A01.1Y D84.9 Knitunu CD8 +:
169085 MeHLwe 350 / MKA, AKLWO BiK MeHLLe 2 PoKiB
CD8 pediumnt meHwe 250 / MK/, AIKLLO BiK CTAHOBMT Big, 2 40 4 POKiB
poKiB
608957 MeHLwe 150 / MKA, AKLWO BiK NepesBuLLye 4 poKu
TA+ MNoBTopHI Ta / abo BaxKi iHbeKL;i
TA+ HopmanbHwuii abo nigsuwexuii CD4, CD19 ta CD56
TA+ HopmanbHa ekcnpeccia knacy HLA-knacy 1
TA+ [HWi OCHOBHI NPUYNHK NimponeHii BUKNIOYEHO
Chronic mucocutaneous | 9. 607358 ORPHA: 1F62.14 D89.9 LykaTtn:
candidiasis (CMC) 1334 . XPOHiuHa, CTilika abo peuunamBytoda HeiHBa3WBHA CNM30BO-LWKipHA KaHanao3Ha
abo gepmatoditHa iHdeKLia (OpanbHUiA, CTPaBOXigHWI (TPYAHOLL KOBTAHHSA, paK
XpOHIYHUI KaHaUA03 CTPaBOXOAY) reHiTanii, WKipw, HirTie) - NiATBEPAUTU KyNbTYPOIO
CNN30BUX Ta WKipKN . HWi iHpeKw;ji:
- wkipa (dypyHKynu, abcuecn, eksema, posauea)
- nereHi (iHdekuii rpyaHoI KNiTMHW,6poHxoeKTaTUYHa xBopoba)
- oui (bredapuT, KOH'OHKTUBIT)
. ayTOIMYHITET: rinOTUPEO3, BiTiNiro, 06ANCIHHA, ayTOIMYHHUIA renaTuT
. BaACKy/0NaTis (BHYTpPilWHbOYEpenHa aHeBPU3Ma, aHOMaii MO3KOBUX CyaWH)
. cimeiHUI aHamHe3 / paHHii BiK moYaTky
BUKANOUNTM BTOPUHHI NPUYUHU:
. CXUNbHI ymoBu: BIJ1, giabet, pnediuut 3anisa, HeiTponeHis, npotesun
. nonepeaHe NikyBaHHA: aHTMBIOTUKMK, iIMyHOCYNpeciBHa Tepanis, iHranALinHi
crepoigm, NN
. BUK/IOYUTM i30/1b0BAHUI PeLUANBYIOUMIA By IbBOBariHaibHUI KaHamMaos (RVVC)
[KomeHTap: IHbopmaTMBHI TecTu (3a HaABHOCTI):
i. Knituun Th-17 & Th-22
ii. Hu3bKa Kinbkicte CD4 Ta B-KniTuH
(kombiHOBaHa iMyHHa HE,OCTATHICTb)
iii. 3 HU3bKMM BMiCTOM 3ani3a])
Complement 8. 120550, ORPHA: 4A00.10 D84.1 MpuHaiimHi oaHe 3 HacTynHoro
component 1q 120570, 169147 . MNigBuLLEeHa CNPUIHATAKBICTD A0 iHdEKUii 3 iIHKancyIboBaHMMM OpraHiamamu
deficiency (Clq 120575 . CYB-noaibHWMi cuHapom
deficiency) . CimeliHnit aHamHe3 cumnTomaTtnyHoro Clgnaediuunty

[ediunt KomnoHeHTalq
KomnnemeHTa (Clq

nediumT)

613652

TA+
AKTUBHICTb CH50 / CH100 meHwe 10% Big, KOHTPOBHOTO 3HaYEHHSA NPU HOPMasbHIl
aKkTusHocTi AP50 / AP100
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Complement 8. 613785 ORPHA: 4A00.10 D84.1 MpuHaiimHi oaHe 3 HacTynHoro
component 1r 169147 o MNigBuvLLEeHa CNPUHATAKBICTD A0 iHdEKUii 3 iIHKancyIbOBaHMMM OpraHismamu
deficiency (C1r . CYB-noaibHuMit cuHapom
deficiency) o ®eHoTnn cuHapoma Enepa-faHnoca
HAediunt komnorenTalr . CimeliHnit aHamHes cumnTomatuyHoro Clr aediuunty
KomnnemeHTa (C1r TA+
AediunT) AkTUBHICcTb CH50 / CH100 meHwe 10% Big, KOHTPOABHOMO 3HAYEHHA NPU HOPMANbHI
aKTusHocTi AP50 / AP100
216950
Complement 8. 120580 ORPHA: 4A00.10 D84.1 MpuHaiimHi oaHe 3 HacTynHoro
component 1s 169147 . MNigsuiLeHa cNPURHATAKUBICTL A0 iHEKLN 3 iHKAaNCybOBaHMMM OpraHiamamm
deficiency (Cls . CYB-noaibHMI cMHapPOM
deficiency) . MHOWHHI ayTOIMYHHi 3aXBOPIOBaHHA
. ®eHoTun cuHapomy Enepa laHnoca
Oediunt komnoHeHTals . CimeliHuit aHamHe3 cumnTomaTtndHoro Cls gediunty
KomnaemeHTa (Cls TA+
Aediuur) AkTUBHICcTb CH50 / CH100 meHwe 10% Big, KOHTPOABHOTO 3HAYEHHA NPU HOPMANbHIN
aktuBHocti AP50 / AP100
613783
Complement 8. 613927 ORPHA: 4A00.10 D84.1 MpuHaiimHi oaHe 3 HacTynHoro:
component 2 deficiency 169147 . MNigsuLLeHa cCNPpUHATAKBICTL A0 iHbEKLM (NOBTOPHMIM NiOreHHMIA)
. [uckoigHuii Bosyak (Discoid lupus)
Oediunt KomnoHeHTa 2 . CYyB
KOMM/IEMEHTY . CimeMHUI aHamHe3 cumnTomaTnyHoro C2 Jediuunty
TA+
217000 CH50 a6o CH100 akTuBHiCTb MeHLe 10% Big, KOHTPONBLHOTO PiBHA
TA+
BiacyTHii C2 npn HopmanbHUx pisHax C3 i C4
8. 120700 ORPHA: 4A00.10 D84.1 MpuHaiimHi ogHe 3 HacTynHoro:
Complement 280133 . NigsuiLeHa cnpuiHATAKMBICTb A0 iHbeKLi (Neisseria abo cTpenTokokosa)

component 3 deficiency
(C3)

Oediunt KomnoHeHTa 3
KomnaemeHTy (C3)

613779

. InomepynoHedpput

. CimeMHUI aHamHe3 cumnTomaTnyHoro C3 gediyunty
TA+
CH50 / CH100 ta AP50 / AP100 meHLwt 10% KOHTPOABHOI AiANLHOCTI
TA+
BiacyTHil imyHoximiuHMIiA C3 npu HopmanbHoMy piBHI PakTopiB H il
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Complement 8. 120810, ORPHA: 4A00.10 D84.1 MpuHaiimHi oaHe 3 HacTynHoro:
component 4 deficiency 120820 169147 . MNigsueHa cnpuiHATAKMBICTL A0 iHdeKuil (Neisseria)
(C4A, C4B) e  CimeliHa icTopia peunansis- xsopobu, Wwo BuKAMKaHO Neisseria
TA+
Oediunt komnoHeHTa 4 CH50 (abo CH100) i AP50 (abo AP100) aKTUBHICTb MeHLIe 5% KOHTPObHOT aKTUBHOCTI
KomnnemeHty (C4A, TA+
C4B) HU3bKuKI iMmyHOXiMiYHMI 6inok C4 abo 3HMKEeHa BakTepMumaHa aKTUBHICTb
614380, 614379
Complement 8. 120900 ORPHA: 4A00.11 D84.1 MpuHaiimHi ogHe 3 HacTynHoro:
component 5 deficiency 169150 . NigsuieHa cnpunHATAKMBICTb A0 iHdeKLil (Neisseria)
. CimeliHa icTopin peunamsis - xBopobu, Wo BUKAKMKAHO Neisseria
Oediunt KomnoHeHTa 5 TA+
KOMMAEMEHTY CH50 (abo CH100) i AP50 (a6o AP100) aKTUBHICTb MeHLLE 5% KOHTPOIbHOI aKTUBHOCTI
TA+
609536 HM3bKUI iMyHOXIMiUHMI Binok C5 abo 3HMKeHa BaKTepuumaHa aKTUBHICTb
Complement 8. 217050 ORPHA: 4A00.11 D84.1 MpuHaiMHI ogHe 3 HacTynHoro:
component 6 deficiency 169150 . NigsuieHa cnpunHATAKMBICTb A0 iHdeKLil (Neisseria)
. CimeliHa icTopia peuunamsis - xBopobu, Wo BMKAMKaHO Neisseria
[ediunt KomnoHeHTa 6 TA+
KOMM/IEeMEeHTY CH50 (abo CH100) i AP50 (a6o AP100) aKTMBHICTb MeHLe 5% KOHTPO/IbHOT aKTUBHOCTI
TA+
612446 HW3bKuMIt iMyHOXiMiYHMI Binok C6 abo 3HMKeHa BakTepuumaHa aKTUBHICTb
Complement 8. 217070 ORPHA: 4A00.11 D84.1 MpuHaiimHi oaHe 3 HacTynHoro:
component 7 deficiency 169150 . MNiaBuLLeHa cnpuHATAKBICTb A0 iHdeKuii (Neisseria)
. CimeliHa icTopin peunamsis - xBopobu, Wo BUKAKMKaHO Neisseria
Oediunt KomnoHeHTa 7 TA+
KOMMAEMEHTY CH50 (abo CH100) i AP50 (a6o AP100) aKTUBHICTb MeHLLIE 5% KOHTPOIbHOI aKTUBHOCTI
TA+
HuW3bKuKI iMmyHOXiMiYHMI Binok C7 abo 3HMKeHa BaKkTepmumaHa akTUBHICTb
610102
Complement 8. 120950, ORPHA: 4A00.11 D84.1 MpuHaliimHi oaHe 3 HacTynHoro:
component 8 deficiency 120960, 169150 . MNiaBuLLeHa cnpuHATAKBICTb A0 iHdeKuil (Neisseria)
(C8A, C8B, C8G) 120930 e  CimeiiHa icTopis peumausis - xeopobwu, Wwo BuKkAMKaHo Neisseria

[ediunt KoMnoHeHTa 8
KomnnemeHTy (C8A,
C8B, C8G)

613790, 613789

TA+

CH50 (abo CH100) i AP50 (a6o AP100) akTUBHICTb MeHLLE 5% KOHTPO/IbHOI aKTUBHOCTI
TA+

Hu3bKKI iMmyHOXiMiuHMI 6inok C8 abo 3HMKeHa BakTepmumaHa akTUBHICTb




73

3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (AKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Complement 8. 120940 ORPHA: 4A00.11 D84.1 MpuHaiimHi oaHe 3 HacTynHoro:
component 9 deficiency 169150 . MNigsueHa cnpuiHATAKMBICTL A0 iHdeKuil (Neisseria)
. CimeliHa icTopia peuunameis - XxBopobu, Wwo BMKAMKaHO Neisseria
Oediunt KomnoHeHTa 9 TA+
KOMNeMeHTy CH50 (abo CH100) i AP50 (a6o AP100) aKTUBHICTb MeHLWe 5% KOHTPOAbHOI aKTUBHOCTI
TA+
613825 Hu3bKuMI iMmyHOXiMiYHMI 6inok C9 abo 3HMKeHa BakTepmumaHa akTUBHICTb
CSR defects and HIGM 3. 600678, 4A01.05 D80.5 MpuHaiimHi oaHe 3 HacTynHoro:
syndrome 191525, . niABuLLeHa CNPUMRHATAMBICTL 40 iHbeKUil (nepioguyuHi Ta / abo ymosHO-
605257 NaToOreHHi, BK/HOYAOUM KPUNTOCTOPUAN)
CSR pedekt . NOPYLIEHHA IMYHHOT perynauii (ayToimyHiteT, nimbonponidpepauis,
1 HIGM cuHapom CKNEPO3YBaHHA, XONAHTIT)
. uuToneHin (HelTponeHia abo ayToimyHHa)
. 3/108KicHa nyxaunHa (nimdoma)
Oediunt nepekntoyeHHs ¢ . XBOPUIA UneH cim'i . .
Knacie Ig Ta cHHAPOM TA+ nomitHe SHMV)KeHHFI.|gG (BMMIEﬂHe I'IpVIHa‘VIMHI ,fl,BI'-II) o
runep-lgM TA+ HOpMBﬂbI—IWIVI abo HI,EI'.BVILIJ,EHVIVI IgM (BlfIMIpFIIHHVIVI NPUHaMMHI ABiui)
TA+ BM3HayeHi NPUYMHM FrinorammarnobyniHemii BUKIOYEHO
TA+ BiiCyTHI faHi NPo rAMBOKKUM T-KAITUHHMIA AediunT, BUSHauYeHUM Ak 2/3 Big, HaCTyMHUX:
. KinbKictb CD4 / mikponiTp: 0-6 micauis <1000, 6 micauis-1 pik <800, 1-2 poku
<500, 2-6 pokis <300, 6-12 pokis <250, > 12 pokis <200
. % HaiBHOro CD4: 0-2y <30%, 2-6y <25%, 6-16 pokis <20%,> 16 pokis 10%
. MNponidepauia T-KAITUH BiACYTHA
608106, 605258, TA+ }KOAHMWX OOKA3iB aTaKcil TeneaHriekTasii (cafe-au lait spots (naTHa wseta Kode ¢
608184 MOJIOKOM), aTaKcin, TeneaHriekTasii, nigHATUI AFP anbda-peTtonpotein)
4. 606897 ORPHA: 4A01.20 E70.330 MpuHalimHi ogHe 3: IMyHOAEdILUT 3 YacTKOBUM
Chediak Higashi 167 D76.1 . NoBTOPHI bakTepianbHi iHdeKLii anbbiHismom

syndrome (CHS)
CuHapom Yepiaka-Xiraci

214500

. eniszop, remodarouutapHoro nimoorictiouutosy (M)
. HewitponeHis
. 3HUMKEHUI piBeHb NiIMOOLMUTIB, AerpaHyNALIa / LMTOTOKCUYHICTb
. XBOPWIA YneH cim'i
TA+ ogHe 3:
. TUNOBI NOPYLUEHHA BONOCAHOIO CTPUNKHA
. HaABHicTb BHYTPILWIHbOLMTONNAa3MATUYHOT TUNOBOI FFrAHTCbKI rPaHy/IM Ha Masky
KpoBi a0 Ma3Ky 3 KiCTKOBOro MO3KY
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Chronic granulomatous 5. 300481, ORPHA: 4A00.0Y D71 MpuHaiimHi oaHe 3 HacTynHoro:
disease (CGD) 608508, 379 . rAnboko 3anarae iHpekuia yepes 6akrepii Ta / abo rpubkm (abeueck,
608512, ocTeoMieniT, nimpageHir)
XpoHiyHa 608515, e peumayByloYa MHEBMOHIA
rpaHysiemaTosHa 601488 e nimdaaeHonartia Ta / abo renatomerania Ta / abo cnaeHomerania
xBopoba (XIX) . 06TypauiitHi / andysHi rpaHyNbOMM (LLNYHKOBO-KMLLKOBMI abo ceyocTaTeBuit
TPaKT)
306400, 233700, . XPOHiYHi 3ananbHi NposBK (KoniT, abeuec nedviHku Ta GopMyBaHHA CBULLA)
233690, 233710, . HEe3[aTHiCTb rapHO No4vyBaTh
613960 . X3BOPWI UneH cim'i
TA+ BiACYTHIW/ CYTTEBO 3MEHLLEHM auxanbHuit BMByx (NBT abo DHR, BUMipAHI npuHaiMHi
OBidi)
Clericuzio-type 5. 613276 ORPHA: 4B00.00 D70.0 XpoHiyHa HelTponeHis,
poikiloderma with 221046 TA+
neutropenia syndrome MNoWikinogepma,
TA+
Moikinogepmis Tvn MNepiogunyHi iHpekL;i,
Clericuzio 3 cuHapomom TA+
HeWTponeHii MaxioHixis,
ABO
604173 Manbmo-nifoWoBHWI rinepKkepaTos
5. 607817 ORPHA: 4B00.00 D70.0 XpoHi4yHa HelTponeHisA.
COHEN syndrome 193 TA+ npuHaiiMHi 2 3 HacTynHoro:

COHEN cuHapom

216550

. iHTeNeKTyanbHa HegocTaTHICTb (IH),

. mikpouedanis,

. NMLBOBUI grcMopdism,

. CTPYHKI KiHLiBKM,

. OXMPIHHA,

. nporpecytoya xopiopeTuHanbHa guctpodis
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
1. 603122, ORPHA: 4A01 D81 MpuHaimHi ogHe 3:

Combined 300386, 169082 . NPUHaNMHI OgHa BaKKa iHdeKuia (BUmarae rocnitanisauii)
immunodeficiency (CID) 109535, ORPHA: . OAMH NPOAB NOPYLIEHHA peryaauii iMyHiTeTy (ayToimyHITeT, cuHApPOM

186740, 169090 3ananeHoro KillKiBHMKA, BaXKa ek3ema, nimponponidepadin, rpaHynboma)
KombiHoBaHMi 186910, ORPHA: . 3/710AKiCHICTb
imyHozediuuT 176947, 217390 . XBOPUI uneH cim'i
(KI4) 170260, ORPHA: TA+ BUKOHaHO 2 3 4 KpuTepiis T-KNiTUH:

170261, 505227 . 3meHLwweHi T-KnitnHu CD3, CD4 abo CD8 (3 BUKOPUCTAHHAM pedepeHTHUX
616433, 615607, 601962, ORPHA: 3HaYeHb, NOB'A3aHMX 3 BIKOM)
615897, 312863, 109700, 357329 . 3MeHLLeHi HaiBHi T-kniTuHK CD4 Ta / a6o CD8
615468, 614172, 600005, ORPHA: . niABMLeHNi BMmicT g/d-T-KAiTnH
616098, 616740, 603200, 445018 . 3meHLWweHa nponidepauia go mitoreHy abo ctumynauis TCR
618131, 233600 601863, ORPHA: TA+ BIJ] BUK/IOUEHO

601861, 397964 TA+ BMKNIOYEHHSA KNiHIYHOrO AiarHosy nos’asaHi 3 Il (Hanpuknag, BU3HaYeHi CUHAPOMHI

602037, | ORPHA: 3axsoptoBaHHs, DKC, AT, CHH)

604655, 504530

604758, ORPHA:

300715, 317428

153390, ORPHA:

604011, 431149

611432, ORPHA:

604965, 317430

309845, ORPHA:

186880, 314689

606558, ORPHA:

600315, 476113

602354, ORPHA:

607210, 911

603517, ORPHA:

603258, 231154

190010,

605383,

604860,

308380
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Common variable 3. 604558, ORPHA: 4A01.01 D83.9 MpuHaiimHi oaHe 3 HacTynHoro: [Ans naujeHTis <4
immunodeficiency 604907, 1572 . nigsuLLLEHa CNPUTHATAMBICTb A0 iHbeKL;T pokis abo
disorders (CVID) 107265, e ayToiMyHHIi NposBK naujieHTis 3
606269, e rpaHynemaTosHa xsopoba HEMoBHMMM
3aranbHi BapnabenbHi 112210, e He3po3ymina noniknoHanbHa nimbonponidepatia KpuTepiamm -
imyHogediumTu (3B14) 186845, . ypaeHuit uneH cim'i (aediumT aHTUTIA) pPO3rAAHyTH
120650, TA+ nomiTHe 3HMKeHHA 1gG Ta NOMITHE 3HUKEHHA IgA 3 HU3bKMM piBHeM abo 6e3 IgM “HeknacudikosaHuit
607594, 240500, 606453, (BMMIiptOETbCA NpUHaKMHI ABidi; <2SD Bif, HOPManbHUI piBEHb ANA iX BiKy); AediuuT aHTuTin ",
613493, 613494, 164012, TA+ npuHaWMHi ogHe 3 HacTynHoro:
613495, 613496, 605384, . noraHa peaKwyia aHTUTIN Ha BaKLMHY (Ta / a6 BIACYTHI i30remarnioTuHiHM); To6To | 417 NauieHTiB
614699, 614700, 164011, BiZICYTHICTb 3aXMCHMX PiBHIB HE3BaXKalOUM Ha BaKLMHALLIO TaM, [e Lie BU3HayeHo | 3 AOKasamu
615577, 615767, 603023, e B-KAITMHM NaM'ATI 3 HU3bKMM NepeKIioueHHAM (<70% Bia BIKOBOrO HopmanbHoro | /MBOKOTO AediumTy KaiTuH,
616576, 616873, 615332 3HaueHHs) PO3rNAHYTH
617765 TA+ BTOPUHHI NPUUNHM «KombiHoBaHi
TinorammarnobyniHemis BUK/IOYEHO (HanpuKnag, iHpeKuis, BTpaTa 6inKa, Niku, 310aKicHI IMyHoAediLMTM»
YTBOPEHHS)
TA+4jarHo3 BCTAHOB/IOETLCA MiCAA 4-F0 POKY XKUTTA (aN€ CUMNTOMM MOXKYTb 6YTU NPUCYTHI
paHiwe)
TA+ BiACYTHI AaHi NPo rMBOKI T-KNITUHHWIA AediunT, BUSHAUYEHUI AK 2 3 HACTYMHI (Y = pOKK
KUTTS)
. Kinbkictb CD4 / mikponitp: 2-6p <300, 6-12 pokis <250,> 12 pokis <200
. % HaiBHMX CD4: 2-6y <25%, 6-16y <20%,> 16y <10%
] MNponidepauia T-KAITUH BiACYTHA
5. 130130, ORPHA: 4B00.00 D70.0 HeiitponeHia Huxue 0,5 r / n, BumipsaHa npuHaiimHi 3 pasu [AnA iHWWX naujeHTiB 3
Congenital neutropenia 600871, 486 ABO XPOHIYHO HeMTponeHieto
605998, ORPHA: HeittponeHisa Hwxuye 1 r / n, BUMipAHa NPUHAMHI 3 pasu NPUHaMHI 3 0AHUM i3 po3rnAagalTb —
BpogykeHa HeWTponeHis 611045, 439849 HaCTYNHUM: «HeknacuoikosaH
610035, ORPHA: . rAnboKo po3TaloBaHa iHdeKujis yepes 6akTepii Ta / abo rpubu daroumTapHi posnagm».
202700, 613107, 602671, 420702 . peumanBytoYa NHEBMOHIA
610738, 612541, 300392, ORPHA: . wiuHi Ta / abo renitanbHi adpTO3HI ypaxeHHa abo BUpa3KM
615285, 616022, 610389, 420699 . omdanit
617014, 300392 604592, ORPHA: . XBOPWIA uneH cim'i
138971, 331176 TA+ BUKNIOYEHHA BTOPUHHWX MPUYMH HeMTpOoNeHii
146928, ORPHA:
616012 423384
ORPHA:
99749
ORPHA:
427380

86788
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
5. 130130 ORPHA: 4B00.00 D70.0
2686 LiMKNi4Hi KOAUBAHHA abCONIOTHOI KiNbKOCTI HelTpodinis (KoxHI 16 - 28 aHis)
Cyclic neutropenia Nip yac uux HeMTpPoNeHIYHMX eni3oais, CUMNTOMM € NPUHAVMHI OAHUM i3 HACTYNHUX:
. MNiaBuLLEHa CNPUHATAKBICTD 40 iHdeKU;in
LinkniyHa HelTponeHin . PoTosi adpTn
. Enisoan 6010 B 3KMBOTI

162800

6. 602170, ORPHA: 4A01.1Y D81.9

ABO 606883, 70592 4A01.06 D83.9 MosTopHi Ta / abo BaxKi iHpeKu;i
Defects of Kater | 300248, ORPHA:
TLR/NFkappa-B opii 603258, 69088 TA+ NpUHaMHI 2 i3 HaBeAEHOTO HUXKYeE:
signaling 2,3, 164008, ORPHA: . HOpMasibHa BignoBiab T- i B-KAiTWH

7. 603029, 98813 . Jlerka 3anasnbHa peakuia
Oedekr TLR/NFkappa-B 608204, e nediunT NPoAyKLji aHTUTIN A0 NoNicaxapuaHUX aHTUreHiB
CUrHa/InHra 601896, . aHTiAPOTUYHA eKToAepMasibHa AMCNNA3ia 0COBAMBOCTI Y AEAKUX NALEHTIB

604834

610799, 607676,
300640, 300584,
300636, 300301,
618204, 615592,
612132
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI

Ta Homep ropia | Homep Homep (= poboui BU3HaYeHHSA ANA KNiHiYHOro AiarHo3y) AiarHo3 (AKLWo Kputepii He
3axBoptoBaHHA OMIM 1UIS reHa 3axBOpIO NOBHICTIO BiANOBIAAOTb)
BaHHA

6. 601604, ORPHA:7 | 4A00.Y D72 IHdeKuii, cnpuunHeHi cnabko BipyneHTHMMM MiKo6aKTepiamum, Taki AK BakuMHM BLK Ta
Defects with 161561, 48 eKoNoriYHi MikobaKTepii, Ty6epKynbo3, CaNbMOHENbO3, KaHANA03, iH. BHYTPILUHbOKAITUHHI
susceptibility to 107470, ORPHA:3 6akTepii, rpubu abo napasuTy,

mycobacterial infection 147569, 19552 TA+

(MSMD) 600555, ORPHA:3 3miHeHi onocepeaKkoBaHi IFN-y Tect imyHiTeTy abo

300481, 19558 3miHeHi onocepeaKoBaHi IL-12 TecTn imyHiTeTy

Oedektn, wo 601565, ORPHA:3 TA+

CNPUAHAIOTL PO3BUTKY 176941, 19569 BiACYTHiCTb aHTUTIN Ao IFN-y

MmikobaKTepianbHoi 147571, ORPHA:9
iHbekwji 602943, 9898
147795, ORPHA:3
614891, 614890, 19581
209950, 615978, ORPHA:3
614889, 614892 19574
613796, 300645, ORPHA:3
614893, 611521, 19547
616126, 616622 ORPHA:3
19595
ORPHA:3
19605
ORPHA:3
19623
ORPHA:3
19600
ORPHA:3
19563
ORPHA:4
77857
ORPHA:3
19543
ORPHA:3
19589
ORPHA:3
19535
ORPHA:3
19539
ORPHA:3
19612
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Deficiency of specific 3. 102582 ORPHA: 4A01.02 D80.6 IHdeKuiT (nepiognyHi abo BakKi 6aKTepianbHi) «HeknacuoikoBaHa
1gG (Specific antibody 169443 TA+ HEeAOCTaTHICTb aHTUTINY
deficiency - SPAD) HOpMasIbHUI piBeHb B cMpoBaTwyi / niasmi nigknacis 1IgG A ta M Ta IgG
TA+
Oediumnt cneymndiyHoro Fnnboka 3miHa NpoAyKLii aHTWTIN y Bignosige Ha S. pneumoniae (abo iH. NnonicaxapuaHa
1gG (CneumdiyHmit BaKUMHA) abo nicns 3a40KYMEHTOBaHOWM iHBa3MBHOM iHbeKLji abo nicaa TecTy iMyHisauii.
nediunT aHTuTIN) TA+
BukntoueHHs aedpekTy T-KNiTuH

DiGeorge syndrome 2. 602054, ORPHA: 4A01.1Y D82.1 [oKymeHTOBaHa Mikpogeneuin 22q11 a6o 10p

602269, 567
CuHapom AnKopasKu 138720, TA+ 03Haku imyHogediuuTy, T06TO iHdeKLT (peunansytodi abo Baskki 6akTepiasbHi) Ta / abo

116790, nopyLeHHA iIMyHHOI perynauii
188400 600237,

601754
Dyskeratosis congenital 2. 300126, ORPHA: 4A0Y D61.89 MpuHaimHi ABa 3 HacTynHOro:

612661, 1775 . AHomanii nirmeHTaL,i WKipn
[unckepatos 604319, . anctpodin HirTis
BPOAXKEHMUN 187270, e Jleiikonnakia cnn3oBoi

602322, . HepocTaTHicTb KicTKOBOro MO3Ky
305000, 127550, 608833, TA+ [y)Ke KOPOTKi Tenomepm
613989, 613990, 604212,
615190, 616553, 606471,
613987, 224230, 606470,
613988, 616353 609377

Karte 605384, ORPHA: FicTonoriyuHo AoBeAeHa 3ana/ibHa 3aXBOPIOBaHHA KuleyHuKa (33K), giarHoctoBaHa 3
Early-onset ropii 124092, 477661 no4yaTkom B guTAYoMy BiLj. HacTynHa andepeHuiauin - Bik noyatky (Uhlig et al
inflammatory bowel 1, 146933, ORPHA: Gastroenterologie 2014, PMID 25058236):
disease 4, 123889 238569 - 33Ky HemoBnATU: NnoyaTok <0-2 pokis
7. - 33K y HOBOHapOAKEeHMX: MOYaTOK <28 AHiB

PaHHi 3ananbHi
3aXBOPIOBAHHA
KULLEYHMKA

615767, 613148,
612567

TA+
BMKIOYEHHA iHDEKLUiMHOT NpuumHK (6aKkTepianbHOI, BipyCHOI, NapasuTUYHKi1)
TA+ NpuHaiMHI 0He 3 HaCTyMHOro:

. HemoX/nBICTb AOCTAaTHLOrO rAPMOHIHOTO PO3BUTKY ANA

. 36iNblIeHHA 3HAaYEHHA KaNbNPOTEKTUHY B CTYAi
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Early-onset multiorgan KaTte 102582, ORPHA: Lis xBopo6a xapaKTepu3yeTbCA PiSHOMAHITHUMKU CUMITOMaMMU. MPOABU MOXKYTb ByTH
autoimmune disease ropii 176947, 438159 "ALPS-nogibHmumn" abo "IPEX-nogibHmumn".
1, 606409 ORPHA: MpuHaimHi:
PaHHi noniopraHHi 4, 228426 MoyYaToK WoHaliMeHLe 2 OKPeMMX ayTOIMYHHUX 3aXBOPIOBaHb <18 poKiB (Taki AK:
AYTOIMYHHI 7. aYTOIMYHHI umTONeHii, IDDM, ayToimyHHi TMpeoignT abo ayToiMyHHe 3aXBOPOBAHHSA
3aXBOPIOBAHHA cneumndiyHOro opraHy, BK/KOYAOUM NEreHi, WIyHKOBO-KULLKOBUIA, nediHky Ta / abo iHwy
EeHA0KPUHHY ANCOYHKLO
615952, 617006, TA+ NpUHaMHI 04He 3 HacTyNHOro:
613385 . NimbaseHonatia> 6 micauis yepes> 1 perioHy
. lenaTtocnaeHomeranis
. MoBTOpHI BipycHi iHbeKL,i /Taki aKTUBaLi, AK MONIOCKM Ta 30CTePHi peakTuBaLii
. OcobmBocTi WKipu (eksema abo Backynonartisa)
. AyTOIMYHHWUIA apTpuUT
Epidermodysplasia 6. 605828, ORPHA: 4A00.Y D89.9 Benuki nnocki 6opogasyacTi nanyaum, 3a3suyaiil Ha KiHuiBKax, Tyny6i abo wui
verruciformis 605829, 302 TA+ NpUHaMHI 04HE 3 HAaCTYMHOro:
162643 . NiTHULA PI3HOKONBOPOBUX NAAM LLKipK
Enigepmogicnnasia . PO3BUTOK LWKIPHOI KAapLMHOMM
verruciformis
226400, 618231,
305350
8. 138470 4A00.12 D84.1 MpuHaliimHi oaHe 3 HacTynHoro:

Factor B Deficiency
Oediunt paktopy B

615561

. MNiaBuLLEeHa CNPUHATAKBICTD A0 iHdeKLUil (peunamBHOI nioreHHOI, B TOMy Ymnchi
Neisseria)
. CimeliHnit aHamHe3 cumnTomaTnyHoro Jediunty dpaktopa B
TA+
AkTuBHicTb AP50 / AP100 meHwwe 10% Big, KOHTPONLHOTO 3HAYEHHS MPY HOPMasIbHIM
aktusHocTi CH50 / CH100
A6o
BifcyTHiCTb akTMBHOCTI dakTopa B y cuposaTLi KpoBi (PpyHKLiOHaNbHa abo iMyHOXiMiYHa
oLiHKa)
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Factor D deficiency 8. 134350 ORPHA: 4A00.13 D84.1 MpuHaiimHi oaHe 3 HacTynHoro:
169467 . MigsuLLeHa cNpUMHATAMBICTL A0 iHbEKLiN (peuuanBHOI NIOreHHOI, B TOMY YMCAi
Oediunt paktopy D Neisseria)
. CimeliHuit aHamHe3 cumnTomaTnyHoro Jediunty paktopa D
613912 TA+
AkTMBHiCTb AP50 / AP100 meHwe 10% Big, KOHTPONLHOTO 3HAYEHHA MPY HOPMasIbHIM
aKkTusHocTti CH50 / CH100
A6o
BigcyTHicTb akTMBHOCTI dakTopa D y cupoBsaTui KpoBsi (GyHKLioHanbHa abo iMyHOXiMiYHa
OLLiHKa)
Factor H Deficiency 8. 134370 ORPHA: 4A00.1Y D84.1 MpuHaiimHi oaHe 3 HacTynHoro:
200421 . NigsuLeHa cnpUnHATAMBICTL A0 iHbEKLiN (peunanBHOI NiOreHHOI, B TOMY YMCAi
[Oediunt paktopy H Neisseria)
. CimeliHUi aHamHe3 cumnTomaTnyHoro Jediuuty dpaktopa H (peuecmsHuii abo
609814 LOMIHAHTHMI)
. MNpeeknamncis
TA+
3HMXKeHU piBeHb C3 y cMpoBaTL KPOBi (Yepes CNOHTaHHY aKTUBaLito)
TA/ ABO
3HuskeHi AP50 / AP100 ta CH50 / CH100 yepes 3HUusKeHHA piBHA C3 y cMpoBaTL|i KPOBi
A6o
BiacyTHili dakTop H (imyHoXimiuHa ouiHKa)
8. 134371, 4A00.1Y D84.1 MpuHaliimHi oaHe 3 HacTynHoro:
Factor H Related Protein 600889, . MNiaBuLLEeHa CNPUIHATAKBICTD A0 iHdeKLUil (peunamBHOI NioreHHoI, B TOMy Yuchi
Deficiency 605336, Neisseria)
605337, . CimelHmit aHamHes cumnTomaTnuHoro Jediuuty daxktopa H (peuecnsHuin abo
OediumnT 6inka, 608593 [OMIHaHTHMI)

nos’sasaHuii i3
dakTopom H

235400, 614809

TA / ABO

3suyaiiHi AP50 / AP100 ta CH50 / CH100
TA+

AHTUTING oo dpakTopa H
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
8. 217030 ORPHA: 4A00.1Y D84.1 MpuHaiimHi oaHe 3 HacTynHoro:
Factor | Deficiency 200418 o MigsuLLeHa cNpUMHATAMBICTL A0 iHbEKLiN (peuuanBHOI NIOreHHOI, B TOMY YMCAi
Neisseria)
Dediumnt darTopy | . CimeiiHWit aHamHe3 cumnTomaTnyHoro Jediuunty dpaktopa | (peuecvsHuii abo
OOMIHAHTHUI)
610984 e  T[lpeeknamncisa
TA+
3HMKEHWI piBeHb C3 y cMPOBaTL KPOBI (UepPe3 CNOHTaHHY aKTUBALO)
TA / ABO
3HukeHi AP50 / AP100 ta CH50 / CH100 4Yepe3 3HukeHHs pisHA C3 y cupoBaTLi KpoBi
ABO

BiacyTHil dakTop | (imyHoXiMiuHa oujiHKa)

8. 604973 ORPHA: 4A00.1Y D84.1
Ficolin 3 Deficiency 331190 MpuHaiimHi oaHe 3 HacTynHoro:
(FC3RN) . MNiaBuLLEeHa CXMNBHICTb A0 iHdeKUin
. TnomepynoHedput

OediunT dikoniHy 3 e MHOXMHHI abcuecn
(FC3RN) TA+

BifcyTHil akTUBaLiA 3aneXHOro Big, GikoNiHY KomnaemeHTa
613860 TA / ABO

BiacyTHili FC3RN

8. 170280, ORPHA: 4A01.23 D76.1 [nA nauieHTiB 3 HENOBHUMM

Familial 608897, 540 MpuHaiimHi oaHe 3 HacTynHoro: KpUTEPiAMM pPO3rNAHYTH
hemophagocytic 605014, . npuHaiimHi 1 enizog HLH (npuHaiimHi 5/8 kputepiis, Bu3HadeHux Histiocyte HeknacudikosaHi posnagu
lymphohistiocytosis 601717, Society) NopyLeHHA iIMyHHOT
syndromes (FHLH) 610884, . XBOPWUIA YeH cim'i perynsauii.

TA+ npuHaliMHi 0gHe 3 HaCTyMHOro:
CuHapom CimeitHoro e peumauByloue 3aXBOPIOBAHHA (> 4 TVKHI NiCAA NOYaTKy NiKyBaHHA NepLIoro
remodarounTapHoro enisoay)
nimdoricriouurosy . CTiliKe 3aXBOPIOBAHHA (BiACYTHICTb MOMKIMBOCTI JOCATHEHHA NOBHOI peMmicii)

. YaCcTKOBWI afbbiHi3m

267700, 603553, . BiACYTHA abo CyTTEBO 3MeHLUEHa eKkcrnpecia nepdopuHy (MPOToYHa LUTOMETpiIs)
608898, 603552, . NPUHaUMHI 0aMH aHani3 3 BiacyTHE aerpaHynsuieto (NK abo CTL) abo aga

613101 aHani3u 3i 3HWKEHOIO AerpaHynALieo

. NPWUHaNMHI 2 aHani3u 3 BiacyTHiCTIO NK-KAITUHHOT UMTOTOKCUYHICTI
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
FOXP3 deficiency (IPEX) 4. 300292 ORPHA: 4A01.21. D82.9 NpuHaiimHi ogHe 3 KombiHoBaHi
37042 o Barkka Ta 3aTAXHa eHTeponaTia 3 aTpodieto BOPCUHOK Y HEMOBAATU HONOBIYOT imyHoaediumnTK
FOXP3 gediumt (IPEX) craTi
. BakKa, 4acTO MHOXMHHa eHA0KPMHONATIA
304790 TA+ BUKAOYEHHA rinorammarnobyniHemii

TA+ npuMHaliMHi ogHe 3 HaCTynNHOro:
. Hu3bke abo BiacyTHe BUpaxkeHHsA Foxp3 (CD4 + CD25 + aHani3 noToky)
. BiacyTHicTb ABHOro gedekty T-KAiTH (nponidepauis HopmanbHa)
. NiaBuwweHwni piseHb IgA Ta IgE
] HopmanbHa ekcnpecia CD25

Glycogen storage 5. 602671 ORPHA: 4B00.00 D70.0 Peunausyioui iHdpekuii
disease type 1b (GS1b) 79259 TA+ HenepeHOCUMICTb ronoayBaHHA
TA+ rinornikemiyHi Hanagu
XBOp06a HaKOMUYEHHSA TA+ linepnakTaumaemis
rnikoreHy Tuny 1b TA+ HaKOMUYEHHA TNiKOreHy B NeviHLi
(GS1b) TA+ KOAIT, Wo iMiTye xBopoby KpoHa
TA+ ogHe 3:
232220 . 3MiHW GYHKUT HelTpodinis
. HelTponeHin
Griscelli syndrome type 4. 603868 ORPHA: 4A01.20 D76.1 MpuHaiMHI ogHe 3 HAacTynHOro: ImyHOAedILMT 3 YacTKOBUM
2 79477 . enisog remodarountapHoro nimdorictioyutosy (M) anbbiHismom
. 3MeHLLIEeHa AerpaHynayia / UMTOTOKCUYHICTb NimboumTis
CuHapom Mpusenni 2 e XBOPWI YneH cim'i
mny TA+ Tunosi aHoManii CTpUXKHA BOonocCcA
TA+ BiaCyTHICTb riraHTCbKUX rpaHyn Ha Ma3Ky KpoBi
607624
8. 606860, ORPHA: 4A00.14 D84.1 MpuHaiimHi oaHe 3 HacTynHoro;
Hereditary Angioedema 610619 100050 . MoBTOPHWUIA HabpsAK KBiHKe 6e3 KPOMUB'AHKK
(Clinh) ORPHA: e nepiogunuHi 60ni B }MBOTI Ta 6/110BOTA
100051 e Habpsak roptaHi
Cnaakosuii Habpak ORPHA: e CimeiiHuit aHamHe3 HabpaKy KBiHke
KBiHke 91378 TA+ H13bKKiA piBeHb f0MNOBHEHHA C4 (<2 cepeAHbOro 3HaYeHHA CePeAHbOro 3HaUYEeHHA) Mix
abo nig yac Hanagis aHrioHEBPOTMYHOrO HabpsaKy
106100, 610618 TA+ BipcyTHiii 6inok C1 ectepasw (tun 1 HAE) a6o BigcyTHA dyHKLjiA iHribiTopa ectepasu C1
(Tvin 2 HAE)

TA+ HopmanbHuii piseHb Clqg




84

3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
6. 603029, ORPHA: 1F40.21 D89.9
Herpetic encephalitis 608204, 1930 EHuedanit, Wo BUKAMKAHO cnopaguyHUm Bipycom npoctoro repnecy 1 tuny (BMNM-2 tuny
(HSE) 601896, BMK/IHOYEHWIM) Y 300POBOI iHaKWwe 0cobu, LUMPOKMIA CNEKTP KAiHIYHWUX 0COBAMBOCTEN: HEKPO3
eTUYHU eHuedanit 607601, MO3KOBOI TKAHUHM (NepeaHboro Mosky B 95%, cToBbypa MO3Ky B 5%), IMXOMaHKa, 3MiHa
613002, 610551, 604834, noBeAiHKM Ta NOPYLUEHHA CBIAOMOCTI, 3 AaHMMM NPO 306paskeHHA MO3KY NPUMNYCKatoUn
614849, 614850, 603734, YPaxeHHA MO3Ky,
617900, 616532, 601181, € NPUHAWUMHI O4MH 3 YOTUPbLOX HACTYMHMUX BiPYCONOTIYHMX KpPUTEPIiB:
608033 600650 1) N/1P HSV-1 no3uTUBHWIA B NiKBOPI,
ABO
2) aHTureH HSV-1 Nno3uTUBHMIA B NiKBOPI
ABO,
3) aHTK-BII-1 aHTUTING B NiKBOPI,
ABO
4) cepoKkoHBepcis aHTU-HSV-1 aHTUTIN B KPOBI.
4. 603401 ORPHA: 4A01.20 D76.1
Hermansky Pudlak 183678 OYHO-LWKipHUI anbbiHi3m
syndrome (type 2) TA+ XpoHiuHa HelTponeHis
TA+ npuHaliMHi 0gHe 3 HaCTyMHOro:
CuHapom . remoppariyHuii giates
lepmaHcbKoro-Tyanaka . peuunamsytodi iHpekwji
(tvn 2) . remo darouutapHuii nimgorictioumtos (I/1r)
TA+ pedeKTHa LUMTOTOKCMYHICTb, CPUYMHEHA NOPYLLUEHHAM AerpaHynaLii
608233
1. 170260, ORPHA: 4A01.11. D81.6
HLA class | deficiency 170261, 34592 MpuHaiimHi oaHe 3 HacTynHoro:
601962, . CXWAbHICTb A0 NepiogMyHMX Ta / a0 ONOPTYHICTUYHI iHpeKUii
HLA | knaca pediumt 109700 . [paHynemaTo3Hi ypaxeHHA LWKipn

604571

TA+ npuHaliMHi 0gHe 3 HaCTyMHOro:

. CXuNbHICTb A0 nepiognyHmx Ta / abo onopTyHICTUYHI iHdeKLji

. HeKkpoTusytoui rpaHy1emaTo3Hi yparkeHHs WKipu

. Hu3bKuit piseHb T-CD8 abo nimdoneHis

. BiacyTHiCTb NpoAyKLii aHTUTIN y BiANOBIAb HA @aHTUFEHN

. BiacyTHicTb nponidepadii T-KNiTUH y BiANOBIAb HA aHTUrEeHN
TA+ 3HuKeHa abo BigcyTHicTb HLA A, B, C, O eKCnpecyroTbCs Ha NOBEPXHI 3BUYANHUX Ta
aKTMBOBaHUX PHK/UMTOKIHOM T-KAITUH.
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
HLA class Il deficiency 1. 600005, ORPHA: 4A01.12. D81.7 OpHe 3 HaCTynHoOro: KombiHoBaHi
(MHC2) 603200, 572 . nepioanyHi Ta / abo yMOBHO-NaTOreHHi iHpeKL,i imyHopediunTn
601863, . AyToimyHiTeT
HLA Il knaca gediumt 601861 TA+ oHe 3 HaCTynNHOro:
. FinorammarnobyniHemis
. NlimdboneHis
209920 . Hwu3bkuit piseHb T-CD4
. BiACYTHicTb npoaykuii Ab y Bignosigp Ao aHTUreHiB abo BiacyTHOCTI
nponidepauii T-KAITUH Y BiANOBIAL HA aHTUTEHU
TA+ 3meHLeHa abo BiacyTHA ekcnpecia HLA DR
Ha nosepxHi B-knitnH Ta / abo MmoHoUMTIB
HoyeraalHreidarsson 2. 300126, ORPHA: 4A0Y D61.89 MpWHaWMHi YHOTUPU 3 TAKMX KPUTEPIiB:
syndrome 609377, 3322 . Mikpouedanis Ta / abo HelpoKOTiHITUBHM po3naam
604212, . rinonnasis mo3ouka
CuHapom Xoliepaana- 608833, e HepocTaTHIiCTb KICTKOBOrO MO3KyY
Xpe#gapccoHa 187270, e IMyHHa HeflOCTaTHICTb, BKAIOYAOUM B-KniTMHK nimbonerii
604319 . Barkka eHTeponarTif
305000 . 3HaYHe 3HWXKeHHs 3pocTy (NoHaga 2 o)
Lie moke 6yTv niaTBEPAKEHO 060B'A3KOBMM aHANI30M LOBKUHM TENOMEp (3a3BUYail AyKe
KOPOTKi)
Hyper IgE syndrome 2. 102582, ORPHA: 4A01.34 D82.4 IgE > B 10 pasiB nepeBuLLyE BiKOBY HOpPMY [nAa naujeHTis 3 AOKa3aHUM
(HIES) 611432, 2314 TA+ natonoriyHa CNpUMHATAMBICTb A0 iHeKLin AediunuTom T-KNiTUH :
'vnep IgE cMHapom 176941 ORPHA: TA+ BifcyTHI gaHi npo aediumT T-KNITUH (HU3bKa KiNbKicTb T-KNITUH, HU3bKI HaiBHI T-KAiTUHK, | «KombiHoBaHi I4»
331223 3MeHLIEeHHA PO3MOBCIOAMKEHHS)
147060, 243700, TA+ BigcyTHi AaHi Npo aediumnT B-KNiTUH (HU3bKWUIA piBeHb B [nA naujeHTiB 3 AOKa3aHUM
611521 KNITUH, rinorammarnobyniHemis) AediunTom B-KAiTUH:
«HeknacuoikoBaHuin
AediuuT aHTUTINY.
[ANA iHWKX NauieHTiB:
«HeknacuoikoBaHuit
imyHopediumT»
3. 4A01.04 D80.8 IHdeKuiT (nepiognuHi abo BaKi bakTepianbHi) HeknacuoikoBaHuii aediumut

IgA with 1gG subclass
deficiency

Oediumnt nigknacy IgA 3
1gG

TA+ BigcyTHilt IgA B cupoBaTLi / nnasmi Kposi (3 HopmasbHUM / HU3bKMM piBHem IgG Ta IgM)
TA+ Hu3bKi piBHi B ogHOMY ab0 AeKinbKox nigkaacax IgG (3a40KyMeHTOBaHO ABidi)

TA+ HOpMasnbHa BiANOBIAb aHTUTIN IgG Ha AeAKi WenneHHA

TA+ BUKAIOYEHHA AedeKTy T-KNiTuH

QHTUTIN
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
2. 602900, ORPHA: 4A01.31 D81.9
Immunodeficiency 614064, 2268 ImyHoaediumnT (NnepemiHHa rinorammarnobyniHemisa, MiHAMBE 3HUKEHHA T-, B- Ta NK-KAiTuH,
centromeric instability 609937, 6aKTepianbHi Ta yMOBHO-NATOreHHi iHdeKw,i)
facial anomalies 603946 TA+
syndrome (ICF) . Fonosa: mikpouedanis, rineptesnopnsm, enikaHToBi CKNAAKM, NAOCKe 0banyus,
MIKpPOrHaTisi, MaKpOr/a0Cisi, BUMMHAHHA A31Ka, HEBEIMKMIA KUPNATUIA HiC
ImyHoaediumT 3 . LUutoreHetuka: LleHTpomepHa HecTabinbHicTb xpomocom 1, 9i 16 3 nigsuLLeHoO
LLeHTPOMIpHOtO COMaTUYHOLO pekombiHaLlieto | GopmMyBaHHAM pasranyKeHoi /pagianbHoi
HecTabinbHicTio Ta KoHdirypauii
aHomaniamu obamuya TA+ npuHamHi ABa 3 HacTyNHOro
. HeBWCcoOKMI 3picT
242860, 614069, e Hesposoris: BapiabenbHa NCuXiyHa BiACTaNICTb
616910, 616911 . manbabcopbuin, giapen
. raiMopwT, BEPXHIl | HUKHIN
. iHdeKUiT AgnxanbHUX Waaxis
4. 600555 ORPHA: 4A01.21. D82.9 KombiHoBaHwM
IPEX-like disease 391487 MpuHaiimHi ogHe 3 imyHopediunt
. TAXKa Ta 3aTAXKHa eHTeponartia 3 aTpodieto BOPCUHOK Y HEMOB/AT YO0BIYOT CTaTi
IPEX-nogni6He . TAKA, 4aCTO MHOKUHHA, EHAOKPUHONATIA
3aXBOPIOBAHHA TA+ BUKNOYEHHA rinorammarnobyniHemii
TA+ NpUHaMHi oHe 3 HacTyMHOro:
614162 . HopmanbHa ekcnpecia Foxp3 Ha CD4+CD25+ (MeTo,0M NPOTOYHOT LIUTOMETPIT)
. BipcyTHicTb ABHOro aedeKTy T-KAITUH (HopmanbHa nponipepauis)
[ NipsuweHnl piBeHb IgA Ta IgE
3. 147110 ORPHA: 4A01.06 D80.3 IHdeKuii (peunamsytodi abo BaxKi 6akTepianbHi) HeknacuoikoBaHui gediumt
solated 1gG subclass 183675 TA+ HopmasibHUiA piBeHb IgG, A Ta M y cupoBartui / nnasmi Kposi aHTUTIN
deficiency TA+ Hu3bki piBHi B ogHOMY abo aekinbKkox nigknacax IgG (3a4oKymeHToBaHO ABidi)
TA+ HopmanbHa Bignosigb aHTUTIN IgG Ha AeAKi WwenneHHA
I130n1b0BaHMI aediuuT TA+ BuknioyeHHa pedekty T-KAiTHH
nigknacy 1gG
6. 150370, ORPHA: 4A00.Y D89.9 AcnneHia abo rinocnaeHis
Isolated congenital 141250 101351 TA+ HasBHicTb Tin Xayenn-Ixoni (Howell-Jolly) B maskax Kposi

asplenia

I130/1b0OBaHa BpoAXKEHA
acnneHis

271400

T A+ peHTreHo/I0riYHI AaHi, Wo niaTBepAXytoTb acnaeHito (Y34, KT, cunHTturpadis)
TA+ BUKNIOYEHHA BYAb-AKOro HAAMIPHOTO PO3BUTKY Takuit AedeKT, AK reTepoTakcis
(aekctpokapais, situs inversus, iHwe ...) abo iHWi Baan cepus i BeAWKi Baan CyavH
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Mannose-binding lectin 6. 154545 - - IHdeKuiT (BaKi, peunansytodi, 6akTepianbHi)
deficiency (MBL) TA+ ofHe 3 HacTynHoro:
JleKTWH, Wo 3B’A3y€ MaHHO3Y
[OediunT maHHO30- . <75 MKr / Ni: KOPENoe 3 TOMO3UTOTHUMM BapiaHTamMK anenei Ta
3B'A3YIOYEro NIEKTUHA HedyHKUjoHanbHUM MBL, AKMI1 aCOLitOETBCA 3 HANBINBbLIMM PUSUKOM PO3BUTKY
(MBL) iHbeKujn.
ABO
614372 . 75 - 399,9 MKr / n: Kopestoe 3 GyHKLUioHaAbHUM aediupTom MBL, nos'asaHuii i3
36iNbLIEHHAM PU3NKY IHOEKLN.
ABO
. 400 - 1300 MKr / n: KOPENIOE 3 reTepO3UrOTHUM BapiaHTOM anesei, moxe
NpoABAATUCA Nerknii AediumnT, NOB'A3aHWI 3 4eAKUM NIABULLEHHAM PU3KKY
iHbeKu;in.
MpUMITKa: NaLieHTIB cNif KNacudikyBaTU SK rOMO3UFOTHUI, PyHKLiOHaNbHWI abo
reTeposnroTHUn gediunT BiagnosiaHo.
Membrane CoFactor 8. 120920 4A00.1Y D84.1 MpuHaiMHi ogHe 3 HAacTynHOro:
Protein (CD46) . MigBuLLEHA CXMABHICTb A0 iHdeKLin
Deficiency . FnomepynoHedput
. MepioanyHi nioreHHi iHpeKw,i
Dediunt membparHoro e lpeeknamncis
6inka CoFactor (CD46) TA+ AKTMBHIcTb AP50 / AP100 MeHwe 10% Bif, KOHTPONLHOTO 3HAYEHHA NPU HOPMasbHIN
aKkTmeHocTti CH50 / CH100
TA+/ ABO [Joka3u BiacyTHOCTi 38'a3yBaHHA C3b (3a 4ONOMOroto KOHKYPEHTHOro
iMmyHoNOriYHOro aHanisy) abo iMyHONOTYHOrO aHaNi3y KOHKYPEHTHOrO 3B'A3yBaHHA aHTUTIB
5. 137295 ORPHA: 4A0Y D72.818 MpuHaliimHi oaHe 3 HacTynHoro:
MonoMAC (WILD) 22843 . OMcemiHOBaHI He TybepKynbo3Hi MikobaKTepianbHi iHpeKLii

MonoMAC (WILD)

MonoMAC-cuHapom

614172

. YMOBHO-MaToreHHi rpnbKosi Ta BipycHi iHdeKwuii
CiIMENHWNIA MIENOANCNNACTUYHMI CUHAPOM /TOCTPUIA MIENONENKO3
nereHeBUi anbBEONAPHUI NPOTEIHO3
BY3/yBaTa eputema
nimdesema
[ucemiHoBaHi bopoaasku
. aHoreHiTanbHa gucnnasia
TA+ MOHOUMTONEHIA, 3HUKEHHA BMICTY A€HAPUTHUX KAiTUH, B i NK nimbounTtn, nimdponeHin
TA+ linouentoNApHICTb KiICTKOBOro Mo3sky, ¢pibpos Ta baraTosiHiiHa gucnnasis
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Netherton syndrome 2. 605010 ORPHA: 4A01.34 D82.4 MpuHalimHi gBa 3 HacTynHoro:
634 o reHepani3oBaHuii ixTio3 (epuTpoaepmis, NoKpuTa ApiGHUMM NycouKamm) 3
CuHgpom HeTtepToHa NoYaTKOM e BiLi <2 micaui
. KOPOTKe BOIOCCA BHACNIAO0K 061aMyBaHHA CTPUNKEHA AUCTaNbHO, cneumndivHa
256500 aHOMaliA CTPUIKHA BOJIOCCA Ha3MBAETLCA trichorrhexis invaginata abo
"6ambykose Bonocca"
° aToniyHi NPoABK, B TOMY YMCANi XapyoBa anepria abo niasuweHnit pisexb IgE y
CUPOBATKM KPOBI
TA+ NpUHaMHI 0gHe 3 HacTyNHOro:
. He3JaTHICTb PO3BUTKY B NePLLi POKU KUTTA
peunamnsytodi iHpekuii (WKipHi Ta iHLWiI)
[ nepiognyHa giapes
Nijmegen breakage 2. 602667 ORPHA: 4A01.31 D81.9 Mikpouedanin
syndrome 647 TA+ 3MeHLWEHHA KinbKocTi T-KNiTUH Ta / abo niasuieHnit % CD4 ta CD8 KkniTuH nam'aTi Ta /
CuHapom HeltmereH 260 3HUKeHHA PyHKLT T-KNiTUH
TA+ npuHalimHi ABa 3 HacTynHOro
251260 ) TunoswuiA BUrnag obamuun
. 3MiHHa rinorammarnobyniHemis, gucrammarnobyniHemia ta / abo 3meHweHHs B-
KNITUH; YMOBHO-NaToreHHi Ta / abo XpoHiuHi, peunansyiodi iHbeKLji, nepeBaxHo
ANXaNbHUX LWNAXIB
. LKipa: naamu KONbopy KaBa-3-MOJIOKOM Ta / abo rinonirmeHToBaHi 4inaHkM Ta /
260 LWKipHi rpaHyIbomMu
. nimdoma / neiikos abo iHwa 3104KiCHa NyxanHa
) XpomocomHa HecTabinbHicTb (0cob6mBo xpomocomu 7 i 14); 36inblieHa
YYT/IMBICTb [0 iIOHI3YOYOro BUNPOMIHIOBAHHA Ta a/IKiNIYIOUMX areHTiB
1, 605988, ORPHA: 4A01.10 D81.1 [eckBamaliliHa epuTpoaepMina B NEPLUNIA PIK XKUTTA [NA iHWKX NauieHTiB 3
Omenn syndrome 2, 179615, 39041 TA+ oaHe 3 HacTyNHOro: BAXKKOIO epUTpoaepMi€eto
4 179616, . nimdonponipepadia posrnagaiTe:
CuHapom OmeHHa 607210, ®  He3AaTHICTb PO3BUTKY -SCID (TKIA)
601837, . XPOHiYHa aiapes -IPEX
603554 146661 -HeknacuoikosaHi

. peuunamsytoda NHEBMOHIA
TA+ eo3unHodinia abo niasuweHnit Ige
TA+ pediumT T-KAITUH (3HVXKEHHA HAIBHUX KAITWH, 3HWXeEHa npoaidepadis,
ONIrOKNOHa/bHICTb)
TA+ MaTepuHCbKUI eHrpadT (MPUKMBAEHHA Big maTepi) BUKNOYEHO
TA+ BIJ1 BukntoueHo

3HMXKEHHA abo BiACYTHICTb B-KNiTUH

nopyLeHHA iMyHHOT
aucperynauii
-HeknacuoikoBaHi gedektu
BPOAKEHOrO iMyHITeTy.
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Papillon-Lefevre 5. 602365 ORPHA:6 | 4A0Y D71 ManbmonnaHTapHMii rinepkeparos
syndrome 78 TA+
CuHapom ManitioHa Ba*KKMI NEPIOJOHTUT 3 PaHHIM NOYATKOM, LLLO BPAXKaAE AK MOJIOYHI, TaK i NOCTiNHI 3ybu
Nedespa TA+ npuMHaliMHi ogHe 3 HacTynHoro:
o Nlerka po3ymoBa BiACTanicTb
245000 . nioreHHi iHdeKwji
° rineprigpos
. BHYTpIiLWHbOYEPEnHi KasbLMHaTU
. HeHopMasbHi TecTn PyHKLIi HeilTpodinis
OndepeHuianbHa AiarHOCTUKa BKNKOYAE: anenbHi BapiaHTK PLS, TaKi Ak cuHapom Xaima-
MatKa Ta npeny6epTtaTHuil / arpecBHWI NapogoHTO3.
IHWi 3axBOPIOBaHHA 3 NOAIBHUMM AePMATONONYHUMM O3HAKaMM BK/KOYALOTb JIOKaNi30BaHy
enifepMoniTUYHy A0N0OHEeNNAaHTapHY KepaToaepmito, Xayena-EBaHca
cuHApom, xBopoba lpiTepa Ta KepaTo3Huit NyHKTaT. keratosis punctate
YacTKoBMiA anbbiHizm 4, 4A01.20 D76.1 YacTKoBUI1 OKO-LWIKIPHUI anbbiHi3m
Ta TA+ npuHalMHi ogHe 3 HaCTynHoOro:
imyHozediuut . NOBTOPHI HaKTepianbHi iHbeKL;i
. enizog remo ¢aroumTapHoro nimorictioumTosa (M)
. 3HUXKEHMI piBeHb NIMPOLMTIB, AerpaHynaia / LUTOTOKCHMYHICTb
. XBOPWIA UsieH cim'i
TA+
BuKntoueHHa cuHapomy Yeamaka Xiraci, cuHgpoma Mpusenni (tun 2) Ta cuHapoma
FepmaHcbKoro MNygnaka (tun 2)
Properdin P factor 8. 300383 ORPHA: 4A00.1Y D84.1 MpuHaiimHi oaHe 3 HacTynHoro;
complement deficiency 2966 ) MigBuLLEeHa CNPUIRHATAMBICTb A0 iHOEKLIN (NOBTOPHI NiOreHHi, B Tomy Yuchi
(PFC) Neisseria)
Oediumt nponepanH P ) CimeliHni aHamHes (X-nos'a3aHe ycnaakyBaHHA)
dakTopa KomnaemeHTa TA+ AkTueHicTb AP50 / AP100 woHaimeHwe 10% Big, KOHTPOALHOIO 3HaYEHHA NpuU
(PFC) HOpPManbHOMY 3HauYeHHi akTuBHicTi CH50 / CH100
312060 TA+ BigcyTHi nponepaix (tun | / 11) abo aktvsHicTb (Tvn 1Il) y cupoBsaTLi Kposi npu
dYHKLiOHaNbHIN ab0 iIMYHOXiIMIYHIM OLHL
2. 606622 ORPHA: 4A01.32 D81.9 NepeBakHO AedeKTn T-KNITUH (3HMKEHA KiNbKiCTb Ta Nponidepadin)
Schimke disease 1830 TA+ KicTKOBa Aucnnasis (3a3smyait metadisapHa)

XBopoba LLnmke
242900

TA+ nopyleHHa GyHKLT HUPOK
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Seckel syndrome 606605, ORPHA: 4A01.32 D81.9 Hu3bKuii 3picT (BigcTanictb Ao- Ta nicnanonorosa), BaxKa mikpouedanisa
601215, 808 TA+ npUHAWMHI TPU 3 HAaCTyNHOro:
CuHgpom Cekkens 601810, . lonoBa: Koca nanbuebpanbHa LWiMHa BHU3, NOXMAWIA 106, acumeTpia 06amnyus,
210600, 606744, 604124, BMpPa3HUI KNIOBOBUAHWMIA Hic, BUBipKOBa areHesin 3y6is
613676, 613529, . FemaTtonoria: naHuuToneHis
613529, 614728, 609279, e LiuToreHeTMKa: BUCOKa YacTOTa CECTPUHCLKOFO XPOMATUAHOTO OBMiHY
614851, 605925, . HeBponoria: po3ymoBsa BiAcTanicTb, cy4oMM Ta BigxuneHHa B cTpyKTypi LHC
615807, 616777, 605958, . CKenert: KNiHOAAKTUANIA N'ATOro NanbLA, BUBMX CTErHa Ta NPOMEHEBOI KiCTKM,
617253 614724, rinonnasia NPOKCMManbHOrO BiAAiNY NPOMEHEBOI KiCTKM Ta NMPOKCMMAsIbHOT MaioroMiNIKoBoi
608684, KicTkuY, 11 pebep, ckonios
617246
Selective CD4 cell 604011 4A01.1Y - CD4* T-knituH meHwe 350 / Mk (nawieHTn Bikom cTaplue 4 pokis) abo meHwe 20%
deficiency uupKyntoounx T-nimboumTis y byab-akomy BiLli
CeneKktusHui aediuunt TA+ pediunt OKT4
CD4 KnitnH TA+ 3BMuaiiHuit abo nigsuueHnii piseHb CD8, CD19 Ta CD56
615518 TA+ Bl/1-HeraTuBHMi
TA+ iHWi OCHOBHI NPUYMHU NiMmdoNeHii BUKAIOYEHi
Selective IgA deficiency 3. 604907 4A01.06 D80.2 MpuHaiMHi ogHe 3 HAacTynHOro: [ns naujeHTis 3
. niABULLLEHA CXMNBHICTb A0 iHdeKu;ii AHOMANbHUMM peakLiaMU Ha
CeneKktusHui aediuut . ayTOIMYHHI NposaBu BaKUMHaLit0, PO3rNAHYTH
IgA . XBOPWIA uneH cim'i «pediumT cneumoiyHoro IgG
TA+ gjarHo3 nicna 4-ro poKy XuTTa (SPAD)». ins iHwmx
137100, 609529 TA+ HeBM3HauyBaHMI CUPOBATKOBMIA IgA (NpW BUMipIOBaHHI 3 HedenomeTpieto MeHwe 0,07 r | NALiEHTIB —
/ n), ane HopmanbHUi1 IgG Ta IgM y cMpoBaTLi KPOBi (BUMIPIOETHCA NPUHAKMHI ABiYi) «HeknacudikosaHuit
TA+ BUKNIOYEHi BTOPMHHI MPUYKUHM rinorammarnobyniHemii. AediLmUT aHTUTIN»
TA+ HopMmanbHa BigNOBIAb aHTUTIN IgG Ha BCi WenaeHHA
TA+ BUKAIOYEHHA AedeKTy T-KNiTuH
3. ORPHA: 4A01.06 D80.4 IHdeKuii (iHBa3uBHI a6o peunamneyloun, 3assuuaii 6akTepianbHi) «HeKknacuoikoBaHuUIt
Selective IgM deficiency 331235 TA+ HU3bKMI piBeHb B cMpoBaTKM / naasmm IgM (3 HopmanbHUMK nigknacamu IgG Ta IgG Ta nediunT aHTUTINY

CeneKktusHui aediuut
IgM

piBHem IgA y nnasmi)
TA+ HopmanbHa BignoBigp aHTUTIN IgG Ha BCi WwenneHHA
TA+ BukntoueHHa aedekty T-KAiTMH
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
1. 308380, ORPHA: 4A01.10 D81.1 MpuHaiimHi oaHe 3 HacTynHoro: [ns iHWwnx (Hanpuknag,
Severe combined 600173, 276 . iHBa3MBHa baKTepianbHa, BipycHa abo rpubkoBa / yMOBHO-NaToreHHa iHpeKL;in CTapLmMX) NaLieHTiB 3
immunodeficiency 146661, ORPHA: . cTilika Aiapes Ta HE3AaTHICTb PO3BUTKY aeodiuntom T-KNiTUH
(SCID) 151460, 35078 . XBOPUIA uneH cim'i PO3rAAHYTU «KOMBIHOBaHI
186790, ORPHA: TA+ nNpoAB Ha NEPLIOMY POLi KUTTA imyHoAediLMTU»
TAMKKNIA KOMBIHOBAHWI 186830, 169160 TA+ BI/1 BUKNIOUEHO
imyHogediumT (TKIA) 186780, ORPHA: TA+ BUKOHaHO 2 3 4 KpuTepiis No T-KAiTMHaM:
605000, 169157 . HW3bKi abo BiacyTHi T3-kniTnHM CD3, CD4 abo CD8
300400, 600802, 602354, ORPHA: ®  3MeHLeHHsA HaiBHUX CD4 Ta / abo CD8 T-KAiTuH
608971, 102700, 179615, 169154 . nigsuweHmii piseHb g/d T-KNiTUH
601457, 602450, 179616, ORPHA: . 3MeHLWweHa abo BigcyTHiCTb Nponidepauii npu cTumynauii mitoreHom abo TCR
611291, 615617, 605988, 277
615615, 615617, 611290, ORPHA:
617237 601837, 331206
103020, ORPHA:
608958, 275
600899, ORPHA:
600838, 183660
176947, ORPHA:
607210 357237
ORPHA:
228003
ORPHA:
420573
ORPHA:
317425
ORPHA:
397787
ORPHA:
504523
ORPHA:
280142
ORPHA:
317416
ORPHA:

317419
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Shwachman-Diamond 5. 607444, ORPHA: 4B00.00 D71 HeiitponeHia
syndrome 617048, 811 TA+ EK30KpPWHHA HEAOCTATHICTb NiALINYHKOBOI 331031
CuHgpom LLiBaxmaHa- 617538, TA+ npuHaliMHi ogHe 3 HAaCTynHOro:
[JaiimoHaa 604857 . 36inbWeHHA meTadi3apHUX 30H HA MPOMEHSX KICTOK (PEHTreH-A0CNiAKEHHS)
260400, 617941 . KOTHITVMBHa BiACTaicTb a60 NPo6a1emMu 3 NOBEAHKO
Thymoma with ORPHA: 4A0Y - HasasHicTb TUMOMM
immunodeficiency 169105 TA+
Tumoma 3 3HUKEHMI piBeHb IgG y cupoBaTLi KpoBi (<2 SD HUKue cepegHboro NoKasHMWKa AN Biky)
imyHozediuuTom
Transient 3. ORPHA: 4A01.03 D80.7 1gG HUKYe BiKOBOrO HOPMA/IbHOTO 3HAYEeHHA, BUABNEHOIO B NepLUi TPU POKUN XKUTTA
hypogammaglobu 169139 (BMMIipIOETBCA NPUHAWMHI ABIYi)
linaemia of infancy TA+ BU3HauyeHi NPUYMHU rinorammarnobyniHemii BUKAOUEHi
TpaH3uTOpHa TA+ cnoHTaHHA po34inbHa 34aTHICTb NPUBA. Nicna 4-ro AHA HaPOAXKEHHs
MatoKoBa MpumiTKa: CNoYaTKy NaLiEHTN PEECTPYBATUMYTLCA AK HeKNacudpikoBaHi AediunTn aHTUTIN Y
rinorammarnobyniHemis peecTpi Ta nepexognTUmyTb A0 TMI, AKLLO CNOHTAHHE 3HUKHEHHA A0 4 POKiB.
Warts 6. 162643 ORPHA: 4A00.Y D89.9 Bopopasku rinorammarnobynidemis, iHdekuii Ta mienokatekcuc (WHIM)
hypogammaglobu 51636 HeliTponeHia
linemia infections and TA+ nimdonenin
myelokathexis (WHIM) TA+ moHouuTONEHIA
bopopaasku, TA+ [loKa3n MiENIOKaTEKCUCY Ha Ma3Ky KiCTKOBOrO MO3KY;
rinorammarnobyniHemis TA+ NnpuHaliMHi 0AHe 3 HAaCTyNHOro:
, iHpeKwji Ta . MepioguyHi Ta Baxkki HPV (naninoma-sipyc ntognum) iHbekwui
mienokaTekcuc (WHIM) . MoBTOpHI BakTepianbHi iHbeKLii
. MikobaKTepianbHa iHdpekuia (iHbeKuii)
193670 ° Jlerka rinorammarobyniHemis
2. 300392, ORPHA: 4A01.1Y D82.0 MpuHaiimHi oaHe 3 HacTynHoro:
Wiskott-Aldrich 602357 906 . eKksema

syndrome (XLT/WAS)
CuHapom BickoTT-
Ongpiva

301000, 614493

. NoBTOPHi 6aKTepianbHi abo BipycHi iHdeKuii

. QAYTOIMYHHi 3aXBOPIOBaHHA (BKHOYAOUM BACKYIT)

. 3/10AKICHICTb

. 3HMKeHa ekcnpecia WASP y 3pa3sKy CBiXKOi KpoBi

. aHOMasIbHa peaKLjis aHTUTIN Ha nonicaxapuaHi aHTUreHu Ta / abo HU3bKKI BMICT

i30remarnioTuHiHiB

. no3uTMBHa icTopia cimelHoro aHanisy XLT / WAS y maTepi
TA+ naujieHT 4on0BiUOi cTaTi 3 TPoMbouuUTONeHieto (MeHwe 100000 TpombouuTie / Mm3)
(BMMIpIOETBCA MPUHANMHI ABiYi)
TA+ maneHbki Tpombouutn - (06'em TpomboumTis <7,5 fl)
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
X-linked 4. 300490, ORPHA: 4A01.22. D82.3 YonosiK (260 KiHKa 3 BUPaXKEHOI aCUMETPUYHOIO iHAKTUBALLiEIO X-XpOoMOcoMu)
lymphoproliferati ve 300079 2442 TA+ ABa 3 HAaCTyNHoOro:
syndrome (XLP) . npuHaimHi 1 enizog HLH (BignosiaHo Ao kpuTepiis)
X-34enneHui . XBOPWUWA UsieH cim'i
nimponponidepatnsHm e aHOManbHa peakujs Ha EBV
7 cMHApOM o FinorammarnobyniHemis
. 3ananbHa xBopoba KuwweyHuKa
308240, 300635 . BackyniT

. NimdoigHe HoBOYTBOPEHHA, 0c06/1MBO AKLWO EBV-acouiioBaHe
TA+ NPUHAVMHI O4MH i3 HACTYNHUX APYrOPALHUX KPUTEPIiB:
. 3MeHLWeHHsA abo BiACyTHICTb ekcnpecii SAP (ans XLP1) abo XIAP (ana XLP2),
OLLiHEHOT 33 4ONOMOrO NPOTOYHOI LUTOMETPIT
. 3HMKEHa YacToTa KNiTuH iNKT (<0,02% T-KniTuH)
° HopmanbHa ekcnpecisi nepdopuHy B NPOTOYHIM LUTOMETPIl
. AHanisn HopmanbHoi gerpanynauii (NK abo CTL) abo aHanisn LUTOTOKCUYHOCTI
HopManbHUX NK-KAITUH
TA+ BigcyTHicTb 4acTKOBOro anbbiHismy
TA+ BukntoueHi metaboniyHi 3axBoproBaHHA

4A01.0Z2 D80.9 MpuHaiimHi oaHe 3 HacTynHoro:

Unclassified antibody . Peumnamsytoun abo Baxkki 6akTepianbHi iHpekuii
deficiency . AyTOiIMYHHI NposBu (0cO6NMBO LUTONEHIA)

. MoniknoHanbHa nimdonponidepadin
HeknacuoikosaHe e XBOpWIi YneH cim'i
AediuuT aHTUTIA TA+ NpUHaiiMHi OfiHe 3 HaCTyNHOro:

. NOMITHE 3HUKEHHSA NPUHANMHI OAHOTO i3 3arasbHUX piBHIB 1gG, IgG1, 1gG2, IgG3,

IgA abo IgM

. HeLOCTaTHICTb BigNOBIAi (Bignosigen) aHTUTIN IgG Ha BaKUMHM
TA+ BUKNIOYEHi BTOPUHHI NPUYKUHK rinorammarnobyniHemii (Hanpuknag, iHdekuis, sTpaTa
6inka, Npuitom nikis, 310AKiCHE HOBOYTBOPEHHSA)
TA+ BiACYTHi KNiHIYHI 03HaKKM 3aXBOPIOBAHHSA, NOB'A3aHOro 3 T-KNiTUHaMK
TA+ He BiAgNOBIAAE XOAHOMY 3 iHLINX POBOUMX BU3HAUYEHDb (KpiM "HeKknacndikoBaHUx
imyHoaediumTis")
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Unclassified phagocytic 4B00.Y D72.9 MpuHaiimHi oaHe 3 HacTynHoro:
disorders 4B01.Z . iHBa3uBHa iHdeKLia, cnpuunHeHa 6akTepiamm Ta / abo rpubkamm
4A00.2 . peuunamnBytoya BaXKKa MHEBMOHIA
HeknacnoikosaHi . adTO3Hi yparKeHHs WiyHKX Ta / abo reHiTaibHUX OpraHis Ta BUPasKu
darouuTapHi posnaam . omanit
o XPOHiYHi 3ananbHi NPosBu (HanpUKNag, KoNiT, yTBOPEHHS CBULA)
. XBOPWIA YieH cim'i
. BLUXut
TA+ HopmanbHUiA abo cybHopmanbHUiA AnxanbHui cnneck (NBT abo DHR, ouiHioeTbes
NPUHaVMHI ABiYi)
Unclassified disorders of 4A01.2Z D82.9 MpuHaiimHi oaHe 3 HacTynHoro: N5 naujieHTiB 3 03HaKammn
immune dysregulation . QYTOIMYHHi npoAsK rnnbokoro aediunTy KNITUH
. nimoonponidepadin posrnagatv "KombiHoBaHi
HeknacudikosaHi . BUpaXKeHa eKk3ema imyHoaediumTn".
NOPYLIEHHA IMyHHOT e 3ananbHi 3aXBOPIOBAHHA KMLLEYHMKA
ancperynauii . rpaHynboma [na naujieHTis 3 03HaKamu
° BaCKY/IT Aediumnty B-kAiTuH
e HLH-nogji6He 3axBOpIOBaHHSA posrnafatm
TA+ npuHaiimMHi ogHa UMPpPOoBa ab0o PyHKLLIOHANbHA aHOMaNbHa 3HaXiAKa Mig Yac "He'f“ac”d’i"o?a””ﬁ
iMYHOIOFYHOTO AOCAIAKEHHA Aediumt aHTuTin".
TA+ HEMa€ }KoAHWX A,0Ka3iB rnb6oKoro Aediumnty T-KNITUH, WO BU3HAYAETLCA AK 2 i3
HacTynHoro:
. Kinbkictb CD4 / mikponiTp:
0-6 micauis <1000, 6 micauis-1 pik <800, 1-2 poku <500, 2-6 pokis <300, 6-12 pokis <250, 12
pokis <200
. % HavBHoro CD4: 0-2y <30%, 2-6y <25%, 6-16y <20%,> 16y 10%
. Mponidepauia T-KAITUH BiACYTHA
TA+ BiACyTHI aaHi npo aediumT B-KNITUH (HWU3bKa KiNbKICTb B-KNiTUH,
rinorammarnobyniHemis)
4A00.1Z D84.9 MpuHaiimHi oaHe 3 HacTynHoro:
Unclassified . oAVMH eni3o 6akTepiemii, meHiHriTy abo cuctemHoi Neisseria iHdeku;ji
complement . peuunamsytodi pecnipaTopHi iHpekwji
deficiencies TA+ cTitknin aedekt CH50 abo AP50 (y Tpbox BU3HaueHHAX Yepes 6 micaL,is)

HeknacuoikoBaHui
nediunT KomnaemeHTa

TA+ BigCyTHI AaHi Npo iHWIi 3BMYalHI imyHoNOriYHI gedekTn
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3axBOpPIOBAHHA Kate OMIM ORPHA MKX 11 MKX 10 KniHiuHi KpuTepii imoBipHOro giarHosy ANbTEPHATUBHUI
Ta Homep ropia | Homep Homep (= poboui BU3HAUYEHHA ANA KNIHIYHOTO AjarHo3y) AjarHo3s (aKWwo Kputepii He
3axsoptoBaHHA OMIM VIS reHa 3axBopto NOBHICTIO BiANOBIAAIOTH)
BaHHA
Unclassified 4A60.2 D84.9 MoBTopHa MxomaHKa (Temnepatypa> 38 °C), aika BUHMKaNA LWOHaMeHwWe 6 pasis.
autoinflammatory TA+ BUKNOUYEHHSA IHWMX BiZOMUX IHDEKLiMHMX / 3aNaNbHUX ayTOIMYHHUX pO31agais
diseases TA+ 33LOKYMEHTOBaHi AaHi Npo 36inbWweHHA MapKepis 3ananeHHs (LWOE / CPB)
TA+ BiKk noyaTKy go 40 pokis
HeknacuoikoaHi TA+ nepeBarkHO, ane He BUK/IYHO CUCTEMHI CUMNTOMM
ayTo3ananbHi
3aXBOPIOBAHHA
Unclassified syndromic 4A0Z D82.9 MpuHaiMHi ogHe 3 HAacTynHOro:
immunodeficiencies . ancmopdiuHi 0cobAnBOCTI, TaKi AK HU3KKIA 3picT, aHOManii 06anYus,
Mikpouedania, aHomanii ckenera
HeknacuoikosaHi . iHWi nposasu: anbbiHi3m, aHomanii Bonocca abo 3y6is, Baan cepua abo HUPOK,
CUHAPOMANbHI aHoManii cayxy, nepBMHHA 3aTpUMKa HEPBOBOTO PO3BUTKY, CyA0MU
imyHoaediunTn TA+ npuHaiMHi ogHa yncnosa abo dyHKLiOHaNbHA aHOMasIbHa 3HaxiAKa npu

iMyHONOrFYHOMY AOCNIAKEHHI
TA+ BUKNOYEHHA BTOPUHHUX NPUYUH ANA IMYHONOFIYHUX BigxuaeHb (iHdeKuin, 3n0aKicHe

HOBOYTBOPEHHS)
Unclassified 4A0Z D84.9 MpuHaiimHi oaHe 3 HacTynHoro: [Ons naujeHTiB
immunodeficiencies . NPUHaMHI 0fHa BENUKa iHdeKuin 3
HeknacuoikosaHi . HeHopMmanbHWUii nepebir abo YacToTa He3HaYHUX iHdeKLi CUHAPOMHUMM
imyHoAediumTn . NPWHAMMHI OAMH NPOAB NOPYLUEHHA perynayii imyHiTeTy npoasamu -
. He3JaTHICTb BECTU HOPMasbHUI 06Pa3 XKUTTA, 3aTPUMKA PO3BUTKY posrnafatoTca
. XBOPUM UneH cim'i «HeknacuoikosaHi
TA+ npuHaiimMHi ogHa YncnoBa abo dyHKLiOHaNbHA aHOMaIbHa 3HaxigKa npu CUHAPOMHI imyHOAediLUTH».

iMyHONOFYHOMY AOCAiAKEHHI

TA+ BUKNIOYEHHS BTOPUHHUX NPUYUH ANA iIMYHONOTIYHOrO BiaxuneHHs (iHbeKuia, BTpaTa
6inka, gjis Nikis, 3108KiCHICTb)

TA+ He nigxoaunTb AN Byab-AKOro iHWOro Pobo4Oro BUSHaYEHHA (BKKOYatoum
«HeKnacMdikoBaHi CUHAPOMaNbHI iIMyHOAEDILUTUY)

1) A-T-kapiotun nimdouuntie — Kapiotun nimdoumnTtos npu ATaKcii TeneaHriekTasii 3 TpaHc/ioKauieo 7;14
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Therapie primérer Antikorpermangelerkrankungen

TEPAIIIA NIEPBUHHUX ITOPYHIEHDb AHTUTILJI

BCTYII

[lepBunHi iMyHOAE]IIMTH) HaleXaTb A0 PIAKICHUX 3aXBOPIOBaHb 1 KIAcH(]iKyIOThCS
BIJIMOB1THO 10 MixkHapogHOTO cot03y iMmyHosoridHuX ToBapucts (IUIS) (Tabmwuis 1) (Picard et al.,
2018). JocToBipHHX, MOBHUX JaHUX MPO T€, CKUIbKH JIfoJei B HiMeuunHi cTpakjaroTh MEpBUHHUM
imyHonedinurom, Hemae. 3rimHo HiMmenbkoro PID peectpy, crBopenoro B 2009 porii, B 1ijioMy B
2018 pomi Oyno 3apeectpoBano 2675 nanientiB (El-Helou et al., Posterpriasentation ESID Kongress
2018 in Lissabon). 3 Hux 1471 namieHT cTpakaae Ha po3jaau 3 aedinuroM aHTUTLL. SIK Bigomo 3
peecTpy €BpoIeichbKoro ToBaprcTBa nepBuHHOrO imynoaediuuty (ESID), manienTr 3 BpoyKeHUMHA
CUHApOMaMH J1e(IlUTy aHTUTLI € HAHOUIBIIOI 3aPEECTPOBAHOIO TPYIMOI0 MAII€HTIB 3 YaCTKOK >
50% (Gathmann et al., 2014). Lli 3axBoproBaHHS HaAajli iIMCHYIOTCS «[IE€PBHHHUMH CHHIPOMaMHU
nedinuTy aHTUTUD. L HacTaHOBa 0OMEXY€EThCS TEpaIi€lo 1aHol IPYMU 3aXBOPIOBAHbD.

Ta6auusa 1. Ornsaa nepBuHHUX iMyHOAeiUTIB 3a Kiacudikamieto [UIS 2017 poky - 3Birt
Komitery 3 mnepBHHHHX IMyHOAE(DIIUTHUX 3aXBOPIOBaHb IIPO BPOJUKECHI IMOMHJIKH IMYHITETY
(Primary Immunodeficiency Diseases Committee Report on Inborn Errors of Immunity) (Picard et
al., 2018).

1. KombinoBaHi AeinuTH KIITHHHOTO Ta TYMOPAJIBHOTO iIMYHITETY

. Kom6inoBani imyHoe(hiUTH 3 acoliioBaHUMHU 200 CHHIPOMHUMU O3HAKaMH
. Imynonedinutu, siki pokycyroThcst Ha AePIUTI AHTUTILI

. 3aXBOPIOBaHHS IMYHHOT TU3PETYIISLiT

. Bpoxeni nedinutu KipkocTi a0o QpyHKIIT GaronuTis

. HedhekTn BpoaKeHOro iMyHITETY

. AyTo3amnanbHi 3aXBOPIOBAHHS

. Henoniku kommiemMeHTy

O 00 9 N »n kA W DN

. @eHOoKoIT1i BPOJKEHUX OMUJIOK IMYHITETY

Komenmap poéouoi zpynu: 32iono 3 omosnenoio kiacugixayicto Mixcnapoonoeo Coro3y
imynonoeiunux mogapucme (MCIT International Union of Immunological Societies, IUIS) 6io 2019
POKY nep8uHHi iMyHoOediyumu / 8p0o0iceHi nomunku imyHimemy oinamocs va 10 epyn:

1. Kombinosani imynooepiyumu ABO imynodegiyumu, wo eniusaoms Ha KIMUHHUL MA
2YMOPANbHUL IMYHImMen.

2. Kombinosani imynoodeghiyumu 3 nog ’s3anumu abo CuHOPOMHUMU OZHAKAMU

3. Ilepesasicruii degpiyvum anmumin ABO I11/] 3 nepesasxicHum nopyueHHam CuHmesy aHmumin

4. 3axeoprosanHs 6HACIIOOK IMYHHOI Ouspecynayii

5. Bpoooiceni degpexmu kinokocmi ma ¢ynxyii pacoyumise ABO deghexmu chacoyumis

6. Heghexmu 6pooowcernozo imynimemy

7. Ilopywienns cucmemu KOMNIEMEHMY

8. Aymoszananvhi 3ax60pro8anms

9. @enoxonii I11]] (3axeoprosanns, Kiiniuno cxioui na I11/], ane ne cnaokosi)

10. Cunopomu Hedocmamuocmi KiCmKo8020 MO3KY

Cnio sayeasicumu, wo kiacugikayis Il - ye ounamiunuii npoyec, AKUll pecyisipHO
3MIHIOEMbCS BHACTIOOK nocmitinux docniodxcens. Tax, IUIS nybaikye nosy gepcito knacugixayii I11]]
KOXCHI 08a poxu, a knacugpixayisa ESID 6azyemuvcsa na kracugixayii 1UIS.
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[lepBunHI cuHIApPOMH AePIIUTY aHTUTLIT € HEOJHOPIAHOKO TPYIIO0 PO3JIaiB, M0 0a3yHOThCS
Ha pi3HOMY maToreHesi. Y Tabmumi Q y Jlomatky momaHo onuc migpo3ainiB el rpymu 3rigao [UIS.
3axBoproBanHsi 330MT, B skoMy HecTaya aHTUTUI HE € OCHOBHHUM acIleKTOM, TaKOX MOXKE
NPOSIBJIATH 3HAUHY HEIOCTATHICTh aHTUTLI (HANIPHUKIIAM, BUPAKEHUN KOMOIHOBaHUH IMyHOA€(DILIUT -
BKI/I), aie BoHU HE po3MIIsIIal0ThCA B AaHii HacTaHOB1. BToprHHI cuHIApOMH NedilUTY aHTHTLI, K1
MOXYTh BUHUKHYTH B YMOBax HaOyTOro iMyHOJEQIIUTY, 3JI0SKICHOTO OCHOBHOTO 3aXBOPIOBAHHS
abo CHHAPOMY BTpaTH, TAKOXK HE € PO3IIIAIAI0THCS B JaH1 HACTaHOBI.

3apa3 Bimomo noHay 350 pi3HUX MOHOTEHETHYHO MOB's3aHuX iMmyHoaedinuTiB (Picard et al.,
2018).

CTOCOBHO HAMOLIBII MOMUPEHOTO KIIHIYHO aKTYAIBHOTO CHHIPOMY 3 Ne(illUTOM aHTHUTLI,
3aranbHOro BapiabenbHoro imynoxaedimury (3BIJ) y 5-30% mnarmieHTiB B 3aleXHOCTI Bij
JOCITIJIKYBAHOI KOTOPTH MOXHA MpOaHai3yBaTu crenndiyHy MOHOTEHHY MYTAIlilo, [0 BUKIIUKAE
3axBoproBaHHs (Maffucci et al., 2016; Bogaert et al., 2016). lns toro, mo0® MaTh MOKJIUBICTH
BpaxyBaTH HOBI MiIX0/I1, OHOBJICHA PEIAKIisi HacCTaHOBH «Teparnis IepBUHHUX CUHAPOMIB AeDiUTy
AQHTUTLI» TaKOX CTOCYETHCS T'€HOTHUITY JIESKUX 3aXBOPIOBAHb y—HESHCHX MiCHsSX. 3 METOIO SICHOCTI
Oyno 3po0sieHO HaBMUCHE OOMEKEHHsSI TMX MOHOTE€HHHMX 3aXBOPIOBaHb, II0JI0 SIKUX Y)K€ OIMCaHa
OlubIIa KITBKICTh NarienTiB. Jlani mpo:

= APDS I ta II (cunmpom aktuBoBaHoi  PI3K-nmenbra; Takox Bimomui sik PASLI mis
aktuBamii wmyrtanii PLO-nmenpra, mo Bukimkae — crapinHa T-KIITHH, JiMQaaeHomaTiio Ta
iIMyHOZEIUT)

» ledimutr CTLA4 (uToTokcnunmii T-nmimdonunT-aconiioBanuii 61710k 4)

* lepinut LRBA (LPS-uytnuBuii 6e:xeBo-moJi0OHMM AKIpHUN TPOTETH)

Xoua  mudepeHmianpHa — giarHocthka  mamieHtiB 3 AJIIIC  (ayroimyHHUI
nimbonponidepaTuBHU cuHIpPOM) y namieHTiB 13 3BIJ] Moxke OyTu yckiiagHeHa BHACTIAOK YaCTOrO
BUHUKHEHHA IMyHHOI nuronesii i1 miMmdonpomidepanii (Rensing-Ehl et al., 2010), us rpyma
3aXBOPIOBAaHb HE BKIIIOYAJacs.

Jlig OuIbLIOCTI 3aXBOPIOBaHb 3 JEPIUUTOM AaHTUTLT JIOCI HE BIAOMUN NPUYMHHHH
MOHOTeHHHMH JedekT. Lle Takok cTocyeTbcss HAHOUIBII PO3MOBCIOKEHOrO Ae(iluTy aHTUTLI,
cesiektuBHOro Aedinuty IgA (1:700), nepBunHOi rinorammariaoOysiHeMii (BIAIOBIAHO 10 KPUTEPIiB
ESID: «wueknacudikoBanuii aediuut aHTUTUY), Aediuuty migkiaacy IgG, cnenudiunol
HEJIOCTAaTHOCTI aHTUTLI Ta OUThIIOCTI marieHTiB 13 3BI/I.

OCHOBHOIO 03HAKOIO CHHAPOMY Ae(IiIUTYy aHTUTIA € MiJBUIIEHA CHPUHHATIMBICTE 10
iHpekmii. JluxanbHi NUIAXW HacamIepe]] BpaXkaroTh, HApPUKIIAJ, 1H(QEKIl 3 1HKaNcyJlbOBaHUMHU
OakrepianbHUMU areHTamu, Takumu sk Haemophilus influenzae, Streptococccus pneumoniae, a
TaKoX 1HIUMH 30yaHuKaMu , Takumu sk Moraxella catharalis ao Mycoplasma spp.. IlnyakoBo-
KUIIKOBHI TPAKT TaKOXK 4aCTO BpakaroTh Taki iHdekiii, sk Giardia lamblia, Campylobacter jejuni,
Helicobacter pylori ta Noroviren (Oksenhendler et al., 2008).

Psan  mepBUHHUX  CHHAPOMIB  Ae(PIUMUTY  aQHTUTLT  TPOSIBIAETHCI  ayTOIMyHHUMH
OMOCePEIKOBAaHUMU IIUTONEHIAMH, JTiMponpoidepalisMy, eHTeponaTisiMi ado 1HIIMMH 03HAKaMu
MOPYIICHHS IMYHHOT PEryJisiiii, a He B MepIly Yepry MaToJOriYHO0 CIPUHHATIUBICTIO 10 iHEKIT
(Fischer et al., 2017), ToMmy B OHOBJIEHY pelaKIlil0 JaHOI HACTAHOBH TaKOX OYJIM BKJIIOUYEHI aCEKTH
MOHITOPUHTY Ta Tepanii nux "HeiHdekuinux" npossiB (auB. Pozmin 2: JlikyBaHHS Ta BapiaHTH
Tepamnii HelH(PEeKIIHIX NposBIB). 3arajibHi TeparneBTUYHI 1[1JIl CTOCOBHO MAall€HTIB 3 IEPBUHHUMU
cuHApoMamHu ediluTy aHTUTLT HaBeaeH1 B Tabmwumi 2.

Tabauusa 2. Meta 101IOMOTH XBOPUM 3 CHHJIPOMaMHU Ae(ilUTy aHTUTII
1. IlpodinakTrka rocTpux i XpOHIYHUX 1H(DEKIIiH

2. Tepamis iHdeKIIii 1 ypakeHHS OpraHiB-MillIeHEH

3. [linTpuMka HaKpaIIoi SKOCT1 KUTTA (3MOPOB'S - AKICTh KUTTS)
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4. YHUKHEHHS IM3HBOTO MOIIKOKEHHS a00 HOTro mporpecyBaHHs
5. YHUKHEHHS yCKJIaIHeHb Tepartii

6. Ilo3uTUBHUI BIJIMB HA PO3yMiHHS XBOPOOU

7. IlcuxocouianbHUNA CyIpOBiA XBOPHX 11X CiM'T

8. 3abe3mneyeHHs 0e3npo0IEMHOI0 COMATUYHOTO Ta TICUXOCOL1aJIbHOTO PO3BUTKY

BapiaGenpHiCTh  KJIIHIYHUX TPOSBIB  BUMAara€ MUDKIMCHHMIUTIHAPHOTO  JIOTJISAAY  3a
NOCTPaXJATMMU TAIlieHTaMU 1 BKIIOYa€, KpiM CIMEHHHMX JikapiB abo meaiaTpiB-pe3uIeHTIB,
IMyHOJIOTiB,  TEpaleBTiB,  I€MaTOJIOTiB-OHKOJIOTIB,  IYyJIBMOHOJOTIB,  TacTPOEHTEPOJIOTIB,
pPEBMATOJIOTIB, 1H(EKIIOHICTIB, OTOJAPUHTOJOrIB, a TAaKOX BCIX IHIIMX JiKapiB 3 BiAIICHD
aMOynaTopHOi, CTallloOHAapHOi Ta  peadimiTalmiiHOT  JOMOMOTH, fKi  3aly4aroThCs  JI0
MIKJIHCIUATLTIHAPHOT JOTOMOTrH. MDKIUCIHMILTIHAPHA TOMIOMOTa TTOBUHHA 3/1CHIOBATUCS B TICHIN
cmiBmpami 3 MeEAWYHUMHU ciyx0amu, ¢izioTepaneBTaMy, IICUXOJOTaMH Ta COIaJIbHUMU
npaniBaukamu. [lanienTn moBuHHI OyTH npoiH(OpMOBaHi PO TPYIH MiATPUMKH.

MepiaTp/nikap 3aranbHOT NpakTUKK/TepaneBT

MeawnyHi paxisui Paxisui:
ImyHonor/LleHTp

 J iHgpeKLUiNHMX XBOpOO
/ FemaTonorm-oHKOMorm
acTpoeHTeponoru

” MALIEHT “ Pesmaronoru
MynbmoHonorun

OTtonapwuHronoru

disioTepanesTy Fpynn camogonomorn
Mporpamm HaBUYaHHS NaLliEHTIB

CouianbHi npauiBHMKN

Pucynok 1: Y4acHUKH MDKIUCIUIUTIHAPHOT TOTIOMOTH
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IIJII TA HOBOBBEJEHHS TEPIIOI OHOBJIEHOI PEJIAKIIT HACTAHOBH,
HIJIbOBOI AYAUTOPII TA OIJISAJI YCIX KJIIOUOBUX PEKOMEHTA LI

1: Lixi Ta HOBOBBEIEGHHS MEPIIO OHOBJICHOT peIaKii JaHOT HACTAaHOBU

Metoro naHoi poOOTH € OHOBIEHHS MDKIMCIMILIIHAPHOI HACTAHOBU 3 Teparlii MepBUHHUX
CHHIIPOMIB Ae(iuuTy aHTHUTIN, BIepiie onmyoiaikoBaHoro B jucronani 2012 poky. bynu BpaxoBani
HOBI JlaH1 00 pi3HUX (HOpPM 3acTOCyBaHHS 3aMicHOI Teparii imyHoriaoOymiHOM. Kpim Toro, kpim
3aMicCHa Teparis IMyHOTJIOOyJiHaMH, IISi HACTAaHOBA TAKOX BBOJUTH MIAXOAW O JIIKYBaHHS
HeIH(EKIIMHUX TMPOSBIB, ACIKI 3 SKUX CTOCYIOTHCS OKPEMHUX MOHOTEHHHX 3aXBOproBaHb. Yepes
BIJICYTHICTh PaHJOMI30BaHUX KOHTpoOJboBaHUX aociipkeHb (PKJI) piBeHsp noka3oBocTi 6ararbox
TEPaneBTUYHUX IMAXOMIB 3aJMINAETHCI HU3BKUM. PeKoMeHmamiiiHuii piBeHb O0azyeTbcs Ha
oryOJIiKOBaHUX TYT AJAHUX 1 0COOMCTOMY JIOCBI/I JIIKApiB y Tepartii, IKi mpuiiMay yqacTb y po3po0rti
JTaHO1 HACTaHOBH.

OHoBJIeHa peJaKIlisi HACTAHOBU BKJIFOYAE HACTYITHI HOBI aCTEKTH:

» HoBa kiacudikaitis Ta OUIbII geTanbHa iHGOpMaIIis Ipo MOKa3aHHS

* [Hpopmaris mpo OKpeMi MOHOT€HETHYHO 00YMOBIICHI CHHAPOMH Ie(IIUTY aHTHTLI

* HoBi iMmyHOr100Y/1iHOBI NpenapaTt i popMu 3aCTOCYBaHHS

* [HpopmMaris mpo npu3HAYCHHS TEPaITii IPH OXKUPIHHI

= [Toganmbmni pekoMeHaamii mo 1o JiKyBaHHs Ta Teparnii "HeiHpeKIiitHuX" yCKIIaJHCHb

* CucTeMaTUYHHI TOIIYK JITepaTypud Ta OHOBIEHa iH(opmaiis moa0 MpodiTaKTUYHUX
HICTUICHb IPY CHHAPOMaXx Ne(ilUuTy aHTUTLI

* CucTeMaTUYHUI MOMIYK JITepaTypH Ha TeMy «SIKICTh )KUTTS, TIOB'sI3aHa 31 3/J0POB'SIM»

CTOCOBHO 3arajgbHOI Ta CHENiadbHOI 11arHOCTHYHOI POIIETypH IEPBHHHUX IMyHOIE(DIIUTIB
MH XOYEMO 3BEPHYTHCS 10 HEIIOJAaBHO OHOBJICHOI HacTaHOBH S2K «JliarHOCTHKAa MEPBUHHHX
imynozaedinutie» (Farmand et al., 2017).

2: llinkoBa ayauTopis:

HacrtanoBa mpusHaueHa g Bcix oci0, sKi OepyTh ydacTh y JOIJISIII 3a XBOPUMH 3
NEpBUHHUMH CHHApOMaMHu aAediuuTy aHTUTUI. Yepe3 KIiHIYHE NEpeIuIeTIHHS 3 BEJIHUKOIO
PI3HOMAHITHICTIO JUCHMIUTIH JJisi 0araThOX MAIliEHTIB HEOOXiJHAa MKIMCIHMIUIIHAPHA JIOMIOMOTa.
CdopmynpoBaHi KJIFOUOBI peKOMEHallii MOKIMKaHi 10IIOMOTI'TH, 30KpeMa, y TPUHHATTI PillIeHb 11010
MOKa3aHb J10 3aMICHOI Teparii IMyHOTJ100yJI1HOM, a TAKOXK 11100 YCYHEHHsI He1H(PEKIITHMX IPOsIBIB.

3: Ornsz BCiX KIIFOYOBHX PEKOMEHAALIN!

KJIIOYOBA PEKOMEHJIALIA 1:

[Tepen movaTkoM 3amicHOI Teparlii IMyHOTJIO0YIIHOM CIIiJi IEPEBIPUTH BiANOBI/Ib HAa BaKIMHALIIO Y
Hai€eHTiB. Y pasi KIIHIYHOI HEBIAKJIAJHOCTI JIarHOCTHUYHA BaKIMHAILSI HE MOBUHHA 3aTPUMYBaTH
MOYaTOK 3aMiCHOI Teparii IMyHOTJI00YyIiHOM. Y pa3i araMMario0ysiHeMii MonepeaHe JOCTiKeHHS
BIJIIIOBIIl HA BAKI[MHAIIIO HE BUMAaracThbCs.

KoHceHncyc excnepTiB: NOBHUI KOHCEHCYC

KJIIOYOBA PEKOMEHJIALIA 2:

[Tpu nepBUHHOMY CHUHAPOMI Ae(ILUTY aHTUTLT 3 araMMarjio0yIiHEMI€IO CIIiJ MPOBOAUTH 3aMiCHY
Tepaniio IMyHOTJI00yIIHOM.

PiBenb noka3zy: 2; Pienb pexomenaanii: A (OBHUII KOHCEHCYC)

KJIIOYOBA PEKOMEHJAIIA 3a:

[Tpu nepBuHHOMY Ae(ilMTI aHTUTLA 3 rinoraMMarioOyiiHeMiero (3HWkeHHs 1gG) 1 BincyTHOCTI 260
CHWJIBHO 0OMexeHOMY BUpoOseHH] crienndiyaux aHTuTL [gG, a Takok MaToNoriyHiid CXUIbHOCTI JI0
1H(eKil, ¢ TPOBOIUTH 3aMICHY Tepario iMyHOTJIO0yIiHOM.

PiBenb noka3sy: 2; PiBeHb pekomenaanii: A (MOBHMH KOHCEHCYC)

‘ KJIIOYOBA PEKOMEH/JAIISA 3b: 3amicHy Teparito iMyHOTJIOOYIiHOM CIiJ pO3IIISAIAATH Y
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MAIi€HTIB 3 IEPBUHHUM CHHAPOMOM Ae(PilUTy aHTUTLI 3 TinoramMmaryioOyiinemiero (3HmxeHHs I1gG,
Hanpukiag npu 3BIJl) Ta iMyHHOIO Iu3peryssuiero, ocoOJIMBO Yy BUINAAKY MEIUKaMEHTO3HOI
iMmyHOcympecii Ta/abo iMyHOLMTOIEHI1, HAaBITh SIKIIO HEMA€E MATOJIOTTYHOI CXMIIBHOCTI 10 iH(EKIIiH.
KoHceHncyc excnepTiB: NOBHHI KOHCEHCYC

KJIIOYOBA PEKOMEHJALIS 4a:

3amicHy Teparito IMyHOTJIOOYJIIHOM CJIiJT TAKOK PO3TIISLAATH IIPH IEPBUHHOMY CHHAPOMI nedirmuTy
AHTUTIA 3 TimorammarioOymiHeMiero (3HWKeHHs piBHA IgG) 1 MaToOJOTriYHOI CXHWIBHICTIO 10
iH(]exIii, HaBiTh AKIO BUABJIECHO crieuiuHy BianoBias Ha IgG.

KonceHcyc ekcnepTiB: KOHCEHCYC

KJIIOUOBA PEKOMEHJAILIS 5:

V pa3zi i301p0BaHOr0 200 KOMOiHOBaHOTO jAedinuTy miaknacie IgG1-3 3 maTosorivyHOK0 CXUIIBHICTIO
no iHdexuii, 3amicHa Tepamis IMYHOIJIOOYJTiHOM MOXE pO3TIsAaThcs Micls HeBIaloi
aHTHO10TUKOTPO]ITAKTHKH.

PiBenb noka3sy: 4; PiBenb pexomenaauii: ) (moBHMI KOHCEHCYC)

KJIIOUYOBA PEKOMEH/JAIILIS 6:

[Tpu nedinmri IgA, cenextuBHOoMy nedinuti IgM abo i3ompoBanomy nedinuti 1gG4 Ta BUpoOIeHH]
cnenudiyanx antuTin IgG BIAMOBIAHO M0 BiKy 3aMicHa Teparis iMyHOIJIOOYyJIiHAMH HE MOBHUHHA
TIPOBOIUTHUCH.

KoHceHcyc ekcnepTiB: KOHCEHCYC

KJIIOYOBA PEKOMEHJIALIA 7:

[Tpu cunapomi nediuuTy aHTUTII 3 T0AATKOBUM KIITHHHUM iMyHoAedinuToMm (xBopoba bpyToHa,
koMOiHoBaH1 imyHoaedinuTu (KIJI) Ta iH.) oaHa nuie 3aMiHa aHTUTLT HenocTaTHs. [loTpebyeThes
HepeBeIeHHS JI0 LIEHTPY 3 IOCBIIOM JIIarHOCTUKH Ta JTIKYBaHHS IMyHO/1€(ILIUTIB Ta, 32 HEOOX1HOCTI,
TpaHCIIaHTAaIllsl CTOBOYPOBHUX KJIITHH.

KoHceHncyc excnepTiB: MOBHUI KOHCEHCYC

KJIIOYOBA PEKOMEHJIALIA 8:

[ToniBasieHTHI NpenapaTH iMyHOIJIOOY/iHIB pi3HUX BUPOOHHUKIB MOXKYTh B 3HAUHIN Mipi BBaXKaTUCs
€KBIBaJICHTHUMH 32 €()EKTUBHICTIO.

KoHceHncyc excnepTiB: KOHCEHCYC

KJIIOYOBA PEKOMEHJIALIA 9:

BHyTpimHbOM'SI30B€  3aCTOCYBaHHS  MOJIBaJEHTHUX  IMYHOIJIOOYJiHIB ~ HE  IIOBHHHO
BUKOPHCTOBYBATHCH.

PiBenb noka3zy: 2; PiBeHb pexomenaanii: A (mOBHMI KOHCEHCYC)

KJIIOYOBA PEKOMEHJAIIA 10:

[TigmkipHe BBeJIEHHs IMOJIIBAJICHTHUX IpenapariB IMyHOIJOOYJIiHY B SKOCTI JOMAIIHBbOI Teparii
BBa)KA€THCS €KBIBAJICHTHUM BHYTPIITHLOBEHHOMY BBEJICHHIO.

PiBenb noka3zy: 2; Pienb pexomenaauii: A (MOBHHUIT KOHCEHCYC)

KJIIOYOBA PEKOMEHJAIIA 11:

Jlo3y iIMyHOTTI00 Y TiHY JUIsI AIIEHTIB 3 0)KUPIHHAM CIIOYATKY CJIiJ] pO3paxoBYBaTH 3 BUKOPUCTAHHAM
11eanbHOT 00 CKOPUTOBAHOI MacH Tija.

KoHceHcyc ekcniepTiB: MOBHUIT KOHCEHCYC
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KJIIOYOBA PEKOMEHJIALIA 12a:

3amicHa Teparis iIMyHOTJIO0yJIiHaMH TOBUHHA PO3MOYMHATHCS 3 103U He MeHIte 400 Mr/kr macu Tina/
MIC TOJIIBaJICHTHOTO IMyHOTJI00Y/iHY BHYTPIITHBOBEHHO a00 Mi/IIKipHO.

PiBenb noka3zy: 2; PiBenb pexomenauii: A (IOBHUIT KOHCEHCYC)

KJIIOYOBA PEKOMEHJIALISA 12b:

Jlo3a 3aMicHOI Teparrii 3BHYTpIIIHBOBEHHUM iIMyHOTII00yIiHOM (1VIg) moBunHa ctanoButu 0,4 - 0,
r/kr/mic. IlinTpuMmyroua 1032 TOBHMHHA BH3HAYATHUCS I KOXKHOTO TIAIIEHTa B 3aJIEKHOCTI Bij
IHIWBITYyaIbHOI CXUIBLHOCTI 10 iH(DeKIi. MiniMansHuid piBeHb IgG He moBuHEH OyTH HUXYE 4,5 T/
i Yac BHYTPIIIHEOBEHHOT 3aMiCHOT Tepartii.

PiBenb noka3sy: 2; PiBenb pexomenaauii: B (moBHMII KOHCEHCYC)

KJIIOYOBA PEKOMEHJIALIA 12c:

Jo3a migmkipHoi Teparnii 3 3amiHoro imyHorno0yniny (II'TIB) moBunna cranoButu 0,4 - 0,6 T/Kr/Mmic.
[TinTpuMyro4a 1032 MOBUHHA BU3HAYATHUCS JIJIS1 KOXKHOTO TMAIlI€HTA B 3aJIS)KHOCTI BT 1HAWBIAyaIbHOT
CIIPUAHATIUBOCTI 10 iHDEKITii.

KoHceHncyc ekcnepTiB: NOBHHMI KOHCEHCYC

KJIIOYOBA PEKOMEHJIAIIA 13a:

MoHiTopuHr KJIiHIYHOTO Tmepebiry Ta MiHiMaibHOrOo piBHSA IgG B cupoBarii KpoBi ciif
KOHTPOJIIOBATH KOKHI TPU MICSII MPOTSTOM IMEPILIOTO POKY Teparii 3 3aMiHOI0 IMYHOTJIOOYTIiHY, a
NOTIM PUHANMHI KOKHI MIBPOKY Ipu cTabinbHOMY piBHI IgG.

KoHceHncyc excnepTiB: NOBHUI KOHCEHCYC

KJIIOYOBA PEKOMEHJIALISA 13b:

[TamieHTH MOBUHHI PETYJSAPHO MPOXOIAUTH KITIHIYHI OIJISAM Ta NMPUHAWMHI PeryisipHi MepeBipKu
MOKA3HUKIB KPOB1, TOKA3HUKIB MEYIHKUA Ta HUPOK.

KoHceHcyc ekcnepTiB: KOHCEHCYC

KJIIOYOBA PEKOMEHJIAIIA 14a:

[TamieHTH 3 MNEPBHUHHUM CHHAPOMOM JIehiUTy aHTUTUI Ta ayTOIMyHHOI IIMTOIEHIEIO
(IMyHOTPOMOOITMTOIEHI€0, ayTOIMyHHOIO FE€MOJITUYHOIO aHEMIEI0, ayTOIMyHHOIO HEUTPOIIEHIEO)
MOBMHHI JIIKYBaTHCA il HATJIS10M IeMaToJIora/OHKOJI0ra JUTSIYOro).

KonceHncyc ekcnepTiB: KOHCEHCYC

KJIIOYOBA PEKOMEHIALISA 14b:

VY repamnii nepmoi ninii ITII Ta AII'A cnixg 3acTocoByBaTH CTepoigu Ta, y pasi TSHKKUX (GopM,
JI0JJAaTKOBO BHCOKO/1030B1 IMyHOTJIO0YITiHH.

KoHceHcyc ekcriepTiB: MOBHUII KOHCEHCYC

KJIIOYOBA PEKOMEHJIAIIA 15a:

[Tpu BcTaHOBNEHHI AiarHo3y namiedtam i3 3B/l ciix orpumartu miuetusmorpaditro Tijia, BKIIOYAI0Un
BUMIpPIOBaHHS JAU(Y31HHOT 3MaTHOCTI, Ky CI1J TIEPEBIPSATH MIOPIYHO. 30KpeMa, TOPOCHi Malll€eHTH
CMOYaTKy MOBUHHI J10JJATKOBO 3pOOUTH 3HIMOK I'pyIHOI KJIITHHH B TIepepisi.

KoHceHcyc ekcriepTiB: MOBHUII KOHCEHCYC

KJIIOYOBA PEKOMEHJAIIA 15b:

[TarieHTH 3 XpOHIYHMUMH 3aXBOPIOBAHHIMU JICTCHb IMOBHHHI JIIKYBaTHCS OJHOYACHO ITi/I HATJISIOM
TepaHeBTI/I‘IHOFO 2160 OUTAYO0TrO Hy.]'IBMOHOJIOFa.

KoHceHcyc ekcnepTiB: MOBHUI KOHCEHCYC
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KJIIOUYOBA PEKOMEHJAIISA 15c:

[TamieHT 3  OpOHXOCKTATHYHHMHU  3aXBOPIOBAHHSMU TIOBHHHI  PETYJISIPHO  MPOXOJUTH
MIKPOO10JIOTTYHI TOCTIPKEHHS MOKPOTHHHSI.

KonceHcyc ekcniepTiB: MIOBHUIT KOHCEHCYC

KJIIOYOBA PEKOMEHJIAIIIA 16:

a) [NamieHTH 3 NEYIHKOBUMH Ta MUTYHKOBO-KHIIKOBHMH MPOSIBAMU NOBUHHI JIIKYBAaTHCS OJHOYACHO
i HarJIsA0M JI0pOocaoro abo JUTSYOro renaTosiora/racTpoeHTeposIora.

KonceHncyc excnepTiB: HOBHHI KOHCEHCYC

b) I1pu niarnocryBanui 3BI/] Bci marienTH moBuHHI poiit Y31 opraHiB uepeBHOT HOPOKHUHH, SIKE
ciig  moBToproBaTH ImopiyHo. [IpyM BIAMOBIAHMX KIIHIYHMX CHMIITOMax CIiJ TMPOBOJHUTH
€30(aroracTpoIyoJIcHOCKOITIIO Ta / 200 KOJIOHOCKOIIIIO.

KoHceHncyc excnepTiB: MOBHHI KOHCEHCYC

KJIIOYOBA PEKOMEHJIAIIA 17a:

S0 npu MepBUHHOMY CHHApPOMI NedilUTy aHTUTLT € OakTepianbHi 1H(EKIli, He3BaXKalyl Ha
3aMiCHY Teparniro iMyHOTJI00yIiHAMH, CJIi/1 TPOBOJUTH TPUBAITY aHTUMIKpOOHY Tepariro. HeoOxigHo
IIYKaTH BHUSBJICHHS MATOI€HIB 3 BU3HAYEHHSAM PE3UCTEHTHOCTI. SIK MPaBUIIO, BU3HAUCHHS aHTHUTLI
JUTSL A1arHOCTHKY 30yIHUKA HE TOTPIOHO MPOBOIUTH.

KoHceHncyc excnepTiB: MOBHUI KOHCEHCYC

KJIIOYOBA PEKOMEHJIALISA 17b:

JUis mari€eHTiB 3 KJIIHIYHO 3HAYYIIMMHU OpOHXOEKTa3aMU Ta YaCTUMH 3arOCTPEHHSIMH, HE3BaKAI0UH
Ha aJIeKBAaTHY 3aMICHY 1IMYHOTJIOOYJIHOBY Tepallilo, MOYKHA PO3IJISHYTH JOAATKOBY Oe3NepepBHY
AHTUMIKPOOHY Teparito.

PiBenb nokasiB: 3; PiBenb pexomenganii: 0 (moBHUIT KOHCEHCYC)

KJIIOYOBA PEKOMEHJIAIIA 18a:

PecniipatopHy i3ioTepariio ciiJi po3MOYMHATH 3apaHHs Npu OpPOHXOEKTaTUYHIM XBOpoOi 13
3aTPUMKOIO CeKpeLii.

PexoMenpanisi 1010 NOro:KeHHs: NOBHUI KOHCEHCYC

KJIIOYOBA PEKOMEHJIAIIIA 18b:

JlikyBanmbHa (i3KynbTypa, 3a HEoOXigHOCTI. JlereHeBi BUAM CHOPTY CJiJ MPOMOHYBAaTH BCIM
narieHTam 3 OPOHXOCKTATUYHUMH 3aXBOPIOBAHHSIMU Ta IUXAIBbHOIO HETOCTATHICTIO.

PiBenb nokasiB: 1; PiBenb pexkoMenaanii: A (MOBHMI KOHCEHCYC)

KJIIOYOBA PEKOMEHJAIIA 19:

Bci BapiaHTu JIiKyBaHHS MOBUHHI OYTH TMOSICHEHI 1HAMBIAYallbHO 1 JETaJbHO JJIS XBOPUX Ta iX
Omu3bKHX. Y pasi BIICYTHOCTI MEAWYHUX MpoOseM, pillieHHs 111010 KOHKPETHOI (hopMu 3asBKH Mae
HacaMIiepes] 3ajeKaTy Bijl BIAMOBITHUX 1HAWBITyaTbHUX TIEpPEBar.

KoHceHcyc excnepTiB: MOBHUI KOHCEHCYC

KJIIOYOBA PEKOMEHJAIISA 20:
Heo0xi/1HO TPOBOIUTH CTPYKTYpOBaH1 HAaBYaHHS MAIli€HTIB.
KoHceHcyc ekcriepTiB: MOBHUII KOHCEHCYC
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METOAOJIOI'TA

[MTomryk TemaTruHO 1oB's13aHNX MeToANK «AWMF» mpoBoauBces y norykoBiit (hopMi Ha caidTi
AWMF (https://www.awmf.org/leitlinien/leitlinien-suche.html). Knrouose C1080
«Antikorpermangelerkrankungeny (cunopom Oegiyumy aumumin) He O0An0 HIAKUX pe3YabMAmis.
Knrwouose cnoso «Antikérpery (aumumina) npuseno oo 1 ionogioeti, dHcooHa 3 sKuUx He 0y1a
MeMaAmMuyHO aKmyaivholo 0ns o0anoi nacmanosu. Hacmanoea S2K «JliarHocTHka HasBHOCTI
nepBuHHOTO iMyHOAedinuty» (peectp AWMEF Ne: 112-001), HacranoBa ERS (€Bpomeiicbke
pecrmipaTopHe TOBapUCTBO) 3 JIKyBaHHS OpoHXOekTa3iB, a Takoxk HacTtanoBa UK-PIN (Cnomydene
KopouiBcTBO - Mepeka nepBHHHOTO iIMyHOIE(IIUTY) BKIIFOUYEHI HA OCHOBI €KCTICPTHHUX 3HAHD.

3 METOI0 OIIHKH aKTyaJbHHUX JJOKa3iB Ha KOPUCTh IMyHOTJIO0YIIIHIB B SIKOCTI 3aMiCHOI Tepamii
NPY IEPBUHHUX CHUHIIPOMax Ae(ilUTy aHTHTUIT POBEICHO CHCTEMATHYHE JTOCIIKEHHS JIiTepaTypu
na PUBMED (http://www.ncbi.nlm.nih.gov/pubmed/) 3 BukopucTaHHSIM HACTYITHHX TEPMIHIB:

(cvid ABO common variable immunodeficiency ABO primary antibody deficiency ABO
hypogamma-globulinemia ABO hypogammaglobulinemia ABO x-linked agammaglobulinemia ABO
XLA ABO agammaglobulinemia ABO hyper IgE ABO HIES ABO HIGM ABO hyper IgM ABO
selective antibody deficiency ABO specific antibody deficiency ABO IgG-subclass deficiency ABO
subclass-deficiency ABO subclass deficiency ABO PID ABO primary immunodeficiency ABO
primary immunodeficiency disorder AbO primary immunodeficiency disease ABO primary humoral
immunodeficiency ABO antibody immunodeficiency ABO selective IgM deficiency ABO selective
IgM-deficiency ABO selective IgA-deficiency ABO selective IgA deficiency ABO transient
hypogammaglobulinemia ABO transient hypogammaglobulinemia of infancy) TA (SCIG ABO
subcutaneous immunoglobulin ABO MG ABO intravenous immunoglobulin ABO immunoglobulin
replacement ABO gamma-globulin ABO gammaglobulin ABO IGIV ABO immunoglobulin
prophylaxis ABO management ABO immunoglobulin therapy ABO intravenous IgG preparation
ABO prophylactic therapy ABO immunoglobulin G replacement ABO intravenous immunoglobulin
therapy ABO immunoglobulin Substitution) HE (HIV ABO AIDS ABO secondary ABO cancer ABO
kawasaki ABO lymphoma)

OrnopHoto naroro momryky Oysna 31 tpaBas 2018 poky. PesynpraTom momryky Oymno 7164
Bignosigi. Ilicnsa ¢inerpanii caoBamu "Human" ta "English" orpumano 4685 Binnosineit. Ilicns
PY4YHOTO IIEPETJIsAly 3ar0JI0BKa Ta pedepary Ha IIpeJMET TEMaTUYHOI aKTyalIbHOCTI yOJikawii 0yio
BKJIIOYEHO 147 my6Onikaliii, 110 cTOCYIOThCs TaHOI HacTaHOBH. POOOTH 3 TOCTIIKEHHS 1IarHOCTUKU
Ta HA0YTHX CUHAPOMIB A€(PILUTY aHTUTLI HE BKIIOYEHI.

JUis OLIHKM aKTyalbHUX JIOKa3iB, MpO sKI HIeTbcs B 1[I HAcTaHOBI, OyJO IMPOBEACHO
OHOBJIEHE CHUCTEMaTHYHE AOCIIIKEHHS JIITepaTypH 3 BUKOPUCTAHHSIM HaBeIEHUX HUXKYE TEPMIHIB:

[Tomykogi Tepminu B PubMed a5 nomyky jiiteparypu CTOCOBHO IMyHOIIUTOICHIT:

(cvid ABO common variable immunodeficiency ABO primary antibody deficiency ABO primary
immunodeficiency ABO higm ABO hyper igm syndrome ABO XLA ABO agammaglobulinemia) TA
(immune thrombopenic purpura ABO autoimmune thrombopenia ABO autoimmune
thrombocytopenia ABO thrombocytopenia ABO immune cytopenia ABO autoimmune cytopenia
ABO aiha ABO AHA ABO autoimmune hemolytic anemia)

OmnopHoto natoro nomryky B Pubmed 6yna 31 tpaBus 2018 poky. PezynbraTom momyky 6yso
726 Bianmomigel. Ilicist pydHoro meperisiay 3arojioBka Ta pedepaTy Ha MpeaMeT TeMaTUYHOI
aKTyaJIbHOCTI IMyOJTiKaIlii 0ys10 BKIFOUEHO 23 myOmiKallii, 1o CTOCYIOThCS 1aHOi HacTaHOBU. PoOoTH
3 JIOCHIJUKCHHS JIIarHOCTUKM Ta BTOPMHHMX TIPHUYMH IMYHOLIMTONEHIi, $SKa HE BUKJIMKaHa
MIEPBUHHUMH CHHApOMaMu Aedinuty antutin (Hanpukian, AJITIC), He BkiItodamucs.

[TomykoBi Tepminm B PubMed nns momryky JmiTepaTypu CTOCOBHO JIETEHEBUX Ta
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MO3AJICTCHCBUX I'PAHYJICMATO3HUX 3aXBOPIOBAHDb!

(cvid ABO common variable immunodeficiency ABO primary antibody deficiency ABO higm ABO
hyper igm syndrome ABO XLA ABO agammaglobulinemia) TA (interstitial lung disease ABO
GLILD ABO GL-ILD ABO granulomatous lymphocytic interstital lung disease ABO LIP ABO lung
fibrosis ABO granuloma ABO granulomatous disease ABO pulmonary manifestation ABO pulmonary
fibrosis) TA treatment HE (polyangiitis ABO CGD)

OnopHoro naroro nomryky B Pubmed Oyma 31 tpaBus 2018 poky. Pe3ynpratrom nomryky 0yso
300 Bimnosineil. Ilicnst pydHOro meperyisggy 3arojioBka Ta pedepaTy Ha HpeAMET TEeMaTUYHOI
aKTYyaJbHOCTI ITyOJTiKaIlii 0yJ10 BKIFOYEHO 26 mMyOJTiKaIlii, 10 CTOCYIOThCS 1aHOi HacTaHOBU. PoOoTH
3 IOCHIKEHHS JIarHOCTUKY Ta 1HIIMX MPUYUH IPaHyIeMaTO3HUX 3aXBOPIOBaHb, SIKi HE BUHUKAIHU Y
3B'S3KY 3 IEPBUHHUMH CHHAPOMaMU JIeiUTy aHTUTUIT (HAIPUKJIIAJI, CAPKOiI03), HE BKIFOYAIINCS.

[Tomykogi Tepminu B PubMed s nomryky sitepatypu CTOCOBHO MOHOT€HHHUX 3aXBOPIOBAHb
(APDS 11 II, nedpirmur CTLA4 1 nediuutr LRBA):

(APDS ABO PASLI ABO activated phosphoinositide 3-kinase delta syndrome ABO PI3KCD OR
PI3(K) ABO PI3KR1 ABO PIK3R1 ABO PIK3CD ABO pHOdelta ABO LRBA ABO LPS responsive
beige like anchor protein ABO CTLA4 ABO cytotoxic t cell ligand 4) TA (immunodeficiency ABO
immunodeficiencies ABO PID)

OmnopHoro natoro norryky B Pubmed 6yna 31 tpaBus 2018 poky. Pesynbratom momryky 0yiio
303 BiamoBial Ta 282 BiAMOBiAI Ha aHTIIHCHKIM MOBi. Ilicas pydHOro meperisay 3arojoBkKa Ta
pedepaTy Ha MpeaMeT TeMaTHYHOI aKTyalbHOCTI ImyOmikaiiii Oymo BkmtodeHo 19 myOGmikamii, mo
CTOCYIOThCSl JaHOi HacTaHOBH. PoOOTHM 3 JOCHITKEHHs MiarHOCTUKH a00 OIMUCY BHMAJKIB 0e3
1H(dopMalii po Tepario Ta KIHIYHUN KypC HE BKIIIOUAIHCS.

[TomrykoBi Tepminu B PubMed asist momryky siTepaTypy CTOCOBHO IIEIUIEHB TP IEPBUHHOMY
CUHIpOMI TeDIUTy aHTUTLI:

(cvid ABO common variable immunodeficiency ABO primary antibody-deficiency ABO
hypogammaglobulin* ABO XLA ABO agammaglobulin®* ABO HIGM or hyper IgM-syndrome ABO
seiective antibody-deficiency ABO specific antibody-deficiency ABO IgG-subclass-deficiency ABO
subclass-deficiency ORtransient hypogammaglobulin®* ABO NEMO ABO hyper IgE-syndrome ABO
HIES ABO IRAK ABO MyD88) TA (vaccine ABO vaccination ABO antibody-response ABO
vaccine-response ABO vaccination-response) HE (secondary ABO leukemia ABO lymphoma ABO
HIV ABO AIDS ABO malignancy ABO cancer)

Omnopxoro natoro nomyky O0yna 31 tpaus 2018 poky. PesymbraTtom momyky Oymno 2094
Bianosiai. [licisg pydHoro neperisay 3aroyioBka Ta pedepaTy Ha IpeIMeT TEMaTUYHOI aKTyaIbHOCTI
nyOuikaniid 0ysio BKIOUeHO 25 myOsikariii, 0 CTOCYIOThHCS 1aHOT HACTaHOBH.

[TomryxoBi Tepminu B PubMed 11 momyky stitepaTypy CTOCOBHO OpOHXOEKTa31B y MAIlI€EHTIB
3 IEPBUHHUM CHUHAPOMOM JIe(ilIUTy aHTUTLIL:

(cvid ABO common variable immunodeficiency ABO primary antibody deficiency ABO
hypogamma-globulinemia ABO hypogammaglobulinemia ABO x-linked agammaglobulinemia ABO
XLA ABO agammaglobulinemia ABO agammaglobulinaemia hyper IgE ABO HIES ABO HIGM
ABO hyper IgM ABO selective antibody deficiency ABO specific antibody deficiency ABO IgG-
subclass deficiency ABO subclass-deficiency ABO subclass deficiency ABO PID ABO primary
immunodeficiency ABO primary immunodeficiency disorder ABO primary immunodeficiency
disease ABO primary humoral immunodeficiency ABO antibody immunodeficiency ABO selective
IgM deficiency ABO selective IgM-deficiency ABO selective IgA-deficiency ABO selective IgA
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deficiency ABO transient hypogammaglobulinemia ABO transient hypogammaglobulinemia of
infancy) TA (bronchiectasis ABO non-CF bronchiectasis) HE (secondary ABO leukemia ABO
lymphoma ABO HIV ABO AIDS ABO malignancy ABO cancer)

OmnopHoro natoro nomryky B Pubmed 6yna 31 tpaBust 2018 poky. Pezynbratom momyky 0yiio
374 Biamosimi. Ilicns pydHOro meperisy 3arojioBka Ta pedepary Ha MpeaMeT TeMaTHYHOI
AKTyaJIbHOCTI IMyOuTiKaIliii 0ys10 BKIFOUYEHO 5 myOTiKaIlii, 0 CTOCYIOThCS JaHOT HacTaHOBU. OCKUTEKH
MO>KHA MPUITYCTUTH, 10 JOCTHPKCHHS MMAIIEHTIB 13 OpOHX0EKTa3aMH 3 KICTO3HUM (hiOpO30M MOXKYTh
OyTu mepenaHi mamieHTaM i3 OPOHXOEKTATHMYHOIO XBOPOOOIO uepe3 Ae(ilUT aHTHTIN, MOAATBIII
nyOmikamii mpo «OpOHXOEKTa3u 3 KicTo3HUM GiOpo3om» Oyiau BKIOUYeHI 10 Pekomennariii
BiamoBigHo 10 HacranoBu AWMF.

[TorrykoBi Tepminu B PubMed mutst momryky siTeparypu CTOCOBHO SIKOCTI KHUTTS (MOB's13aHOT
13 3I0POB'AIM) Y MALII€HTIB 3 IEPBUHHUMHU CHHIPOMOM JIe(ilIUTy aHTUTLIL:

(cvid ABO common variable immunodeficiency ABO primary antibody deficiency ABO
hypogamma-globulinemia ABO hypogammaglobulinemia ABO x-linked agammaglobulinemia ABO
XLA ABO agammaglobulinemia ABO hyper IgE ABO HIES ABO HIGM ABO hyper IgM ABO
selective antibody deficiency OABO specific antibody deficiency ABO IgG-subclass deficiency ABO
subclass-deficiency ABO subclass deficiency ABO PID ABO primary immunodeficiency ABO
primary immunodeficiency disorder AbO primary immunodeficiency disease AbBO primary humoral
immunodeficiency ABO antibody immunodeficiency ABO selective IgM deficiency ABO selective
IgM-deficiency ABO selective IgA-deficiency ABO selective IgA deficiency ABO transient
hypogammaglobulinemia ABO transient hypogammaglobulinemia of infancy) TA (quality of life
ABO health-related quality of life ABO HRQL) HE (HIV ABO AIDS ABO secondary ABO cancer
ABO kawasaki ABO lymphoma)

Omnopsxoro natoro nomyky B Pubmed 6yna 31 tpaBus 2018 poky. Pesynasratom nouryky 6yso
273 Bignosiai. Ilicnga pydHoro meperisiny 3arosioBka Ta pedepaTy Ha MpeaMET TEMaTUYHOI
aKTyaJbHOCTI IyOuiKanii 6yno BKiIroueHo 24 my0sikallii, 0 CTOCYIOThCS JaHOT HACTAaHOBH.

[Momanbmri mocmipKeHHs OyJiM BUSIBJICHI MICIIS MOJATBIIOT0 aHali3y OCHOBHOI JITEPATypH.
Oxpemi gociipkeHHs1 Oy IMpeJcTaBleH] MpelIcTaBHUKaMM TOBApHCTB-YYaCHMIb 1 BKIJIIOYEHI 110
nybmikarii. OgHak BOHU HE MaJIi HISIKOTO BIUTMBY Ha KJIFOYOB1 pEeKOMEH/IAIIi1.

Ominka sKOCTI J0Ka3iB mpoBoauiacs Ha 0a3i «PiBHIB noka3zoBoi MeauuuHu» 2011 poky
Oxkcdopicbkoro IeHTpyY A0Kka30Boi Meauiinuau (auB. Tabmuiio 3).

Oninka meroposnorii 3aiiicHioeTbest BianoBiqHO 10 SIGN (ILoTnanackkoi MiXBY31BCHKOI
Mepeki KEpIBHUX NPUHLUIIB) 3 BHKOPUCTAHHSM BIAMNOBIIHUX KOHTPOJBHUX CIIMCKIB JJIs
«KOHTPOJIbOBAHUX JIOCIIPKEHb», «KOTOPTHUX JOCTIJKEHb» 1 «KOHTPOJIbOBAHUX JOCIIJIKEHb
BUMaIKiB» (nuB. Pucynku 2 i 3 B Jlomatky).

Ta6auna 3: PiBai gokazoBoi meaunuuu 2011 poky OxchopachKOro LEHTPY J0Ka30BOI
MEANIIMHA

PiBeHb Jokasu

1 CucTeMaTH4YHUH OTJIS PaHIOMI30BaHUX JAOCIHIHKEHb

2 PannomizoBane nociipkeHHst a00 oOcepBalliiiHe JOCHIHDKEHHS, 1[0 Ma€ 3HAYHUN e(DEeKT

3 HepangomizoBane KOHTPOJIbOBaHE KOTOPTHE/TIOJAIBIIIE TOCITIPKEHHS

4 Cepist BUIIAAKIB, KOHTPOJIbHI JOCIIPKEHHS BHUIAIKIB a00 1CTOPUYHO KOHTPOJBOBaHI
JOCIPKEHHS

5 MipKyBaHHS 1I0JI0 MEXaH13My ITPOBEIACHHS
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Ta6auusa 4: Omika peKoMeH/Iaii
(www.leitlinien.de/leitlinienmethodik/leitlinien-glossar/glossar/empfehlungs-staerke-klasse-haertegrad)

A CyBopa peKOMEeH 1aIlist
B Pexomennmarist
0 Pexomenpariis Bigkpura

Taoauus 5: Knacudikariist piBHS OTOJKEHHS
(https:/iwww.awmf.org/leitlinien/awmf-regelwerk/ll-entwicklung/awmf-regelwerk-03-leitlinienentwicklung/Il-
entwicklung-strukturierte-konsensfindung.html)

3roma yyacHuUKiB > 95% [ToBHUIT KOHCEHCYC

3rona ydacHuUKiB >75 -95% Koncencyc

3roga ydacHukiB 50 -75% [ToromxeHHs OLIBIIICTIO

3roxa yuacHukiB < 50% Hewmae koHceHncycy
Tepmin aii:

OnHoBileHa pelakilisi HAacTaHOBH (IaTa octaHHboro mneperisay: 18.03.2019) niiica mo
01.05.2022 p. BignoBigansaumu 3a penakuiro € JIsitd Xaniu, Xopcr pon bepuyr i Tim Hieyec.
KonraktHa ocoba: JIsiip Xaniu (leif-gunnar.hanitsch@charite.de)

Kondguaikr inTepecis:

HacranoBy Oy1no po3po0ieHO Ta OHOBJICHO B pEIaKILiiHIi HE3aIeKHOCTI BiJf OpraHizalii, mo
HaJaTh (piHaHcyBaHHS, HiMenbkoro ToBapucTBa AUTA401 Ta mianiTkoBoi Meaunuau (DGKJ) ta
Po6ouoi rpynu 3 mutsaoi imynosorii (API). Mu xotinu 6 moaskyBatu iM 3a BUKIIOYHO JOOPOBUIBEHY
poOOTy BIAacCHMKIB MaHJATIB Ta eKcHepTiB, Oe3 skux mnyoOusikauis "Hacranoa S3" ne Oyna 6
MOYKJIMBOIO.

VYci wieHHn KOHCEHCYCHOT KOH(epeHILil 3poOuiIM HMUCbMOBY 3asBYy CTOCOBHO OY/b-SKOTO
koH(puikTy 1HTepeciB (hopma AWMF; 2018). Po3kputi ¢aktu, mo BKa3ylOTh Ha KOHQIIKTH
iHTepeciB, MokHa mobaunTu B Tabauii. Hemae iHpopmalii npo KOHGIIKTH iHTEpeCiB Ul BIACHUKIB
manaariB  Himenpkoro toBapuctBa 3 mnHeBMousorii (DGP) 1 Himenpkoro toBapucta 3
iHpekmionictuku (DGI).

OO6unBa He OyaM MPUCYTHI Ha KOHCEHCYC-KOH(EPEHLIli, a TaK0XX He rojocyBanu. Tomy aBa
NpeJCTaBHUKKA OylM BJIACHUKAaMM MaHJATIB, aje BOHM He OpajM aKkTUBHOIO YyYacTi y mpoleci
pO3pOOKH HACTAHOBH.

AKTyanbHICTh KOH(QUIIKTIB IHTEPECIB AJIs JAHOT HACTAHOBU OOTOBOPIOBAJIACS 3 MOJEPATOPOM
AWMEF 1 Ha koHCeHcyc-KoH(epeHIli. Orisia 1 OlIHKY pO3KPUTUX NMUTaHb 3/11CHIOBAB KOOPUHATOP
nokrop Jlai¢g Xaniu. Kpim toro, cniBkoopaunarop npodecop Tim Hieyec sk npenctaBHUK rpynu
HACTaHOBHU 3 KOH(DJIIKTY IHTEPECIB PO3IJISIHYB PO3KPUTI MUTAHHS.

V 3B'A3Ky 3 MOXKJIUBUMH KOH(DIIIKTAMU 1HTEPECIB, TOKTOp papManeBTHUHUX Hayk O. Meliep
yTpUMaBCs MO0 KIIOYOBHX pekoMmeHpaaii 14a ta 14b, noktop M. dacxayep yTpuMmaBcs 1010
kio4oBoi pexomenaauii 20 ta gokrop JI. Xaniu yTpuMaBcs 100 KJIFOYOBOI pekomeHparii 19.
[IpencraBHuk mamieHTIB AOKTOp (dapMmaieBTUUYHUX HayK KJIOK yTpuMaBcCs MO0 YCIX KIFOYOBHUX
peKoMeHalliil uepe3 MOKJIMBI KOH(MIIKTH iHTepeciB. Ha ocHOBI J0ka3iB GopmanbHe (HOopMyBaHHS
KOHCEHCYCY Ta MDKJIMCHUIUTIHAPHE CTBOPEHHS € JI0JIaTKOBUMHU (akTopamu Ui MiHIMI3alli pu3uKy
yIepeKeHOCT] uepe3 KOH(IIIKT iHTepeciB.

dopMyTIOBaHHS PEKOMEH AL 1 CTPYKTYPH KOHCEHCYCY, TPOTIEAYP 1 pearizailii KOHCEHCYCY:
[Ticst momryKy JiTepaTypH Ta OLIHKH PIBHIB I0Ka3iB 3TiIHO 3 «PiBHAMU 10Ka30Boi Mmenuinam» 2011
poky OKchOpCEKOTO LEHTPY A0Ka30BOi MeaumnuHu (quB. Tabmuiro 3) Ta OLIHKA METOIUKH
BignoBigHo a0 SIGN (Illotnmanackkoi MiXKBY31BCBKOI Mepexi KepiBHUX MPHUHIMIIB), Oyna
onyOikoBaHa OHOBJICHA peakiis HacTaHoBH S3 «Teparisi MEpBUHHOTO CHHIPOMY AC(IIIUTY
AQHTUTL» Ta HaJiCJIaHa BUCYHYTHM NpEACTaBHUKAM MPOQIIbHUX acollialiif-ydacHUISIM 6 rpyaHs
2018 poky. IIpo onosnenns Oyno noinhopmoBano AWME.

Binryku, kputuka Ta MpoOHo3MLii MO0 MOKPALIeHHS, OTPUMaHI WieHaMH Komicii, Oymnu
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Bifpenarosani nokropom JI.I'aniuem Ta HamicnaHi B afanToBaHiil Bepcil kKaHauAaTaM mpodeciitHux
acomiariii-yqacaunp 11 ciunsg 2019 poky. 17 ciuas 2019 poky B bepuini BigOysnacs KOHCEHCYC-
KoH(pepeHIis mig moaepaniero nokropa C.biboara (AWMEF). 3a Bunarkom Himerpkoro ToBapucTaa
iHdexkmionictiB (DGI) Ta HiMmenbkoro ToBaprcTBa MHEBMOJIOTII Ta pecmiparoproi meauiiuau (DGP),
BCi mpodeciiiHi TOBapUCTBa, 10 OepyTh Y4acTh, Oy MPEICTABICHI BiIMOBIIHUMH KaHIUIaTaMH.
Kiro4oBi MOJI0’KEHHST Ta KIIFOYOBI peKoMeHnalii Oy mpeacTaBieHi okpemo. Y pasi morpedu
MOJIaBCs 3MICTOBHMIA 3aIHT 13 YTOYHEHHSM, a MOTIM BKIIOYCHHSIM MPOMO3UINN 1100 BHECEHHS
NoNpaBoK. Yci mpomno3uiii Oynu noromxkeHi. SAkmo koHceHcycy (> 75% cxBaneHHsi) He Oyno
JOCSATHYTO, BiiOyBajocss 0OroBOpeHHs Ta MOBTOpHE TosiocyBaHHs. L{i Kpoku Oyiu MOBTOpEHI is
KOYKHOTO KITFOUOBOT peKOMEH IaIlii.

Bci pekomenanii MOXXyTh OyTH IPUHHATI HUIIXOM KOHCEHCYCY a00 MOBHOT'O KOHCEHCYCY.

KirouoBi pekomennanii 12b, 12¢, 19 ta 20 6ynu BuHeceHi Ha rojsocyBaHHs 31 ciunsg 2019
poky 3a nomomoroto nporeaypu DELPHI Ta Biamosinxo no npaBun AWME. Ilicns cxBaneHHs BCiX
BUCYHYTHX NpencTaBHUKIB 18 Oepeszns 2019 poky ocTaTouHy BepCil0 HANpaBWIH JO BiAMOBIIHOI
paau npodeciiftHuX acoriamii-y4acHUIIb.

DiHaHCYBAHHS:

Koncencyc-kondepenmis Oyma npodinancoBana HiMenpkuM TOBapUCTBOM JHUTSYOI Ta
nitiTkoBoi meauiau (DGKJ) Ta Acouianieto nutsayoi imynounorii (API). ButpaTtu Ha BifpsiiKkeHHS
JeSIKUX YYaCHHKIB TMOKpUBaNIMCA HazHaueHUMH mnpodeciiinumu acomianismu (DGFL, DGHO,
DGRH, BVKJ).
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HACTAHOBA

|. 3amicHa Tepamisi iMmyHOr;100y1iHOM

1.1. IlepenymMoBH AJis MOYATKY Tepartii

Hapniiinuit qiarno3 0CHOBHOTO 3aXBOPIOBAHHS € HEOOXiTHOI YMOBOIO IMOKa3aHHS HAa 3aMiHy
iMmyHornoOyminy. HemonaBHo oHoBieHe kepiBHUIITBO AWMF  «/liarHocTka mEepBUHHOTO
imyHozne¢inury» (Farmand et al., 2011 und 2017) MicTHTh ONUC JiarHOCTUKU TIEPBHHHOTO
iMmyHoeiruTy. Y HBOMY MPEJCTABIEHI TOMEPEHKYBAIbHI O3HAKKM Ta O3HAKH IMaTOJOTTYHOL
CIPUIHATIUBOCTI 70 iHQEKIIT A1 BUSBICHHS IEPBUHHOTO IMYHOAeDIUTY (IUB. Takox Tabnwuiro 6
JlaHOT HACTAaHOBHM) Ta HABEJCHO PEKOMEHJAIlli 100 OCHOBHOI IMYHOJIOT1YHOI J1arHOCTHKH.
OHoBIIeHI TONEPEPKYBaIbHI O3HAKK Oy PO3LIMPEHi, BKIIOYAIOYM T'€HETHYHY JIarHOCTHUKY Ta
00CTeXEHHSI HOBOHAPOIKEHHUX.

Ta6auns 6: Hactopoxyrodi 03HaKku MU MEPBUHHUX IMyHOAediUTax
Hacropoxkyioui o3HaKuM JA0NOMaralTh TPU BHUSBJIEHHI Nali€EHTIB 3 TNEPBUHHUM
iMmyHozneginuToM. 3a miZo3pH HAa NepBUHHMH iMyHoAediuuMT HeoOXiZHO mepeBipuTH BCi
HACTOPOXKYIOYi 03HAKH.
HacTtoposxyroui 03Haku 11010 IEPBUHHUX IMYHOIE(ILIUTIB

Jitn \ Hopocai
1. [TaTosoriuaa cipuiHATIUBICTH 10 iHDeKIii «kELVIS»
30ynHuK, Jokaiizalis, nepedir, INTEHCHBHICTh, CYKYITHICTb
2. Imynna nuzperynsuis «GARFIELD»

I'panynbpoMa, ayTOIMYHITET, pEIUIUBYIOYA JIUXOMAaHKA, HE3BUYHA €K3eMa,
Jimdonpodidepartis, XpOHIUYHE 3aNaJICHHS KUIIEYHHKA

3. IlopynieHHsl pO3BUTKY ‘BTpaTa Baru, K NpaBuJIo, IpH Jiapei

4. [Tino3pinuii cimeiiHuii anaMHe3 (CIOP1AHEHICTh, IMyHOA€(DILUT, TATOJOTIYHA
CHPUHHSATIUBICTD 10 iH(EKIIi1, IMyHOTepais, JiMpoma)

o. [NimorammarnoOysiHemis, mepcucTyroua abo pelnauByroda JiMQOIEHisl, HEUTPOIEHIs,
TPOMOOIIUTOMEHIs

6. ['eneTnyHa BKa3iBKa Ha MEPBUHHUN iIMyHO1e(DIIUT 00 MO3UTUBHUM CKPUHIHT

HOBOHApOJKEHUX Ha MEPBUHHI IMyHOIe(DILIUTH

3a mi103py Ha MEpBUHHMN IMyHOAE(IIMT, MEPII 3a BCE, pEKOMEHYEThCS POBECTU 0a30BYy
JIarHOCTUKY 3 BHU3HAYeHHSAM cupoBaTkoBuX imyHornoOymiHiB (IgM, IgG, IgA, IgE) 1
TudepeHiaabHui aHasi3 KpoBi. Po3mmpena aiarHocTrka 3 BUBYEHHAM MinkiaciB IgG, TumyBaHHIM
TiM(OUNTIB, BU3HAYCHHSIM EJIEMEHTIB CHCTEM KOMIUJIEMEHTIB 1 BaKIMHHUX AaHTUTLI TOBUHHA
3iHCHIOBATHCA Yy CHIBOpall 3 KJIiHIKOIO a00 MpUBAaTHUM KaOlHETOM 3 JIarHOCTUKM Ta JIKYBaHHS
iMyHOZediuTiB. HasgBHICTh MOTEHIIITHO BTOPHUHHOTO Ne(pIUUTYy aHTUTLT HEOOXIAHO JOCTOBIPHO
BUKJIIOUUTH TpU AudepeHianbHii aiarHocTulli. BoHM BKIIOYAIOTh, 30KpeMa, XPOHIYHY BTpary
eHTepaJlbHOro abo0 HHUPKOBOTO OlIKa, TOKCHUYHI MNPUYMHU (HANpUKIAL, CTEpOig, JesiKi
MPOTUCYJIOMHI TpenapaTd, iMyHOAENpecaHTH abo XiMioTeparis) abo 3JT0AKICHI 3aXBOPIOBAHHS,
ocobnnBo sniMpoMu Ta Jneiiko3u. TalOnuus 7 HaBelnEeHO OIJIAJ MOKJIMBUX IMPUYUH BTOPUHHOTO
neiuTy aHTHTLI.

Tabmuua 7: Oriasin MOXIMBUX BTOPUHHUX NPUYMH CHHAPOMY Je(IiIUTYy aHTUTLI
(amanroBanmo 3 Jolles S., Chapel H., Litzman J., 2016):
Jlimdonponideparus |XJIJI, MHOKMHHA Mi€TOMa, HEXOIKKIHCHKI TiMpomu, tiMpomu XoaxKKiHa,
Hl 3aXBOPIOBAHHS domnikynspHa niMpoMa, MaHTIHHOKIIITUHHA JIIM(poma, MapriHajabHO-
KJIITHHHA JiMpoma
Brpara 6inka HedpoTuunuii cuaapom, eHTepaabHa BTpaTa Oijika
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3axBOpPIOBaHHS Kumikxosa nmimanriexrasist (M. BanbamaHH), CHHAPOM )OBTUX HITTIB,
niMpaTHIHOI cucTeMH |XUToTOpake, cuuapoM [IpoTes

AcoriiioBani 3 Purykcuma6, knitunHa tepamis CART crepoinu, nukmodocdamin,
MeIUYHUMU KJIO3aITiH, IMaTHHIO0, 10pyTHHIO, abaTacenT, GpeHITOTH, KapOamaselliH,
npernaparamu JTAMOTPHJKUH, BAJIBIIPOAT Ta iH.

[lepen mouarkoM 3amicHoi Ttepamii IgG mamienT 1 uieHn ciMi mToOBHHHI OyTH
poiHGOpMOBaHi MIOAO AlarHO3y, OYIKYBaHOI TPUBAJIOCTI Teparlii B 3aJIGKHOCTI BiJ MiarHo3y i
MOYJIMBUX YCKJIQJHEHb. 3aMiHa MOJIIBaJICHTHUX IMYHOIJIOOYINiHIB SIK MPOAYKTY KpOBI JIIOAMHU
BUMarae iH(GOPMyBaHHS MPO PHU3UK Tmepenadi 30yIHHMKIB, MOXJIMBI HECIPHUSATIUBI HACIIIKH Ta
NUCHMOBY 3rOAY MAaIli€HTIB 200 3aKOHHOTO MPEICTaBHUKA. 3aCTOCYBAaHHS MOBUHHO 3/1iHCHIOBATHCS
BIJIMIOBITHO 10 yMOB HOPMATHBHO-TIPaBOBOi 0a3u. ICHYIOTHP BHMOrM Mmoo 3000B’sS3aHb 3
iH(pOpMYBaHHS, MPU3HAYCHHS Ta JOKYMEHTYBAaHHS, a TAaKOXX JO MEPEIMBAHHS IHIIMX TPOJYKTIB
KPOBI1 Y BIIMOBITHOCTI 3 3aKOHO/IaBCTBOM OKPEMHUX KpaiH.

1.2. EdpexTuBHICTS Teparii:

3amicHa Tepamis iMyHOTJIOOyJiHAMH TPOBOAMTHCS TOJIIBAJICHTHUMHU IMYHOTJIOOYIiHAMHU,
oTpuMaHux 3 mwiazMu > 1000 310poBux noHOpiB. Edext 6a3yeTbes 30kpeMa Ha 34aTHOCTI aHTUTLI
IgG meiTpanizyBaTu OakTepiaibHI TOKCHHH, CYNEpAaHTHIEHH 1 BIpYCH, a TaKOX aKTHUBI3yBaTH
KOMIUIEMEHT 1 CIPUATH (aromuTo3y Ta IUTOTOKCHYHOCTI, OMOCEepeaKoBaHiil aHTHUTUIaMu. Jleski
NAIiEHTH TaKOXX MOXYThb OTPHUMATH KOPHCTh BiJl IMYHOMOIYJIOIOYHX Ta MPOTHU3ANAIBHUX
BiactuBocTeil. besnepeunum e (akT, 1o perynaspHa 3amicHa Teparis iMyHOTJI00yJIiIHOM Y Malli€HTIB
3 TEPBHHHAMH CHHIPOMAaMH AePIiHUTy aHTHTLI 3HW)KYE 4YacToTy iH(QiIKyBaHHSA, TOTpeOy B
aHTHOI0THKAX, [HIB 3 JIMXOMAaHKOIW 1 JHIB Yy cramioHapi. HasBHI naHi paHIOMi30BaHUX
KOHTPOJILOBAHUX JIOCIHIPKEHb, MPOCHEKTHBHUX KOTOPT Ta PETPOCIEKTUBHUX JOCHIKECHb
IpeJCTaBJIeH] y BINOBITHUX PO3/isax.

3 eTMYHHUX MIPKyBaHb HE ICHY€ MOPIBHSUIBHUX JOCIIIKEHb, SIKI MOPIBHIOIOTH 3aMILICHHS
IMyHOI100yNiHY 3 miane6o abo BiMOBOIO Bif Teparmii. KiliHIYHY KOPHCTh MOPIBHIOBAJIM B paHHIX
JOCHIPKEHHSAX ~ BHYTPIIIHbOBEHHOI  Tepamii  imyHornoOymiHom  (IVIg)  mopiBHsSHO 3
BHYTpilTHHOM's130BUM BBeZieHHM (IMI1Q) abo mmasmorepamniero. Hati 3HaHHS PO MPUHITHI Aii 03U,
TOOTO MiJBUIIEHHS MiHiManpHOro piBHA [gG B cupoBaTmi mnpu OUIBII BHCOKHUX J103aX
IMYHOTJI00YIIHY, IPYHTYIOTbCS Ha JOCIIJDKEHHAX Tepartii 3 3acrocyBaHHsM |1V Ig. [lns 3aTBepkeHHs
HOBUX IMYHOTJIOOYJIIHOBUX TMpernapaTiB HEOOX1AHO MOKa3aTH, M0 YacToTa CEpHO3HUX 1H(EKINHN 13
3aMICHOIO Tepamielo 3anuiaeTbes <l marieHTo-poky. Pe3ynpTaTv OCTaHHIX OCHOBHMX KIIIHIYHHX
JOCTIKEeHb, K1 Oyau MpOBENEHI MPOCHEKTHBHO BIJAMOBIAHO /10 HOPMAaTHUBHUX BUMOT, TaKOX
JIEMOHCTPYIOTh €(PEKTHUBHICTb Tepamii IMyHOTJIO0YIiHOM.

1.3. ITokazaHHs 710 3aMiCHOI Teparii IMyHOTJI00yIiHOM:

[lepmie 3actocyBaHHsS IMYHOTJIOOYNIHIB B Tepalii Mali€HTIB 3 iMyHonedinutamu Oyio
BUKOHaHO Bxe B 1952 poui amepukanHcbkuM Jikapem OrneHoM bpyroHoM y xiomuuka 3
araMMarJioOyJiHeMi€ro 1 TSHKKUMHU peuuauByrounuMu iHekuismu (Bruton, 1952). ¥V namientis 3
aramMmarjoOyiiHeMi€lo, OOyMOBJEHOI TIOBHOIWO  B-mimdomeHiero 1y  MalieHTiB 3
rimoraMmariio0yIiHeMI€I0 1 MOPYIIEHHSIM peakIlii Ha BaKIMHAIlIIO (Hampukia, rinep-1gM cuaapom
(TIMC) 1 3aranpHuii BapiabenbHHE iMyHOAedinmuT (3BI/)) Oyno mnpoBeraeHo 3arajiom 3
paH0MI30BaHUX KOHTpoJboBaHuX fociimkeHHs (Nolte el al., 1979; Ammann et al., 1982; Roifman
et al., 1987). Pi3HOMaHITHI KOTOPTHI JOCHIJUKEHHS MiATBEPIMJIM KIIHIYHI MEpeBaru peryiaspHol
3aMicHOI Tepamii imyHoryooymniHamu (Roifman et al., 1985; Quinti et al., 2007; Lucas et al., 2010).
Yepes 4iTKi KIIHIYHI JaHl A1 HUX TPy 3aXBOPIOBaHb CHOTOJHI He Oyn0 O €TMYHUM MPOBOIUTH
m1a11e00-KOHTPOJILOBAHE PaHIOMI30BaHe AoCiikeHHs. He icCHye KOHTpOIhbOBaHUX PaHI0MI30BaHUX
JOCIIJKEHb CTOCOBHO IHIIMX CHUHAPOMIB NEPBUHHOTO Ae(DIUUTY aHTUTUI, TaK IO Ui AESIKHX
3aXBOPIOBaHb JOCTYITHUH JIMIIIE HU3bKUN PIBEHD TOKa30BOCTI.

3rigHo 3 onmy0JIiIKOBAaHUMH JAHUMH, CHHAPOM Ae(PILUTY aHTUTLI MiIPO3IUIAIOTHCS HIXKYE Ha
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3aXBOPIOBAHHS 3 JIOBEJICHOI0, IMOBIPHOO, MOKIIMBOIO 1 MAJIOWMOBIPHOIO KOPHCTIO 3amimieHHs [gG.
OCKUIbKY BUBHAYCHHS PI3HUX IMYHOAEe(IIIUTIB Ta 1151 (hopma Kiaacudikallii 9acTKOBO BiIPI3HAIOTHCH,
OJIHE 1 T€ XX 3aXBOPIOBAHHS MOXKE MOTPAIUIATH, HAMPUKIIAI, IO KATEropii «I0BEACHA KOPUCTHY», a
TaKOXK J0 KaTeropii «iMOBipHAa KOPHUCThb» (HANPHUKIIAJ, TiOraMmarjiioOyiaiHeMis Ta BiJICYTHICTb
BIJIMOBi/Il HA BAaKIMHAIIIO a00 TimoraMmarioOyiHeMis Ta OTpUMaHa BiINOBIAb Ha BAKIMHAIIIIO).
[IputimMaeTbcs pilIeHHS IIOJO0 YK€ PIAKICHMX NMEPBUHHUX IMYHOJE(INHTIB HA OCHOBI KIIIHIYHOI
KapTHHU Ta HasIBHUX ITyOJIiKaIiii TEOPETUYHUX OCHOB.

KpiMm KkITiHIYHOT O3HAKW MATOJIOTIYHOI CXMJIBHOCTI 0 1H(EKIii, BaXIMBUM KPUTEPIEM IS
MOKa3aHHSA € BIAMOBiAb HAa BAaKIMHAIIO. 3aCTOCOBYIOTHCS SIK 3aJeXHI Bifg T-KIITHH aHTUTCHU
(HampWKIaa, BaKIWHAINS TPOTH TpaBLs), TaK He3aJdekHl Bil T-KIITHH aHTHTeHU (HAIPUKIIA],
BaKLMHAIlSI TPOTH MHEBMOKOKY 3 BHKOPHCTAHHSIM TOJICaXxapuAHUX BakKIUH). 30Kpema, MO0
BIJINOB1/Il HA BaKIIMHY BiJ] THEBMOKOKY B JIITEpaTypi icHye 0€3J1i4 pi3HUX METOMIB JOCTIHKCHHS, SKi
IPYHTYIOThCSl SIK Ha BHMKOPHCTOBYBaHill BakiMHi (TOJicaxapujHa BaklMHA B TOPIBHAHHI 3
KOH'IOTaTHOIO BakIIMHOIO), TaK 1 Ha METOJax BHUMIiproBaHHs (cnenudiunuii mHeBMokokoBuii IgG
cymapHuii abo crerudiuni 1gG-aHTUTIIA B TOPIBHSAHHI /A0 PIi3HUX CEPOTHIIIB ITHEBMOKOKY;
BuMipioBaHHa cnenudiunux [gG B mopiBHAHI 3 BUMipioBaHHAM cnerudiunux [gM ta IgA 1 iH.) He
JIO3BOJIAIOTH OJTHO3HAYHO BU3HAUUTH HEJOCTATHIO peakiiro Ha BakiuHamiio (Orange et al., 2012;
Cavaliere 2013; Janssen et al., 2014).

Axuo s npodilakTUYHOI BaKIMHALII BH3HAYEHI 3aXucHI TUTpU (nuB. Tabnumro 8a), y
MAIIEHTIB MMiCIs BaKUIWHAIl MOBUHHO OYyTH BIAMOBiIHE 30UIBIICHHS 3aXHCHOTO Jiama3oHy. 3
MIpKyBaHb MPaKTUYHOCTI MOABOEHHS crHenu(iuHOro MHEBMOKOKOBOro IgG mepen BakKIMHAIIEO
MOPIBHSHO 3 KOHTPOJILHUM 3HAYEHHSM MPUOIU3HO dYepe3 4-6 TIDKHIB TICIHs BaKIMHAIII
3apeKoOMeHIyBaio cebe SK Mapkep aJeKBaTHOI peakilii Ha BakKIUHY y OUIBIIOCTI IEHTpax 3
imyronedinuty B Himeuuuni. OqHax citij] 3a3HaYUTH, [0 TIPH CHSIU(PITHIX 3HAYCHHSIX aHTHUTL, SKi
€ CTaHJapTHUMH 1€ JO0 BaKIMHAIll, HE KOKHE BIJICYTHE MOJBOEHHS MOYATKOBOI BEJIMYMHH MOXKE
TPAKTYBATUCS SIK ITATOJIOTIYHE.

B mpunHnum, BilMOBiAb Ha BaKIMHAILII MOTPIOHO MEPEeBIpSITH Mepeid MOYaTKOM 3aMiCHOT
Tepamnii IMyHOTJIOOYJIIHOM, OCKIJIbKY 1HTEPIPETYBAaTH BIJMOBIAb HA BaKIUHALIIO MPU PETYIIPHOMY
npuitoMi IMyHOTTIO0yJTiHIB Bxke HEeMOXKJIMBO. OIHAK MPH TOCTPii KIiHIUHIN KapTHHI ToNepeHii Tect
Ha BIJMOBIb Ha BaKIMHAIIIO HE TOBUHEH 3aTpUMYBAaTH T[OYaTOK Tepamii. Y pasi
araMMaryioOysiiHeMmil TECT Ha BIAMOBIAh Ha BAKIMHAIIIO HE BUMAaraerbcs. Uepe3 BUHUKHEHHS
CKJIQJIHOIIIB B 1HTEpHpeTallii BIAMOBIAI Ha BaKIMHAIIID PEKOMEHIYETHCS TPOBOIUTH 11 3a
KOHCYJIbTAIII€10 B KIIiHIII 200 MpUBaTHOMY KaOiHETI 3 J1arHOCTUKH Ta JIIKYBaHHS IMYHOJE(IIHTY.

Ta6auusa 8a: Bulbip npuiHATUX TpaHUYHUX 3HAYeHb [UIsI TO3UTHBHOI BIAMOBIAI Ha
BakiuHamiio 3rigHo 3 RKI. ApantoBano 3 «lHdopmarii mnpo MIeNjeHHsS TAaIl€HTIB 3
imyHonedinurom/cTanom Ha: muctonan 2005 poky» IlocriiiHoi komicii 3 BakiuHamii (STIKO)
Iacturyty Pobepra Koxa:

3axBOpOBaHHA Merton I'paHnyHe 3HaYeHHHA Komenrtap
Hudrepis ELISA > 0,1 mxn/mn
IIpaBenp ELISA > 0,1 Mxi/mMi
Koxrom HeBusnaueno
I'emodinpHa iHekiis [RABA > 0,15 mxr/mn «KopoTkoyacHwmi
(Hib) 3aXHCT»
> 1 mkr/mi «JloBrorpuBanuii
3aXHCT»
I'ematut B ELISA >100 MO/mn Y CIIA >10 MO/mn
[THeBMOKOKH ELISA >1,3 MKr/mia Jus. Tabmuio 9

KJIIOYOBA PEKOMEHJALIA 1:
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[Tepen moyaTkom 3aMicHOI Teparrii IMyHOTJIOOYIIIHOM CITi/I IEPEBIPUTH BIAMOBIIh HA BaKIIWHAIIIO Y
MamieHTiB. Y pa3i KIIHIYHOT HEeBIAKIAJIHOCTI M1arHOCTMYHA BAKIMHAIISA HE NMTOBHHHA 3aTPUMYBATH
MIOYaTOK 3aMiCHOI Teparlii iMyHOTJI00YyTiHOM. Y pa3si araMMarioOysiHeMii monepeaHe JOCiKeHHS
BIJIIIOBI/Il HA BAKI[MHALIF0 HE BUMAaracThCs.

KonceHcyc ekcniepTiB: MNOBHUIT KOHCEHCYC

[TpocTieKTUBHUX JOCIHIKEHB, SKI YITKO BU3HAYAIOTh BCTAHOBJIICHHS HIKHBOTO TIOPOTOBOTO
3HAYEHHS, 3 SIKOTO CJIiJ] TIOYMHATH 3aMiCHY Teparito iMyHorao0ymninom (Perez et al., 2017), He icHye.
VY mamienTiB 6e3 MaTonoriyHOi CXMJIBHOCTI J0 1H(IKYBaHHS 1 XOpOIIOi BiJIMOBi/II HAa BaKIWHAIIIO
IpoLeaypa CIIOCTePEKECHHS TAKOXK BUIpaBnaHa npu 3HaueHHsIX [gG <4 r/n. Hmkue npexacraBieHi
OKpeMi 3aXBOPIOBaHHS 3 AehIIUTOM aHTUTLI Y BiJIMOBITHOCTI 10 TIOKa3aHb J0 PEryJIsIPHOI 3aMiCHOL
Teparnii iIMyHOTJIOOyITIiHOM.

a. Hopymenns aedinuTy AaHTUTIJ 3 J0BeIE€HOK KOPUCTI Bia 3amicHOi Tepamii
iMyHOr100yJ1iIHOM:

i. Aeammaznobyninemis

[TpuunaM aramMmariaoOysiHeMii y MaIi€HTiB 3 TEPBUHHUMH CHHAPOMOM Je(IIUTy aHTHTLI
HaBezeHi B Tabmuni Q B momatky. Ilpu arammarnoOyninemii (<2 r / 1 IgG y cupoBaTii Kposi) 3
BificyTHIMH 3piumu B-kiituHamu (<2% B-kinituH y nepudepiitHiidi KpoBi) € 4iTKi MOKa3aHHs 10
3aMICHOI Teparii IMyHOIJIOOYJIIHOM uepe3 BiACYTHICTh BUPOOJIEHHS aHTUTLA. 3HAuHE 3HUKEHHS
piBHs iH]iKyBaHHS OyJl0 TPOAEMOHCTPOBAHO B TPHOX PaHAOMI30BAaHUX KOHTPOJIHOBAHUX
nocimipkeHHsax (Nolte el al., 1979; Ammann et al., 1982; Roifman et al., 1987) Tta nekiabkox
obcepaariitaux gociimkeHHsx (Lederman & Winkelstein, 1985; Liese et al., 1992; Quartier et al.,
1999; Aghamohammadi et al., 2004) (nuB. Tabnuiro A B 107aTKYy).

KJIIOYOBA PEKOMEHJIALIA 2:

[Tpu nepBUHHOMY CHUHAPOMI Ae(DILUTY aHTUTLA 3 araMMarjoOyIiHEMI€I0 CIIiJl TPOBOJUTH 3aMICHY
Tepanio IMyHOTJI00yI1HOM.

PiBenb noka3zy: 2; Pienb pexomenaauii: A (IOBHUIT KOHCEHCYC)

ii. I'inocammaznobyninemis 3 nopyulenoo peakyicto Ha 86aKYUHayino

Cungpom Hyper-IgM (I'lI'M) 31 3HmxkeHHsAM KoHueHTpauli 1gG 1 IgA B cuposarui npu
HOpMaJIbHUX a00 MiABMIIEHUX KOHIEHTpauiix IgM B cupoBaTii KpoBi i HOpMaJIbHOMY MOKa3HUKY
B-kiitTiH 00yMOBJI€HI HEIOCTATHIM YTBOPEHHSIM CHEUM(IYHUX AHTUTUI BHACHIJIOK HEHAJIEKHOTO
YTBOpeHHs crenudiunux aHTUTLL. [lpuunHn posmnosciopkeHux cuHapomiB ['II'M HaBeneni B
noaaTky B Tabmui Q.

€ 4iTKe MOoKa3aHHs /10 3aCTOCYBAaHHS 3aMICHOT Teparlii IMyHOIJIOOYTIHOM. Y paHOMi30BaHUX
KOHTPOJIbOBAHUX NIOCHIDKeHHAX Ammann et al. Takoxx Oynum Biirodeni marieHTd 3 ['II'M, xoua
310paHi JaH1 HE OLIHIOBAJIMCS OLIHIOBAJIMCH OKPEMO 3a XBOopoOo (Ammann et al., 1982). Yotupu
PETPOCTIEKTUBHI KOTOPTHI JTOCIIKEHHS aloTh nojaaTkoBi qokasu (Skull et al., 1996; Levy et al.,
1997; Winkelstein et al., 2003; Quartier et al. 2004). Cnix miIKpecIuTH, MO MPU HASIBHOCTI
JI0JJATKOBOTO KJIITUHHOTO iIMyHOAE(]iuTY, 0co0IMBO Yy manieHTiB 3 nedimurom CD40L npu xBopoOi
bpyrona 1 ayrocomuo-periecuBHuM gAedinutom CD40, icHye 3HAYHO TMIABUIIEHUA PHU3UK
onopryHicTnunux iHdekmiit (Levy et al., 1997; Winkelstein et al., 2003). Kpim 3amicHoi Teparmii
IMYHOTJIOOYJIIHOM, LUX MALIEHTIB CiJ HalpaBUTU 10 LEHTPY 3 JOCBIJIOM JIKYBaHHS NMEPBUHHHUX
IMYHOZEDIITUTIB JUIS MOAANBINOI JIATHOCTUKU Ta Teparii, OCKUIbKH TPaHCIUIAHTAILlisI CTOBOYPOBHX
KIIITUH MOXe OyTH JOLUIBHOIO, SKILIO € CXWJIBHICTD J0 OMOPTYHICTUUHUX 1H(EKII Ta 3/I05KICHUX
HoBoyTBOpeHb (de la Morena et al., 2017). V mamienriB 3 I'll'M 2 (MmyTarliss [UTHAUHIE3aMIHA3H,
iHaykoBanoi aktuBaiiero (L{I/1)) 3aranpauii KiniHIYHWA (HEHOTHUT OUTBII MOMIPHUH. 3a3HAYEHO BHIIIE.
B nocnimkenni Quartier et al. mpogemMoHcTpoBaHo, mo Tepanis IVIg cnpusina 3HMKEHHIO YaCTOTH
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3aXBOPIOBAHHS Ha ITHEBMOHIIO Ta OPOHXITH, MEHIHTIT HE CIOCTEpiraBcs. Y BCIX BUMAAKAX TSHKKHX
dbopwm indexkmin mpu Teparii [VIg piai IgG 6ynum < 4 1/ (Quartier et al., 2004) (quB. Takox Tabmuirto
B).

3acanvuuii eapiabenvruti _imynodegiyum (3BIJ]) € HaWOUIbII MOMIUPEHUM KIIHIYHO
3HAYUMHM CHHAPOMOM Je(iluTy aHTUTUI. 3rigHO 3 ICHYIOUMMH KPHUTEpisIMH €BpONEHCHKOTO
tToBapucTBa 3 imyHonedinuty (ESID), kpiM KIIHIYHOT KapTUHH (1arHO3 3 YOTUPHOX POKIB (T0sIBa
CHUMIITOMIB III€ PaHillle), MaToJI0TIYHa CXWIBHICTh 10 iH(EKIIi a00 ayToiMyHITETY, rpaHyJIeMaTo3Hi
3aXBOPIOBAaHHS, MOJIKJIOHANBHA JiMdonpomidepanis a0 MO3UTUBHUAN CIMEHHUI aHAMHE3) 1 3HaYHA
rimorammMarioOysinemMis (3umkens 1gG i IgA +/-3umkenns IgM takox icHye oOMeKeHa BiAmoOBiIb
Ha BaKIMHAIIO0 Ta/ab0 BiACYTHI 130TeMaryIfOTHHIHM Ta/a00 3MEHIIIeHA YacTKa mam’sTi B-kimiTuH,
3MiHeHHX 3a kimacom  (<70% BikoBoro craHaapty) (nuBiTbca ~Tabmumo 8b  Ta
(https://esid.org/Working-Parties/Registry/Diagnosis-criteria). ImyHonoriuauii (GpEHOTHIT TaKOXK
MO3Ke OyTH pe3yslbTaToM MEePBUHHOIO NeheKTy T-KIITHH, TOMY 3aBXKAU BUMArae€ThCs JOCIIIKEHHS
T-knitus. ImyHOpeHOTHT Aeskux mamienTiB i3 3BIJ] Takox Moxe OyTH MOB'sI3aHMA 3 BiACYTHICTIO
B-kmiTuH Ta/ab0 TSHKKOIO HEIOCTATHICTIO aHTHTUT 10 arammariiodyminemii. He icHye muane6o-
KOHTPOJIbOBAHUX JOCTI/KEHb 100 3aCTOCYBAaHHS IMYHOTJIOOYIiHIB y MAII€HTIB 3 BUPAXKEHOIO
rinorammarnoOyiineMiero BHacHigok 3BIJI. ¥V Tpu paHmomizoBaHi KOHTPOJBOBaHI JTOCIIKCHHS
3actocyBanHs [VIg mopisasHo 3 IMIg y namieHTiB 3 pi3HUMHU NPUUUHAMU ASPIUTY aHTUTLIT TAKOXK
Oymu BrurroueHi mamientu 3 3BIJL (Nolte el al., 1979; Ammann et al., 1982; Roifman 1987). Kiiniuna
KOPHUCTh TaKOX OyJia MPOIEMOHCTPOBAHA B MPOCIEKTUBHUX gociimkenHsax (Cunningham-Rundles et
al., 1984), y psizi BeNMKHX MEPCIIEKTUBHUX KOropTHUX Aocaipkens (de Gracia et al., 2004; Quinti et
al., 2007; Lucas et al., 2010) Ta B AekibK0X peTpocnekTuBHUX Bunaakax (Skull&Kemp, 1996; Busse
et al., 2002; Aghamohammadi et al., 2004) MOxxyTh OyTH YiTKO MPOJEMOHCTpOBaHi. JlociiKeHHs
HaBeJICH1 B 101aTKy B Tabmuii B.

KiiHigHO MOXe crocTepiratucsl MiJBUINEHAa CXUIBHICTh 10 1H(MEKIli, a TaK0oX O3HaKH
HNOPYUICHHS IMYHHOI peryisuii y HOCTpaXJajduX TMalli€eHTiB. BiAnoBifHI acnekTd JiKyBaHHS
3a3HavaoThest B Po3aim 2. «TakTuka Ta BapiaHTH JIIKyBaHHS HelH(eKIiiHuX mposBiB.» He icHye
JOCTIIKEHb, K1 JO3BOJISATH BU3HAUUTH, 4¥ XBopi Ha 3BIJ] 6e3 maTonoridHoi CXUIbHOCTI 0 iH(EeKIii,
ajle 3 O3HAaKaMM MOPYILEHHS IMYHHO!I peryJssuii, OTpUMYIOTh IepeBary BiJ 3aMiCHOI Teparnii
IMYHOTJIO0YJIHOM.

[ToTouHi JaH1 peTpOCHEKTUBHOTO aHali3y nauieHTiB 13 3BIJ] 3 BUKOpUCTaHHAM MIMIKIPHOTO
a00 BHYTPILIHBOBEHHOI'O IMYyHOTJIO0Y/IIHY CBiAYaTh MPO Te, L0 y MalieHTiB 3 piBHeM IgG < 7r/n
Moke Oytu miaBuiieHui pusuk imynorutoneHii (ITIT) (Scheuerlein et al., 2018). Kpim Toro, y
IPOCIEKTUBHOMY KOTOpPTHOMY JociipkeHHI Quinti et al. cmocrepiranocs, 10 MHOUIMPEHICTh
ayTOIMYHHOI TPOMOOLIUTOIEHIi, ayTOIMYHHOI aHeMIii Ta ayTOIMyHHOI HEMTPOIIEHl1i 3MEHIINUIach Npu
peryisipHiii Teparii iMyHOTJI00yJIIHOM HOPIBHSHO 3 MEPiOAOM O BCTAHOBIIEHHS JiarHo3y Ta 0e3
tepamii (5,6 nmpotu 2,6 Ta 2,7 npotu 1,1 Bianosigxo) (Quinti et al., 2007).

Ta6aunsa 86: Peectp ESID - PoOoui Bu3HaueHHS Ui KITIHIYHOI JIarHOCTUKH MEPBUHHHUX
imyHonedinuTis: 3BIJ]

3aranbHUN IIpuHaiiMHi O1MH 3 HACTYIIHUX NMYHKTIB:
BapiabenbHui * TaTOJIOTIYHA CIPUHHATIUBICTD O 1HEKIT
IMyHOZEDIIUT * O03HAK{ ayTOIMYHHOCTI

(3BL) * TIpaHyJIeMaTO3HI 3aXBOPIOBAHHS

* HEsCHI MOJIKIOHAIBHI TiMponpomidepartii
* TO3UTUBHUM CiMeiHMH aHaMHe3 MpU NEPBUHHOMY CHHAPOMI
nediuuTy aHTUTLI
TA 3umwxkenss IgG Ta IgA 3 abo 6e3 3HMKeHNX 3HauYeHb IgM (BUMIipro€ThCs
HE MEHIIE BOX pa3iB; >2SD BiKOBOT HOpMH);
TA xoua 6 0IMH 3 HACTYITHUX MYHKTIB:
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e oOMexeHa BIAMOBII, HA BakKIHWHALIK (Ta/abo0  3HIKEHHS
130reMarIFOTUHIHIB); BUSBJICHHSI BITHOBJICHUX CHEIU(DIUHUX aHTUTLIT
NP BU3HAYCHHI 3aXUCHUX 3HAYCHBb
* 3MEHIIWIACS YacTKa 3MIHEHO1 KiacoBoi mam'sti B-kmitun (<70% Bix
BIKOBO1 HOPMH)
TA BUKIIIOUCHHS BTOPUHHHX MTPUYHH T1IIOraMMariooysiHeMii
TA niarHocTHKa Tichs 4-pi4HOTO BiKY (CHMIITOMH MOXYTh 3 SBISTHCA 1
paHiIie)
TA BuxmoueHHs BianoBigHoro aedexry T-kiiTuH, BU3HAUYEHOro y pasi
HasBHOCTI MPUHAKWMHI JIBOX 3 HACTYITHUX XapaKTEPUCTUK (Y=pOKiB):
» Kinbkicts xmitun/mikponit CD4: 2-6 pokiB <300, 6-12 pokiB <250,
>12 pokiB <200
* % naiBHux CD4: 2-6 pokiB <25%, 6-16 pokis <20%, >16 pokis <10%
» Bingcyrusa npomidepanist T-kmitun

KJIIOYOBA PEKOMEHJAIIA 3a:

[Tpu nepBuHHOMY Ae(iuTi aHTHUTLN 3 TinoraMMarioOyniHemieto (3HWwkeHHs IgG) 1 BigcyTHOCTI 260
CHJIBHO OOMexxeHoMY BUpoOseHH] crienndiynux antuTin [gG, a Takok MaToNorivyHii CXUIBHOCTI JI0
iH(eKil, CIix TPOBOIUTH 3aMiCHY TE€paIiio iMyHOTJIOOyIiHOM.

PiBenb noka3sy: 2; PiBeHb pexkomenaanii: A (MOBHMI KOHCEHCYC)

KJIIOUOBA PEKOMEHJALIS 3b:

3aMicHY Teparilo IMYHOTJIOOYIIHOM CIiJ] PO3MISANATH y MAaIi€HTIB 3 MEPBUHHUMH CHHIPOMOM
nedinuTy aHTUTLI 3 rinoraMMarioOyiiHeMieto (3umxenHs 1gG, manpuxinan npu 3BI/[) Ta imyHHOIO
JU3PETYISLi€l0, 0COOIMBO y BHUIAAKY MEAMKAaMEHTO3HOI IMyHOCympecii Ta/abo IMyHOIMTONEHIT,
HaBITh SIKIIO HEMAE MATOJIOTIYHOT CXMIIBHOCTI J0 1H(EKIIIi.

KoHceHncyc excnepTiB: MOBHUI KOHCEHCYC

b. IMopymenns aediuuTy aHTHTII 3 HMOBIPHOIO KOPHCTIO Bil 3amicHoi Tepamii
iMyHOTJ1I00yJIiHOM:

. l'inocammaznobyninemisi 3 HOpMAIbHOK PeaKyicio Ha 8AKYUHAYIIO Ma NAMOI02TUHON
CXUNbHICMIO 00 IHpeKyil

Hexnacugixosanuii degpiyum anmumin (H/[A) abo idionamuuna cinocammaziodoyiinemisa: Ha
nportuBary aiarHosy 3BIJ] Ta iHmMX BU3HAYEHUX CUHAPOMIB JAe(IUUTY aHTUTUI (CEIEKTUBHUMN
nedinur IgA, cenektuBHuit nedinut IgM, nediuut migknacy IgG i komGiHOBaHMH AedinUT NmiaKIacy
IgA/1giG) Bu3HauyaeThCs BIAMOBIIHO A0 Aitounx kputepiiB ESID mix repminom «HekinacudikoBaHMiA
nedinut antutiny (HJA) (Tabmuus 8c). [IpocekTUBHI AOCHTIKEHHS CTOCOBHO MepeBar 3amicHOI
Tepamii IMyHOTJIOOYJIIHOM B Ii TpyIi MAali€HTIB HE MNPOBOJWINCH. Y PETPOCHEKTUBHOMY
nociipkeHHi Driessen et al. moBimomisiersesi, mo 12/21 mauient 3 HIA perynspHO OTpuUMyIOTh
IMYHOTJIOOYIIIH uepe3 MiABUIIeHHS CIpUuHHATIMBOCTI 0 1HPekuii (Driessen et al., 2013). Pimenns
npo OyAb-SKy 3aMiCHY Tepamilo iIMyHOTJI00YyIIHOM MOBUHHO 1HIMBIAYyalbHO 3aJI€XKaTH BiJl CTYNEHS
3HmwkeHHs 1gG 1 cipuitHaTiuBOCTI A0 1H(ekmii. Jleski namieHTu Ki1acuikyroTbes SIK Mali€eHTH 3
2in02ammazno0yiiHeMi€er0 3i 3HUNCEHOI 8ION0BIO0I0 HA 8AKYUHAYIIO Y 6I0N0BIOHOCHI 00 8i0N08I0i Ha
saxkyuHayito (AUB. BUILE).

Hemae pesynbraTiB JoCHiKeHHs, 1100 BCTAaHOBUTH IOPOrOBE 3HAYEHHSA /IS IOYATKY
3aMicHOI Teparii IMyHOTJI00yTiHOM. Y psijii OCHOBHUX JOCJIIXKEHb TAaKOX OYJIM 3aJTy4eH] MaIi€HTH 3
HeknacupikoBaHUM AedinuToM aHTUTLI (iaionatuyHoro rinorammaryioOyninemiero) (Church et al.,
2006; Wasserman et al., 2011) Ta kJIiHIYHOIO TIEPEBAro0 BiJl IMYHOTI00YIIIHOBOT Teparii (JUB. Ommuc
B Tabmuui O B logarky). Ha migcraBi mpoBefeHUX qochipkeHb y marierTiB 3i 3BIJ] mporenypa
CIIOCTEPEIKEHHS B 3aJICKHOCTI Bl CIPUHHATIUBOCTI A0 iH(iKyBaHHS mpu 3HadYeHHsIX [1gG> 4 r/n 1
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OTPUMAaHOI BIMOBI/II HA BaKIMHALIIO € BUIpaBaaHoo. [Ipu HasBHOCTI OpPOHXOEKTAaTUYHOI XBOPOOH,
Ky MOXHa BHUSBHTH 3T1IHO BHUIe3a3HadeHoro. B po6oti [lpicena Ta iH. (Driessen et al.) i B
HenaBHbOMY aHani3i (Janssen et al., 2018) y 24% 1 44% nauienTiB 3 HIIA perynspna 3amicHa Tepartis
IMyHOTJIOOYJTIHAMU BUSIBIISIETHCSI BUIIPABIaHUM.

Tadoauus 8c: Peectp ESID — PoGoui Bu3HaueHHs it KiaiHIgHOT miarHoctuku 330MT:
HeksacudikoBanui nedinut anturtin (HA)
HexnacudikoBanuii |I[IpuHaiiMHi 0JUH 3 HACTYITHUX IMMYHKTIB:

neIiUT aHTUTILIT * TATOJOTIYHA CXWJIBHICTh A0 iH(hEeKIil
(HIA) * O3HAKH AayTOIMyHHOro iMyHITeTy (0COOJMBO  ayTOIMyHHOL
IIUTONECHIT)

* HEsCHA MOJIKJIOHAIBbHA JiMQompomidepartis
* TMO3UTUBHHUHA CIMEHHUH aHaMHE3 MpH NEPBUHHOMY CHHIPOMI
nedinuTy aHTUTLI
I xoua 6 oaMH 3 HACTYNIHUX MYHKTIB:
* 3HayHe 3HWKEHHS OJHOro abo aekinbkox 3HaueHb i IgG, IgGL,
Lgg2, Lgg3, IgA abo IgM
* oOMEXeHa BIANOBIAL Ha BakIUHAIiO (Ta/ab0  3HMKEHHS
130TreMarIIOTUHIHIB); BHSIBJICHHS BIJHOBICHUX  CHCIH(IIHUX
AQHTHUTLUI IPU BU3HAUCHH1 3aXMCHUX 3HAYCHb
TA BHUKIIIOUCHHSI BTOPHHHOTO TeHe3y (Hanpukiaz, iHdekuii, Brpatu Oiika,
JIKIB 200 3JIOSAKICHUX ITPUYHH)
TA BuKIIOUEHHS BignoBigHOTO Aedinury T-kimiTHH
TA He BiANOBiAae KPUTEPISM IHIIUX poOOYMX BU3HA4YeHb podounx ESID
(kpiM «HeKIacu(piKOBaHUX IMYHOACDIIIUTIBY)

ii. Cneyughiunuti oegiyum anmumin

VY pa3i cneuudiynoro pedinmry antutin (CHA) npu HopmanbHiM KigbkocTi B-kimiTuH 1
KOHIEHTpalli IMyHOIJIOOYJIIHY B CUpOBaTL1 (HOpMaJIbHI OCHOBHI KJIaCH IMyHOTJIOOYIIIHY 1 MiAKJIacu
IgG) nopymuyerbest 31aTHICTh 1O YTBOPEHHS CHEU(PIUHUX aHTUTLI (B OCHOBHOMY IOJIicaXapuIHUX
anTuTL1) (Ambrosino et al., 1987). Illo crocyeTbcs niarHo3y 1i€l KIIHIYHOT KAPTUHHU, HEOOX1THO
3BEpHYTHCS 10 Tabnuili 9 Ta BiANoBiAHUX myOmikamii (Hanpukian, Perez, Perez, et al 2017, Bonilla,
et al., 2017). Ha mpaxTuimi aiarHocTHKa BIAMOBIAI HA BaKIMHALIIO B MHEBMOKOKY 3 PO3AUIBHUM
BUMIPIOBaHHSAM OKPEMHUX MTHEBMOKOKOBUX CEPOTHITIB HEIOCTYNHUHN y BCil KpaiHi. PekoMeHayeTbes
3BEPHYTHCS 10 LIEHTPY IMyHOAEPIUTY AJIs TIIYMAu€HHS Ta 3arajibHOT OLIHKH.

Tabauus 9: Crnenndiuna HemocTaTHICTh aHTUTLI. Adaptiert von Orange et al., 2012:

denorun Binnosins Bakuunauio nporu |Binnosins Ha Mpumirka

PPV23 (Bik >6 pokiB) BAKLUHALII0 IPOTH
PPV23 (Bik <6
POKiB)

Tskkuii <2 3axUCHUX TUTPiB (>1,3 <2 3axucHMX TUTPiB |Takox 3aXHMCHI TUTPH HA
MKI/MJI) (>1,3 Mxr/™mn) HIDKHIN MeX1 HOpMU

Cepenniii  |3axucuuii Tutp Big < 70% 3axucHUN TUTP B < |3aXUCHUU TUTP MPOTH >3
cepoTumiB (>1,3 MKr/mi) 50% ceporumis (>1,3 |ceporuris

MKT/MJT)

Momipumnii  |BincyTtHicTs 3axucHOro TUTPY  |BincyTHIicTb VY aBiui 30UIBIIYEThCH,
MPOTH MHOKUHHHX CEPOTHITIB  |3aXHCHOTO THTPY SIKIIO TUTP BaKI[MHAII
a0o MeHIIIe, HIXK IBOpPa30Be IPOTH MHOKUHHHUX  |[I€pe]] BaKIIMHALIIEIO
301nbpeHHs 70% cepoTurnis cepoTumiB abo cranoBuB <4,4-10,3

MEHIIIE, HIX MKT/MJI
JIBOPa30Be
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30unbIeHHS 50%

CEPOTHITIB
Tun nam'siti |Brpara Bianosizai Ha Brpara BianoBini Ha |[TouarkoBa ajexkBaTHa
BaKIIMHALIIO TIPOTATOM 6 BaKI[MHALIIO BIJIIIOBIIb HA BaKIIMHALIFO
MICSIIIiB npoTsirom 6 MicsaiB  |> 50% (BikoM <6 pOKiB)

a6o > 70% (Bikom > 6
POKIB) CEpOTHUIIIB

[Ipyu mpoBeaeHHI MAOCHIIKEHb CTOCOBHO nedimuty minknacy IgG B mnoeananHi 3i
crienii(pi9HOI0 HETOCTATHICTIO aHTHUTLI, JOCTYITHI TPU NMEPCIEKTUBHUX JTOCIHIKEHHS 3 HEBEIUKOIO
KUIBKICTIO BUIAJKIB 3aCTOCYBaHHS IMyHOIJIOOyNiHIB B Iii rpymi mnanieHTiB (Bernatowska-
Matuszkiewicz et al., 1991; Barlan et al., 1993; Abdou et al., 2009). Xoua crerudianuii gedinur
AQHTUTLJ MOKE BKa3yBaTH HA HASBHICTh IHIIMX KIIHIYHO 3HAYYIIMX MEPBUHHUX IMYHOAE(]IIHTIB, B
nociipkenHi Ruuskanen et al. moBimomMuy, 1110 CIIOHTaHHA PEKOHBAJIECIICHITIS TPAILIAETHCS YacTo,
ocobmuBo y mitedt (8/10 miteit). Jlmme nBoe miTedl moTpeOyBasM THUMYACOBOiI NMPOQIIAKTUKA 3
Bukopuctanuam TMP/SMX ta IVIg (Ruuskanen et al., 2012). V HeBenukoMy peTpOCHEKTUBHOMY
JOCHIJKeHH] 32 ydacTio 20 MamieHTiB 3 TSHKKOK (opMOro OpOHXialbHOI aCTMU Ta CEJICKTHBHUM
nediuTOM aHTUTIN, AlarHOCTOBAaHUM Iif] 4ac Kypcy [VIg 3 no3oro 400-600 mr/kr macu Tijia KOXKHi
3-4 TrXHI TIOKa3aB 3HIKEHHs YaCTOTH rocmitanizamnii Ta pecriiparopaux indekniid (Schwartz et al.,
2006). B pexomenparmisix AmepukaHcbkoi akanemii aneprii, actMu Ta iMmyHolorii (AAAAI),
AMEpPUKaHCHKOTO KOJIeKY ajieprii, actmu Ta imyHoorii (ACAI) Ta CriiibHOT paayl 3 MMTaHb aneprii,
actmu Ta imyHonorii (JCAAI), a Takox BiINMOBIAHO A0 pexkoMmeHnanii y Benukoopuranii (Tperiit
3BIT HalioHaNbHOI 0a3u maHux imyHornoOyminy CromydeHoro KopomiBerBa; JlemaprameHT 3
pekoMeHaalii 3 oxopoHu 31m0poB's (CromyueHe KopoiiBcTBO)) CHOYaTKy pPEKOMEHAYEThCS
3actocyBaHHs mpodinmaktnaaux aHTHOiIOTHKIB (Bonilla et al., 2015; «Pexomenoayii woodo
3aCcmMoCy8ants  IMYHO2N00YIHY. » 2nd ed. UK 2011). 3acrocyBaHHs 3amicHOi Teparii
IMYHOTJIOOYJIIHOM PEKOMEHY€EThCS TIPHU:

(a) wactux Ta/abo cepito3HUX 1HDEKITINX;

(b) BupakeHiit BiACYTHOCTI BiAMOBiAI Ha BaKIMHAIIO MOJicaxapuaoM (<2 TEeCTOBAHHX
ceporpyr 13 cnenudiyHOK KOHIEHTpaIliew > 1,3 MKr/min);

(C) 3HaYHUX MOOIYHKMX PEaKIisIX MPU aHTHOIOTUKONPODiTaKTHIII; 200

(d) BimcyTHOCTI KIIIHIYHOTO MOJITIIEHHS TIPH aHTUO10THKONPODITaKTHII.

OnutyBaHHs amepuKkaHcbkux iMyHounoriB y 2010 p. Bctanosuiio, mo 80% xBopux Ha CIHA
JikyBanmuch imyHornooymiHamu (Yong et al., 2010). Cneunciuyauii nedimuT aHTUTLA 3aBXKIU
MOBUHEH CYIPOBOKYBATHCS MOJANBIIOK IMYHOJOTIYHOIO JIIarHOCTUKOIO, 100 HE 3alIUIIUTH 0e3
yBaru iHII CYMyTHI MEPBUHHI IMyHOAEDIIUTH.

iii. Bubpani monocenemuuni 3ananbHi 3ax60pro8anus opeawie manozo masy (330MT) 3
KLIbKICHUM Ma/abo AKiCHUM NOPYUEHHAM AHMUMIT

Kpim nepepaxoBaHUX Ipyll 3aXBOPIOBaHb ICHYIOTh H 1HINI NMEPBUHHI IMYHOJAE(IIMTH, TIPU
AKUX, HE3Ba)KalOUW Ha HOPMajbHI pIBHI IMyHOIVIOOYNIIHIB, ICHYe WMOBIpHa KOPHUCTh Bij
npodinakTuyHoi  Tepamii  iMyHOrjoOymiHamu.  JlomaTkoBe — mpogiTaKTHUYHE  3aMilICHHS
IMYHOTJIOOYJIIHAMU PEKOMEHAYETHCS JJIsl MALIEHTIB 3 TSXKKUMU BPOJKEHUMH BaJaMU IMYHITETY
(mampuknaa, NEMO, IRAK4, MyD88, Ataxia-teleangiectasia Ta iH.) 3aJ€KHO BiJ] 3aXBOPIOBAHHS,
KJIIHIYHOI KapTUHM Ta piBHSA iIMyHOT00yiHy (Sanal et a., 1999; Picard et al., 2011; McKelvie et al.,
2014; Gobin et al., 2017).

IcHye Tako MOTEHIlifHA KOPUCTH JJIA MAII€HTIB 3 ayTOCOMHO-JIOMIHAHTHUM YCITaJIKOBAaHUM
curapomom ['inep-1gE (HIES) Bracninok myraniii B8 STAT3 (AD-HIES). Busiieno 3HMmKeHi peakitii
Ha KJIITHHHY Ta TYMOpPaJIbHY BaKIIMHAIlII0 Ta 3HIWKEHY peakilito IgG Ha 3010TuCTHH CTadiIOKOK
(Sheerin&Buckley, 1991; Leung et al., 1988; Stentzel et al., 2017).
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3amimienns IgG moxe OyTH Takox kopucHUM y nanieHTiB 3 AD-HIES 3 nedinutom nigknacy
IgG (Stentzel et al, 2017).

KJIFOYOBA PEKOMEH/IALIA 4:

3aMicHy Teparito iMyHOTJIOOYIiHOM CiJl TAaKOXK PO3TIISIATH MPU NEPBUHHOMY CUHAPOMI 1epiluTy
AHTUTLI 3 TimoramMmMmariooysiHeMiero (3HWKeHHs piBHA IgG) 1 MaToIOriYHO CHPUHHATIMBICTIO JI0
iH(ekii, AKIo BUABICHO cienudiuny peakmiro Ha IgG.

KoHceHcyc excnepTiB: KOHCEHCYC

C. ITopymieHHs1 AeinuTy AaHTUTII 3 MOTEHUIHOI KOPHCTIO BiJ 3aMicHOI Tepamii
iMyHOTr100yJ1iHOM:

I. Hepiyum nioxknacy lgGl-3/kombinosanuii depiyum nioknacy IgA/lgG

MacmTab gocmipkeHHsT HelocTaTHIN i Tepanii aedinuty niaknacy 1gG, npu kit oquH
a6o kinbKa niaknaciB IgG 3HIKYIOThCS TPU HOPMaJIbHOMY 3aralibHOMY 3HaueHH1 [gG Ta HopmalibH1i
KUTbKOCTI B-KimiTHH. €1MHE PETPOCHEKTUBHE IOCIIHKCHHS 3 OLIBINOI KITBKICTIO BUIAJAKIB (K-
Tp=132 1 786 marieHTo-poKiB) MOBITOMUJIO MPO 3HMWKEHHS aHTHOaKTepianbHuX iHdekuid > 50% y
92/132 nartienTiB 3 i3071p0BaHUM ab0 KoMOiHOBaHMM Aedirurom miakaacis 1gGl-3 (Olinder-Nielsen
et al., 2007). Onnak indopmallis Tpo BiAMOBIIb HA BaKIIMHAIIIO MPOTH ITHEBMOKOKY Ta HOPMAaJIbHI
3HavyeHHs mijakiaciB IgG BiacytHi. Kpim Toro, 56% mnauienTiB manu O6ponxianbHy actmy/XO3JL
Takox y mpocrekTuBHOMY jaociipkeHHI Bernatowska-Matuszkiewicz et al, icHye BHCOKa 4acTka
namieHTiB 3 OponxianbHOO acTMoro (19/30 mamientiB). 3 30 0oOCTeXEHMX MAli€HTIB TiIbKU 9
namieHTiB Manu i3ompoBanuil aedinur 1gG3 abo xombOiHOBaHu Aedimur migkiacy 1gG3 1 1gG4, y
BCIX 1HIIMX TalieHTiB OyB (IoJaTkoBui) aiarHo3 crneuudiunoro aedimury antutin (CHA, nus.
HUK4Ye). B 1HIIOMY HEBEIMKOMY NPOCHEKTUBHOMY JOCIHIKEHHI 6 Mali€eHTiB MaroTh Ae(iuut
nigkiacy IgG B moeqHaHHi 31 ciennivHUM MTHEBMOKOKOBUM A€(PEKTOM aHTUTIN A0 > 5 CEpOTHUIB,
TUTBKM Yy 2 TAalieHTIB crocrepiraerbes nedinut migkmacy IgG 31 cnenudiuanm  nedexrom
MTHEBMOKOKOBUX aHTHUTLN 10 AeKiabKoX (1 10 2) ceporumis (Abdou et al., 2009). V nyGmikarii "Barlan
et al." y IpocCneKTMBHOMY JOCIHIPKEHHI MauieHTiB 3 naedinurom miaxnacy 1gG3 Ta criikumu
PEeLUINBYIOYMMHU 1HQEKIISIMU B yMOBaX aHTHO10TUKONPO(IAKTUKHY ITPOJIEMOHCTPOBAHO, 1110 PIBEHb
1H(}IKyBaHHS 3HaYHO 3HU3MBCS y 12 mallieHTiB, ki oTpuMyBaiu Teparnito 3 [VIg (Barlan et al., 1993).
HenaBHe peTrpocnekTuBHE AOCHipKeHHS 13 nopocnux mamieHTiB 3 Aedinurom migkiacy 1gG3 e
METO/I0JIOTTYHO HEIOCTATHIM /711 OTPUMaHHS KJIIHIYHUX MepeBar BiJ] Teparii IMyHOTJ100yIIHaMU 1€l
rpynu mnamieHTiB (Abrahamian et al., 2010). Onuc nocmimxenbp MoxHa 3HaTH B Tabmumi C B
JOJATKYy.

[Toeananns nedinury IgA 1 nedinurty niaknacy 1gG2 mae cynpoBOKYBAaTHCS MOJAbIINM
YTOUYHEHHSIM 1IMYHOJIOTIYHUX JaHHUX, OCOOJIMBO y JMITE€H, OCKUIbKK 0Oaratro MaIli€HTIB 3 aTakKcis-
TeJIeaHT10eKTa3is 3 1i€o KoMmOiHali€ero nedinuTy aHTUTUT BUKIMKaOTh migo3py (Driessen et al.,
2013a).

[TincymoByr0ouH 1€, KUTbKICTh MAIIEHTIB HEBEJIMKA, a CIIIBCTABHICTh IPYI NAIIEHTIB Ta PiI3HUX
TMIIKJIACCIB TyKe OOMEex)eHa.

KJIIOYOBA PEKOMEHJIALIA 5:

VY pa3i i30;1p0BaHOT0 260 KOMOIHOBaHOTO nedimuTy migkinaciB 1gGl-3 3 maToMOTIYHOI CXMIIBHICTIO
no iHdekuii, 3amicHa Tepamig IMYHOIJIOOYJTiHOM MOXE pO3INIAZAaTUCS TICHIs  HEeBAAJoi
aHTUO10TUKONPOD1TaAKTHKY.

PiBenb noka3sy: 4; PiBeHb pekomenaanii: A (MOBHMH KOHCEHCYC)

ii. Tpansumopna 2inocammaznobyninemis OUMA4020 6iKy:
TpansuTopHa rinoraMMarioOyaiHeMis IUTSIYOTO BIKY - 1€ THMYacOBE 3HIDKCHHS
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IMYHOTJIOOYIIHIB Y CHPOBATIl KPOBI B TPYAHOMY Billi, sIK€ HOPMAJi3y€ThCSl CIHOHTAaHHO B Mipy
nporpecyBaHHsi mporecy. CnenudiuHe yTBOPEHHS aHTUTLI, HANPUKIAJ, IICAS BaKIWHAIIi, €
HOPMaJTBHUM sIBUIIEM. J{OCITIKEHHSI 00 3aCTOCYBaHHSI 3aMiCHOI Teparii iMyHOrI00ymiaoM y 13
niten 3 miero popmoro aedinuty antutia (Diise et al., 2010) He 3MOrJI10 ¥ 3B'SI3KY 3 MaJIOKO KiJIBKICTIO
JOCIIJKYBAaHUX Ta KOPOTKHM HEPioIoM BTpydaHHS (2-3 MicsIli) Ta Mepioj CHOCTEPEKEHHS, a TAKOXK
BiJICyTHICTIO 1H(OpMaIlii mpo piBeHb iH(IKYBaHHS 70 Ta MICIs 3aMICHOI Teparrii iMyHOTJIO0YJIiHOM,
HE CBIYATh PO €PEKTUBHICTH Tepamii IMyHOTrTIOOyIiHOM. Y peTpOCIIEeKTUBHOMY aHali31 66 mitei 3
TPAH3UTOPHOIO TiOraMMarjioOyIiHEMI€ B TpyaHOMY Bimi 43 mited nikyBamucs npenaparom VI
(400-500 wmr/kr macu TiNa KOXHI 6-8 TWXHIB), 23 JiTAM He NpU3HAYAIM Tepamilo abo
anTuOioTHKONpOodIaKTUKY. ['pymu 3HaYHO BIAPI3HSINCS 32 4YacTOTOIO iH(iKyBaHHs Ta piBHeM IgG.
Xoua criocTepiranocst 3HIKEHHs YacTOTH iH(IKyBaHHS, AaHi HE OyaM CTaTUCTHUYHO 3HAYYIIUMH B
MOPIBHSHHI 3 KOHTposibHOIO Tpymnoro (m: 0,446). He Oymo mokasiB Toro, mo Ttepamis [VIg
3aTpuMyBaJla ClIOHTaHHY HopMmaitizanito IgG (Memmedova et al., 2013).

d. CunapoM aedinuTy aHTHUTIII 3 MaJT0IIMOBIPHOI0 KOPHUCTIO Bijl 3aMicHOI Tepamil
iMyHOr100yJ1iHOM:

I. Cenexmuenuii oeghiyum IgA:

CenextuBHuil nedinut IgA He € moka3zaHHSM 10 3aMicHOi Tepamii iMyHOIJIOOYmiHOM. Y
MOIITYKOBOMY JTOCIIKeHHI 1997 poKy HOCIIKYBAIOCH JECATH MAII€HTIB 3 130Jb0BAaHUM JACPIITUTOM
IgA Ta MiABUILEHOI CXWIBHICTIO A0 1H(EKIid 3 OUIbII HiXK YoTHpMa IH(EKIIIMU Ha pIK, SKi
noTpeOyIoTh aHTuOioTHKOTeparmii. [licns mowyarky BBegeHHs moTk HEBOI 103U SClg 3 100 Mr/kr
MacH Tina/TwxkaeHb npotsrom 18-43 wmic piBeHb iHGiKyBaHHs 3HauHO 3HU3MBCS (Gustafson et al.,
1997). OckinbKY LI €AMHE TOCIIHKCHHS, TIPU HEBEIMKINA IPpyIi JOCTIKEHHS PEKOMEH/IAIIIIO 1010
[LOTO HE MOKHA C(HOPMYJIIOBATH.

Ockinbku Oynu omucaHi mepexoau ctocoBHo 3BIJI, momanpmii mepeBipku JOLUIBHI B
3aJIe)KHOCTI BiA KIiHIYHOI kapTiHHU (Espanol et al., 1996; Aghamohammadi et al., 2008).

ii. Cenexmuenuii degiyum IgM:

CrocoBHO cenekTuBHOro jaediuury IgM  noctynmHa Jumie He3HayHa  KUIBKICTb
PETPOCHEKTUBHUX  JIOCHIKeHb. HeoAHOpIaHICTh  JOCHIIKYBaHMX  MOMYJALINH  (4aCTKOBO
1301p0BaHui aediuut IgM, yactkoBuii nediuut IgM B noennanHi 3 aedinurom niaxnacy IgG ta
PI3HUMM TPaHMYHMMHM 3HAUEHHSIMM JUJIsl BU3HAYEHHS CeNeKTUBHOro aediuuty IgM) mie Oinbrie
YCKIIAQJHIOE THTEpIpeTalio. Xo4ya MaieHTH 3 MABUIICHOI CXWIBHICTIO 10 1H(EKI[IH BUKIUKAIOThH
mi703py, KOPHUCTh BiJl J0JATKOBOTO 3aMILICHHS IMYHOIJIOOYJIIHOM cynepeuiauBa. Y cCydacHid
€BPONENCHKIN IpyMi JOCIIKEHH 3 17 mallieHTiB 3 CEJIeKTUBHOIO HeocTaTHicTo [gM 6/17 He manu
KJIIHIYHUX CUMIITOMIB. 3a BUHATKOM OJHOTO MAIli€HTA, Y SKOI'O PO3BHHYBCS «XOPOIIUI CHHIPOM,
HE TMPOBOJWIOCS HI MNPOPUIAKTUYHOI aHTHUOIOTUKOTepamii, Hi BBEJACHHS IMYHOIJIOOYIIHY
(Chovancova et al.,, 2017). ¥ amepukaHcbkiii Tpymi Oymno mnpeacraBieHo 12/15 mamieHTiB 3
MIJBUIIEHOI0 CXWIBHICTIO 10 1H(]iKyBaHHA. CHcTeMaTWyHE MOCHIDKCHHS KIIHIYHOTO Tepediry
CTOCOBHO CXHMJIBHOCTI J10 1H(IKyBaHHS I’ SITU Nalli€HTIB, ki oTpumyBanu 1VIg, BincyTHe (3a JaHUMHU
aBTOpIB, Xopowui kiaiHIYHKK BIATyK) (Yel et al., 2009). YV HaliGu1b1il rpymi 10pOCIUX NAIIEHTIB 3
CEJICKTHBHOIO HepocTaTHIcTIO IgM 64% 3 36 maliieHTiB Malli MMiJIBUIIIEHY PECHipaTopHy iH(EKIIito.
ImynornoGynin He mpusHadaBcs (Goldstein et al.,, 2006). OtpumaTi pekoMeHAallii, BUXOASUU 3
NOTOYHUX JAHUX, HeMOXIUBO. [Ipu cenextuBHOMY nedinuri IgM 3aBkIM MOBUHHO MPOBOIUTHCS
MOAAJIbIIIE IMYHOJIOTIYHE YTOUHEHHS.

iii. Hedhiyum nioxnacy lgG4

JlocnipkenHs moao i30npoBaHoro Aedinuty miaknacy 1gG4 mist oniHKY KIIHIYHUX ITepeBar
3aMicHOI Teparnii IMyHOTI00yJIIHOM BiJICyTHI. MOJIEKyJIsIpHAa CTPYKTYpa 1 TyKe IUPOKHH Jlara3oH
HOpPMAaJIbHUX MOKAa3HHUKIB CBIAYATh MAaTO(i310JI0TIYHO MPOTH HEHAIIHUIIKOBOI (DYHKIIT B 3aXHUCTI BiJ
iHpexkmii. [3ompoBanuit aedinut migkinacy LGG4 He € npodigakTHIHUM IMYHOAEC(IIIUTOM, SKHUMA
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MOYKHa JIIKyBaTH, 30Kpema, 3aMicHoIo Teparieto 1gG.

KJIIOYOBA PEKOMEHJIALISA 6:

[Tpu nedinmti IgA, cenektuBHOMY nedinuti IgM abo i3ompoBanomy nedinuti IgG4 Ta BUpoOIeHH]
cneunivanx anTuTia IgG BiAMOBiAHO A0 BiKYy 3aMiCHa Teparis iMyHOTJIOOyJiHAaMH HE NOBHHHA
TIPOBOTUTHCAL.

KonceHcyc ekcniepTiB: KOHCEHCYC

e. Hopymennss aedimury aHTUTLI 3 CYmyTHIM oOMe:keHHsM T-KJIITHHHOrO
iMyHiTeTy i HeBiJOMHUM reHeTHYHMM OCHOBHUM/KOMOiHOBaHUM iMmyHoaedinnToMm (KI/I):

VY marieHTiB 3 TimoraMMmarjoOyJiHEMI€ 1 JOJATKOBHM BIATIOBIAHUM oOOMeExXeHHsSM T-
KIITHHHOTO IMYHITETY, BU3HAYAETHCS K MIHIMYM 2 3 HACTYITHUX 3 MYHKTIB:

@) samkeHHs CD4-xmitun: <300/Mki y Bini 2-6 pokiB, <250/Mki y Bimi 6-12 <200/Mxi
y Billi > 12 pokis;

(b)  3HmwKenHs Bincotka HaiBHUX CD4-kiitun: < 25% y Bini 2-6 pokis, <20% y Bimi 6-16
pokiB, 16 < 10% y Bimi > 16 pokis;

(©) BiJICYyTHICTh peakiii T-kiiTuH micus ctumynsiii mitoreny abo TCR;

MO>KHA MPUITYCTUTH MIABUIICHUN pU3UK (YMOBHO-TTaToreHHuX ) indexuiit (Bertinchamp et al.,
2016). Pexomenmyerbcs aomaTtkoBa aHTuOioTHKONpodinakTuka npu TMP/SMX (muB. Poszmin:
[TinTpumyroui 3axomu — [Iporuindekiiiina Teparmisi). PekoMeHAyeThCs MOAanbIIe YTOUHEHHS
TeHCTHYHUX JaHWX Ui Kiacudikailii 3axBoproBanHs. YiTke po3MexxyBaHHs Bia miaraosy 3BIJl He
3aBXKIU MOXJIMBO 3 TOukH 30py mnoB’s3aHHocTi 3BIJ] ta KI/. Ilpu Bupakenomy oOmexenHi T-
KIIITUHHOTO IMYHITETY 3amicHoi Tepanii IgG HeocTaTHRO HaBITh y MOEAHAHHI 3 TPOQITAKTHYHUMU
anTHOioTHKaMu. JloTJsi 3a MUMU MAIl€eHTaMH B LIEHTPI, 110 Ma€ JOCBIJ aJOT€HHOI TpaHCIUTaHTaIlli
CTOBOYpOBUX KIIITHH, BKpail HeoOXiaHuil (quB. Tabnuio D)

KJIIOYOBA PEKOMEHJIALIA 7:

[Tpu cuHapoMi AePIIUTY aHTUTLI 3 AOJATKOBUM KIITUHHUM IMyHoAedinuToM (xBopoOa bpyroHa,
koMOiHoBaHi imyHoaedinuTu (KIJI) Ta iH.) oaHa nuiie 3aMiHa aHTUTLN HenocTaTHs. [loTpebyeThes
NepEeBEIEHHS J10 LIEHTPY 3 IOCB110M JIIarHOCTUKY Ta JIKYBaHHS IMyHO1e(ILIUTIB Ta, 32 HEOOX1IHOCTI,
TpaHCIUIaHTalii CTOBOYPOBUX KIIITHH.

Koncencyc excnepriB: NOBHHH KOHCEHCYC

Komenmap pooouoi epynu: I[lpu naubinows maxckux IMYyHHUX Oeghekmax nposooumvcs
anozceHna mpaHcnaaumayia eemonoemuynux cmogoyposux kuimun (TI'CK), axa mae ma memi
3abe3neuumu cmaobiibHe NPUNCUBTIEHHS OOHOPCLKUX CMOBOYPOBUX KIIMUH NICNS 4ACMKO80i abo
nosHOI abnayii Kicmkogoeo Mo3ky ma imyHHoi cucmemu. Anocenna TI'CK € eounum memodom
NOPSMYHKY HCUMMsL 0I5 NAYIEHMIB 3 YCIMA Gopmamu MsrHCK020 KOMOIHOBAH020 IMyHOOediyumy ma
BPOONCEHO20 A2PAHYIOYUMO3Y .

3 yoockowanennsam cxem KOHOUYIOHY8AHHS mMA NPOMUIHQEKYIUHO20 KOHMPONIO 8
nocmmpancnianmayiunomy nepiodi TI' CK cmana posenadamucs sk paoukaivHuil memoo mepanii
MAaKoNC 0151 MEHW MAACKUX IMYHOOe@iyumie. /lanuii Memoo JiKy8aHHsA po32aa0aEMbCsl K mepanisi
8UOOPY NpU THWUX KOMOIHO8AHUX IMYyHOOeqhiyumax (He maxux enuboxux, sk TKI]), kombinoganux
IMYyHOOehiyumax iz CUHOPOMANbLHUMU pUcamu (Hanpukiao, cunopom Bickomma-Onopuua, cunopom
Hitimezen , 0esxux ghynkyionanbHux degpexmax cucmemu pazoyumo3sy (Xpouiunill epanyiemamosHii
X680po06i), cundpomi cinepimynoenodyainemii M, 3ymoenenuii degpiyumom CDA0-nicandy ma inwiux.
3saoicarouu Ha 3MeHWen s pu3uKi6 i Ni0BUWEHHs NOKA3HUKIG BUINCUBAHHS NICIS MPAHCNIAHMAYII,
nepenik HO30702il, Npu SKUX 3ACMOCO8YIOMb yeli pAOUKAlIbHULL Memoo NIKY8aHHA, CYMMEBO
poszwupuscs, i npoyec yei mpusae. (6). [lokazanns 015 npoedenss mpancnaanmayii cmogoyposux
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kaimun kpogi npu I11J] chopmynvosani €eponeticokoco mosapucmea nepeurHux iMyHooepiyumis ma
Esponeiicbko2o mosapucmea 3 mpancnianmayii kicmrkosozo mosky EBMT/ESID Guidelines for
haematopoietic stem cell transplantation for primary immunodeficiencies (7).

B moti sice uac nposedenns TI'CK acoyiiiosane i3 neHUMU pU3UKAMU, WO BKIHOUAIOMb Nepul
3a 6ce iHQeKyiuHi YCKIAOHEHHS, a MAKOMC PO3GUMOK 20CMpoi ma XpOHiuHOi X60pobu
«mpancnianmam npomu 2ocnooapsy («graft-versus-host disease» (cGVHD)). Tomy piwenns wo0o
TT'CK mae 6ymu 36asxceHum 3 ypaxy8aHHAM 6CiX MONCIUBUX PUSUKIG | nepesae.

Oonum i3 HAUOILILW BANCIUBUX PAKMOPIB, WO BNIUBAE HA PIBEHb BUINCUBAHHS NAYIEHMIE 3
1] nicna TCKK eusnano 6ix ii npogedenns. Havuxkpawi pe3yiomamu 6UHCUBAHHS 00CA2AIOMbCIL NPU
npogedenni TCKK y nayicumie i3 TKI/[ y nepwi 3 micayi swcummsa - 97%, egpexmuenicmo yiei
npoyedypu nPoSPecusHO 3MeHUYEMbcsl i3 30ibuenHsam 6iky oumunu. (8-11)

Heszsaoicarouu na noxkpawennss nacmoposcenocmi cmocosno IIIJ] ceped meouunoi
2poMadcbKocmi i Oibl PAHHLO2O HANPABTIEHHS 00 CReYIANI308AHUX YEHMPIE, WO 3HAYHO NOKPAWULO
NPOCHO3 U000 BUNCUBAHHS MAKUX NAYIEHMIB, 8 MOMY YUCTI 3 PAXYHOK paHHb020 30iticnenna TCKK
npu KombiHosanux imynoodegiyumax, y oinvuwocmi sunaoxie nposecmu TCKK y 3a0anuti npomiscox
yacy He 60aemvca. Tomy axmyanvHUMU 3aIUWIAIOMBCA NIOMPUMYIOYA Mepanis, sKa 00360]1UMb
dosecmu nayienma y cmadilbHOMYy CMAaHi 00 NPOBeOeHHs Mpaucnianmayii abo 003601UMb
3abe3neuumu MAaKCUMAnbHO 0062y MPUBALICMb | MAKCUMAIbHO BUCOKY SAKICMb JHCUMMS Npu
HeMONCIUBOCI 30IlICHEHHS PAOUKATbHO20 MemOo0d) NiK)8AHHS.

Iliompumytoua mepanis noasieac y 3amichil mpanii npenapamamu  iMyHO2100YiliHI8,
NpOMUMIKpOOHILl mepanii i npoginakmuyi (aHmubdiomuxu, npomuepubdKoei, nPomumyoepKyIbo3Hi
onst ikysants abo npoginakmurxu BLDK-inghexyii, npomusipycui npenapamuy), 3a0e3neuenni ymoa,
HAOIUNCEHUX 00 CIMEPUTbHUX.

s menw enubokux maxoowc poszenaoacmovca TI'CKK sk paoukanbruii mMemoo niKy8aHHs,
npome OeAKull 4ac NayieHmu MOJCYymb Oymu KOMNEHCO8aHI 3a PAXYHOK 3aMICHOI mepanii
IMYHO2TOOYIHAMU Ma NPOMUMIKPOOHOI mepanii ma npoginakmuxu.

Panua mpancnianmayis mumycy (mobmo 0onouamky iH@eKyiuHUX YCKIAOHeHb) Modice
Cnpusmu  YCRiUWHOMY BIOHOBNIEHHIO IMYHHOI cucmemu y nayieumie i3 nosnum 22ql1,2 DS,
Genomunoso nodionum oo TKI/]. Ilpu eiocymnocmi Oocmyny 00 MPAHCHAAGHMAYI] MUMYCY
nposooams anoeenny TI'CK.

Hayiecumam 3 T-nimgponeniero abo HegiOOMUM IMYHHUM CMAMYCOM C1i0 NPOBOOUMUHU
eemompaHnc@ysii 1uwe onpominenumu npenapamamu kposi 6io0 CMV-ceponecamugnux 0onopie (ax
npu TKI]]).

1.4. Bukonanss:

Po3rnsHyTi TYT (hopMH 3asBOK Ta JIaH1 PO BUKOHAHHS Teparii 6e3mocepeiHbo BiTHOCAThCS
JI0 3aCTOCYBaHHS MpETapaTiB IMyHOTJIO0YIIIHY B paMKax 3aMiCHOI Tepartii. Bij 1iboro cimi BiApi3HATH
BUKOPUCTAHHS IMyHOMOYJIALIT, IKa TyT HEe po3risiaaeTbes. B nanmii yac B Himeuunni nocrymnsi 18
PI3HUX IMYHOTJIOOYITIHIB, YOTHPHU 3 SIKUX CXBaJIeH!1 JJIsl MAMKIpHOTO BBeAeHHS (quB. Tabnwuio P B
nonatrky). Iudopmamiro npo gocrymHi mnpoayktu y  IIBeitmapii Ta ABcTpii AMBiTBCA
«Dapmanestrnunnii 30ipauk [IBeiinapiiny (www.kompendium.ch) Ta «®apmaneBTHyHHl 30ipHUK
Agsctpii» (www.ami-info.at). Ha eBponeiickkoMy piBHI MOHITOPUHI JKapChbKHX 3aco0iB
3MIHCHIOETHCST €BPOMEHCHKMM areHTCTBOM 3 Jiikapchkux 3aco0iB (EMA/www.ema.europa.eu).
[I{o10 MOXIJIMBUX BIAMIHHOCTEH B SKICHHX XapaKTEPUCTHKAX HAMAETHCS MOCHUJIAHHA Ha TEXHIYHI
XapaKTEePUCTHKN BUPOOHMKA. OHAK Y CXBAIBHUX AOCHIHKEHHSX IMperapaTd OJHOTO BHPOOHHKA
3a3BUYall MMOPIBHIOIOTHCS OJIMH 3 OJIHUM, TOMY >KOJICH Ipernapar BiJf OTHOTO0 BUPOOHUKA HE MOXKHA
0CO0JINBO PEKOMEHIyBaTH. Yl MpenapaTtu J1eMOHCTPYIOTh XOPOITy €()eKTUBHICTh 100 3HM)KEHHS
9acTOTH iH(IKYBaHHS B XO/11 CXBATBHUX JOCHTIKEHb (MuB. Tabnuiro Q B 101aTKY).

KJIIOYOBA PEKOMEHJIALIA 8:
[ToniBasieHTHI NpenapaTH iMyHOIJIOOYIiHIB Pi3HUX BUPOOHUKIB MOXKYTh B 3HAUHIN Mipi BBaXKaTUCS
€KBIBaJICHTHUMH 3a €()EeKTUBHICTIO.



http://www.kompendium.ch/
http://www.ami-info.at/
http://www.ema.europa.eu/
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KonceHcyc ekcniepTiB: KOHCEHCYC

a. 3asBKM Ha y4acTh

Y 3amicHOi Tepamii iMyHOIJIOOYJNIHOM JIOCTYNHI pi3Hi (OpPMH  3aCTOCYBaHHS.
BryTpimHboBeHHe BBeeHH iMyHOTI00YiHY (1V1Q) 103BOJICHO NUIIe 71 BBEACHHS M1 METUIHUM
HArJsII0M 1 TOMY Ma€ IMpHU3HavaTHCs B KIiHILI, MBUAKIN 101MOMO31 a00 MpUBaTHOMY KabiHETi, 110
crienianizyeTbcs Ha mboMy Bui Teparii. [Tiqmkipae BBeaenHus (SCIg) Takok mpsMo CXBaJICHO IS
3aCTOCYBaHHA B AoMalHii Tepamnii. OqHak, BHyTpiltHOM  si30Be BBeieHH: (IMIg) He Mae BaxKITUBOTO
3HAYCHHsI, OCKUIbKH Taka (popMa BBEIICHHsI OUIbIIE HE PEKOMEHIYETHCS.

I. 3actocyBanHs mija HarsioM Jtikaps: 1VIg (Teparmis iMyHOT100y/1iHOM BHYTPIIIIHBOTO
BBEJICHHS)

[TonepenHi KOCTIKEHHS MO0 KIIHIYHOT KOPUCTI 3aMiCHOI Tepaltii iIMyHOTJI00yJIiHAMH TIPH
NEPBUHHOMY CHHIPOMIi Ne(iuTy aHTUTLN Oynu Oyiau BUBYEHI Ta MiATBEpKEH1 Maike BHKIIFOUHO
Ipy BHYTPIIIHBOBEHHOMY 3acTocyBaHHi (Bkiatouatoun Nolte et al.,, 1979; Ammann et al., 1982;
Cunningham-Rundles et al., 1983; Roifman et al., 1987; Bernatowska et al., 1987). Y Himeuyuuni
TaKWii crocid 3acTOCYBaHHS IIperapary JO3BOJICHUH JIUIIIE 111l MEIHYHUM HATJISIIOM.

ii. JlomarnHs Teparis:

3amicHa Teparis iIMyHOTJIOOYJIIHOM MiJIIKIPHOTO BBEJACHHS IMOKA3aji0 MOJIMIICHHS SKOCTI
JKUTTS, MOB'sI3aHOI 31 310poB'sM, opiBHsHO 3 1VIg (Gardulf et al., 1995; Gardulf et al., 2004; Nicolay
et al., 2006; Fasth&Nystrom, 2008, Gardulf et al., 2008). B ocHOBHOMY i€ MOB'SI3aHO 3 MOYKJIUBICTIO
CaMOCTIMHOTO 3aCTOCYBAaHHS B paMKax JoMaImHboi Tepamii. B myOumikamnii Abrahamsen et al. Takox
IPOIEMOHCTPOBaHA X0opoIla eheKTUBHICTh Ta 6e3neka 3actocyBanHs SCIg, SKuit BUKOPUCTOBY€ETHCS
B paMkax JomamHboi Tepamii (Abrahamsen et al., 1996), y BocbMM Malli€HTIB, $IKI paHille
orpumyBasiu IMIg a6o 1VIg. ¥ 2016 potti orsisi 3MiHU SKOCT1 KUTTS, 00yMOBIIEHOT 3/J0POB'SIM, MICIIs
MOYaTKy JIOMAaIllHbOI Tepamii TOoKa3aB 3HA4YHE TIOJIIMIIEHHS Ta 3aJ0BOJICHICTh TIAIlI€HTIB
(Gardulf&Nicolay, 2006).

OkpiMm 1iepeBar y po3noiii BUIbHOTO Yacy Ta HU3bKUX BUTPAT Yyepe3 3MEHIIECHHS 3aJI€KHOCTI
BiJl MEINYHMX IPALliBHUKIB, JIOMAIIIHE CAMOJIIKYBAaHHS MOKE MaTH O3UTUBHUI BIUIMB Ha PO3yMIHHS
MaIIEHTOM CBOET XBOPOOM Ta TOTPUMAHHS BIAMOBIIHOT Teparii. JloMamHs Tepariss peKOMEHy€e€ThCS
OpU HaJIE)KHOMY JOTPUMAaHHI 1 MICJIsS 1HTEHCUBHOTO KypCy HABYaHHSA, a TAaKOX IMiJ HarisaoM
KBaJT1()1KOBAHOT'O IMYHOJIOTTYHO LEHTPY a00 MpUBaTHOI KiiHIKK. KpiM BUsBIEHHS NOOIYHUX €PEKTIB
13aX0/1iB, K1 HEOOX1HO BXKUTH, 00poOKa iH(Dy31iiHOro Hacoca Ta BUOIpP JOBXKHUHU FOJIKU € YACTUHOIO
pOro HaBuaHHSA. Ha mpakTuili B pamMkKax I[bOrO HaBUaHHS IEpIIE 3acCTOCYBAaHHS Iperapary
HPOBOJIUTHCA MiJ HATJISAAOM JIKaps, 110 CIeiali3yeThcsl Ha il METOHUII.

Ornsn nocniJKeHHs 3 I0MAaIllHbO1 Teparii MoKHa 3HalTH B 10AaTKy (Tabmuis F).

[Tepen moyaTkoM JTOMAIIHBOI TEparlii 3aCTOCOBYIOThCA Ti cami iH(opMalliiiHi 30008’ A3aHHs
Jikyrodoro jikaps. [TuceMoBY 3roqy Ha 3aMiCHY TEpariio MiJIKIPHUM IMyHOTJIOOYIIHOM B SIKOCTI
JIOMAIIIHBO]I Teparlii He0OXiHO 1aTH JI0 MOYaTKy Teparii.

SClg (mepanis 3 niOWKIpHUM B88€0EHHAM IMYHO2TO00VIIHY):

[Ticns mepioi Tepanii 3 migmKipHUM iMyHOT100YniHOM Iipu 330MT (Bruton, 1952) ueit Tun
3acTocyBaHHs OyB BiTHOBJICHHI 1 po3pobaenuit Tibku B 1980-x pokax (Ugazio et al., 1982; Roord
etal., 1982; Welch & Steihm, 1983; Gardulf et al., 1991).

He icnye mnane6o0-KOHTPOJIbOBAHUX NOCHIKeHb uis 3actocyBaHHa SCIQ Tepamii. Taxi
JIOCIIJKEHHSI HE € HEOOX1JHUMH, OCKUIBKM B pe3yibTaTi BUSBJIECHHS CHIBCTaBHUX piBHIB IgG B
pamkax Teparnii 3 SClg ta [VIg MmoxHa npumnycTuty nopiBHsIHHY €()EeKTUBHICTD 13 OUTBII CTa0IIbHUMHU
piBHsAMH. ExBiBaJIeHTHICTh epeHOCUMOCTI 1 TepaneBTuyHOro edpexry 1VIg i SciG Oyna nokaszana B
pizHuX (cxBanmbHUX) AociimkeHHsx (Gardulf, 1995; Chapel et al., 2000; Berger, 2004a; Gardulf et
al., 2006; Ochs et al., 2006; Fath et al., 2007; Hagan et al., 2010; Borte et al., 2011a und 2011b). V
nopiBHsHHI 3 Tepamiero 3 [VIg, mpu Tepanii 3 SCIg icHye MOXIUBICTh IPOBEACHHS JOMAIITHHOTO
nikyBaHHs. [Ipenapar iMyHOTTI00Y/TiHY BIMBA€EThCA 32 JOMOMOTOI0 KaTterepa Ta iH(y3iifHOro Hacoca
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(abo BpyuHY SIK MpOLEAypa «pamia-mynn - "MIBUIKOTO MOITOBXY") B MIAMIKIPHY TKaHUHY IIKipU
JKMBOTA, CTerHa abo pyku. IMyHOrJIOOyJiHM BCMOKTYIOTBCS dYepe3 JiM(aTudHy cucTeMy i
BUMUBAIOTHCS B KPOB Y BEHO3HIH CUCTEMI.

fSCIG (nonezwene (niompumysarne) niowkipne 66e0eHHs IMYHOL0OVIIRY):

[Tonermene (migTpUMyBaHe) MiIIKIipHE BBEACHHS IMyHOTJIO0Y/TIHY MOJIATAE B MIAMIKIPHOMY
3aCTOCYBaHHI IMYHOIJIOOYJIIHIB Yy TIOEIHAHHI 3 PEKOMOIHAHTHOK TiaJypOHIJIa3010, sKa paHilie
BBOJIMJIACA MIAIIKIPHO. BBeieHHs BiiOyBa€eThCs 3 iHTEPBAIOM y 2-4 THXKHI, OCKIJIBKH TialypoHiziaza
MOJIETIIY€E TIAMKIPHE BiAKIAACHHS OUIBIIOI KUIBKOCTI IMYHOTJIOOYJIiHY, HDK HpPH HIAIIKIpHOMY
BBeJIeHHI. /[0 TenepimHboro yacy omy0I1ikoBaHo 1ocBif 3 3acrocyBanHsM fSCIG y 83 namienris (24
- crapiie 4 pokiB Ta mosioame 18 pokis; 59 - crapmie 18 poki) npotsrom nmoHaxa 180 marieHTo-poKiB
3 MaKCHMAQJIbHUM YacoM CHOCTepexeHHs y 3 poku. Bomgmmace noza IgG > 150 mr/kr macu
Tia/TrkaeHb. YacroTa iHGEKINH mpu miATpUMYBaIbHOMY BBeleHHI [gG HOpiBHIOE YacTOTI MpH
niAmKipEpoMy abo BHyTpimHbOBeHHOMY BBeleHHI IgG. Ilpo cepiio3ni moOiuxi peaxiii He
noBigoMisuiocs. [ToBiZOMIISIIOCS TakoX MPO aHTHUTLIA 10 PEeKOMOIHAHTHOI TiallypoHila3H, ajie iX
3HAYeHHS /IS [IbOTO TEPANeBTHYHOTO IMiIXOAY MOKH IO HEMOXKIIMBO Nepen0adnTH, OCKUTBKU 1X
TAKOX MOYKHA BUSIBHTH Yy 3I0POBHX 0Ci0, 1110 3HaXOAAThCS Ha croctepekenHi (Wasserman et al,
2016a).

iii. IMIg (Teparist 3 BHyTPIIIHHOM'I30BUM BBEJICHHSIM IMyHOTTIOOYITiHY)

[lepeBara BHYTPIIIHBOBEHHOTO BBEACHHS HAJ  BHYTPIIIHHOM'SI30BHM  BBEICHHSIM
IMYHOTJIOOYNIHIB y 3HUKEHHI 4acToTh iH(iKyBaHHs Oyla NPOJEMOHCTPOBaHA B ACKUIBKOX
panaoMizoBaHux mociimpkeHHsx (Nolte et al., 1979; Ammann et al., 1982; Garbett et al., 1989).
[TonpoOurli MOXHa MEperjsHyTH B TaONUISX B JI0AAaTKy a00 MPOYUTATH B OpPUTIHANI MyOmikarii
(Tabmuust E B nmomatky). BHyTpinHbOM'SI30Be BBEIEHHS IMOJIIBJICHTHHX IMYHOTJIOOYIIHIB He
PEKOMEH/1Y€EThCS.

V¥V HimewuuHi, 3rigHo 3 nanumu peectpy PID-NET, 70% 3 1245 nawieHTiB 3 N€pBUHHUMU
iMyHOZIe(IIUTaMU 1 PETYIISIPHOIO 3aMICHOIO Tepamie€lo IMyHOIJoOyaiHaMM MPOXOASTh TEpamiio 3
nigmkipauM iMmyHornooymniHoMm (El-Helou et al.,, Posterpridsentation ESID Kongress 2018 in
Lissabon). Anani3 papmakoekonoMiunux ganux 2005 poky mis nopiBusius [VIg ta SClg Ha ocHOBI
nociipkenb [apaynsda ta Yamena, a Takok OmMUTyBaHHS, MpoBeaeHoro B HimeduwHi, mokazaB
riepeBary 3aMillieHHs MiANKIPHAM iIMyHOTIIO0YIIiHOM CTOCOBHO BapTocTi Teparii (Hogy et al., 2005).

KJIIOYOBA PEKOMEHJIALIA 9:

BHyTpillHROM'SI30B€ ~ 3aCTOCYBaHHS  MOJIBAJEHTHUX  IMYHOIJIOOYNIHIB ~ HE  TOBMHHO
BUKOPUCTOBYBATHCH.

PiBenb noka3zy: 2; PiBeHb pexomenaanii: A (MOBHMI KOHCEHCYC)

KJIIOYOBA PEKOMEHJIAIIA 10:

[TigmkipHe BBeIEHHs IMOJIBAJICHTHUX IpenapariB iMyHOIJIOOYIiHY B SIKOCTI JOMAIIHBOI Teparii
BBa)KA€THCS €KBIBAJICHTHHM BHYTPIITHHOBEHHOMY BBEJICHHIO.

PiBenb noka3zy: 2; Pienb pexomenaanii: A (MOBHUIT KOHCEHCYC)

b. Jlo3yBaHHS Ta KOHTPOJIb Tepamii:

3aranpHi BigoMocTi: [Ipu o1iHIIl yCHITHOCTI 3aMiCHOI Teparii iMyHOTJI00yIiHOM HE00X1THO
IPOBECTH PO3MEXKYBAHHS MIX KJIIHIYHOIO BIAMOBIAII0 («O10JIOTIYHUNA MOPIr») 1 BUMIPIOBAaHUMHU
MiHIMadbHUMHU piBHAMU IgG B cupoBarii kpoBi. MiHIManbHUM pIBEHb IPENapary B CUpOBATIIl KPOBI
— KoHneHtpauiga IgG B cupoBaTii, sIKy BH3HAYalOTh IEpel BBEACHHSM HAcTymHOi J103u. lleBHi
MiHIMaJbHI PiBHI IIpenapaTy B CUpOBATIll KPOBI HE MOBUHHI OYTH HEAOCTAaTHIMU AJis 3a0e3neueHHs
a/IeKkBaTHOI MpoQiTakTUKK 1HEKIIi. 3riqHo 3 GOpMaTbHUMU KPUTEPISIMUA, BUKOPHUCTOBYBAHUH TYT
TePMIH «MiHIMaJIBHUN PIBEHBb MpeErapaTy B CHPOBATII KPOBi» HE miaxoauTh mis teparii 3 SCIg.
3aBISKM 4aCTOMY 3aCTOCYBAaHHIO y MAIllEHTa BUMIpIOIOTh cTabinbHi piBHI IgG, Tak 1mo KoxeH Jac
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BUMIPIOBAHHS CJIiJ] pO3TJISIIATH K «MiHIMAJIbHHIA PiBEHb IpenapaTy B CUPOBATII KPOBi» HE3aIEKHO
B1JI IHT€pBAJTy Yacy BiJ] OMEPEIHLOTO BBEACHHS (7151 MIOTH)KHEBUX 7103 a00 YacTile).

1VIg (imynoenobynin 6HympiutHb08eHHO20 66€0EHHS):

Kniniuni mepeBaru Bxke Oynu MPOAEMOHCTPOBaHI Ui Tepamii 3 BHYTPIIIHHOM SI30BUM
IMyHOTJIOOYJTIHOM, SIKa ChOTOJIHI OUTbIIIe HE BUKOPHUCTOBYETHCS, MPU OLIBIIT BUCOKUX J03aX Teparrii
IMIg (100 mr mopiBasiHO 3 200 Mr/kr KI'/micsip) (Squire et al., 1969). V paHHIX TOCITITKCHHSIX 3
HU3BKUM MiHIMAJIbHUM piBHEM [gG B cCMpOBaTIi KpOBI Ta HU3BKUM IIBOBUM MiHIMQJIBHHM PiBHEM
IgG B cupoBaTmi KpoBi croyaTky Oyia mpoaeMOHCTpoBaHa HepeHocumicts tepamii IVIg. Onnak,
OCKUJIBKHM B 0araThoX 3 IIUX JOCIIKEHb MiHIMAJIbHHH piBeHb IgG B cupoBartiii KpoBi CTaHOBUB < 4
/11, 4acTKOBO < 2 T/JI, iCTOTHOT KOPHUCTI HE CIOCTEPIranocs 100 3HWKEHHS CIPUHHATIMBOCTI 0
iHdexkmii (Schiff et al., 1984; Sorensen&Polmar, 1984; Pruzanski et al., 1996). Onnak 3HauHI
KIIIHIYHI TIEpeBard CIOCTEPITAUCS B JBOX PAHIOMI30BAaHUX KOHTPOJIHOBAHUX JIOCIHIIKEHHSIX
Poipmana 1 Honre (Nolte et al., 1979; Roifman et al., 1987) i B koropTHOMYy HOCHIIKEHH1
bepnaroBcrkoi (Bernatowska et al., 1987).

B my6nikamii Eibl et al. 1984 poky nmpocneKTUBHOTO AOCTIIKEHHs 16 Malli€HTiB onMcaHa
3HayHa BapiaOeNbHICTh HEOO0X1IHOT MiCSIUHOT 103U iMyHOTTI00YIiHY (Bix 54 10 500 Mr/kr mMacu Tina)
(Eibl et al., 1984). 3nauna inaMBiNyadbHA MIHIMBICTH 1H(IKYBaHHS Ta O3 IMYHOTJIOOYJiHY a00
MiHiManbHUH piBHA IgG B cupoBarii kpoBi Takox Oyna onucana B gocuikenHi Jlykac (Lucas et al.,
2010). Ilporsrom 22 pokiB MiHIMaJbHUI pIiBEHb Ipemapary B CHPOBATI KpOBI Ta 4YacToTa
iH(ikyBaHHa Oymu 3apeectpoBani y 90 namienTis 13 3BI/] Ta 15 namienTis 3 xBopo6oto bpytona, siki
OTPUMYBAJIM 3aMICHY Teparito iMyHOTI00y1iHOM. J[03y iIMyHOTJIO0Y IiHY KOPHUTYBaJIH BIATIOBITHO JI0
KIIHIYHUX CUMOTOMIB 1 301mblIyBanu 103y Ha 150 Mr/kr/Micsupb mpu OUIbII HIXK TPHOX 1HGEKLIIX
CepenHbOI TSHKKOCTI Ha pik. [HnuBiMyansHa g03a BapiroBana Big 200 go 1200 mr/kr/mic.

IcHye mocraTHS KUIBKICTH JOKa3iB TOTO, IO TPUBAIICTh 1 TSDKKICThH 1H(EKIiH o0epHEeHO
npornopuiiHa 031 IMyHOIJIOOYITiHY, @ MiHIMAJIbHUN pIBEHb MpenapaTy B CUPOBaTLl KpoBi > 4,5 /1
NPU3BOJUTH J0 3HIXKEHHS IIBUAKOCTI OakTepiaibHOT 1H(EKHIT (AUB. HIDKYE).

JlocniakeHHs: CTOCOBHO Pi3HUX JJO3YBaHb J1y>Ke OOMEKEH1 4epe3 yacTe BUKOPUCTAHHS PI3HUX
BUIB 3acTocyBaHHA npenapatiB. [lopiBHsaHHS ABoX 103 (300 Mr y mopocnux i 400 Mr/kr/micsus y
niteil nmopiBHsHO 3 600 Mr (mopocni) abo 800 mr/kr/micsaup) npenapary IVIg nporsrom nes'stu
MICSIIIB B paH/I0MI30BaHOMY, MOJBIHHOMY CIIIIIOMY, HEPEXPECHOMY JIOCIIIKEHHI 0e3 rairy3eBoro
(biHaHCYBaHHS IMOKA3aj0 3HAYHE 3HI)KEHHS YacTOTH Ta TPUBAJIOCTI 1H(IKYBaHHSA NPH IMOABOEHHI
3Buyaiinoi micsunoi qo3u IVIg (Eijkhout et al., 2001).

B iHmIoMy paHziomizoBaHOMY MEpEXpecHOMY JTOCIIKEHH1 y 12 MalieHTiB 3 CHUHJIpPOMaMu
HNEPBUHHOTO 1e(IIUTY aHTUTLI Ta XPOHIYHUMHM JIETEHEBUMH 1H(EKLIIMU BUKOPUCTOBYIOTHCS Pi3HI
no3u npenapary [VIg (600 mr/kr macu Tina nmopiBHsHO 3 200 Mr/kr macu Tina). Sk 1 ouikyBajocs,
OinpII BHCOKI MiHiManbHI piBHI IgG B cupoBartii KpoBi Oylu JOCSATHYTI 3a JAOHOMOTOIO OLIbII
BUCOKHMX J103. JlomaBaHHS O1IBII BHUCOKOI MICSYHOI JTO3M IMYHOTJIOOYIIHY CHPHSIO 3HUKEHHIO
rocTpux iH(eKIil B MOPIBHSHHI 3 TPYIO0 3 HUXUo0 no30t0 (Roifman et al., 1987).

[TopiBusiaHs 150 Mr/kT Macu Tina Ha micsnb 1 S00 Mr/kr Macu Tija Ha Micsb y 12 marieHTiB
IPOTSroM 2 POKIB MEPEXPECHOi CXeMH Teparlii MoKa3aio 3HaYHe 3HH)KEHHS YacTOTH 1H(IKyBaHHS Ta
MO3UTUBHUIN BIUIMB Ha TOKa3HWKH (QyHKIi JereHiB (Bernatowska et al., 1987). IIpoeneno
HOPIBHSAHHS TPHOX PI3HUX cXeM Tepamii y 29 o0cTexeHux naiieHTiB 3 XBopoOoro bpyrona npu 1031
100 mr/Kkr mMacu Tijia BHYTPIIIHBOM S30BO MOPIBHIHO 3 < 200 MI/KT B KpaneabHHUIO MOPIBHSHO 3 >
400 Mr/Kr BHYTPIIIHBOBEHHO) 1, KPIM OUEBHIHOI MepeBard BHYTPIITHHOBEHHOI'O BBEAEHHS, TAKOX
JEMOHCTPYETHCS MepeBara OLIbIl BUCOKOT 1031 00 YacToTH 3apaxeHHs (Liese et al., 1992).

Mertaananiz 2010 poky 1100 3aXBOPIOBAHOCTI Ha MTHEBMOHIIO 3aJI€KHO BiJ] MiHIMaIbHOTO
piBHS Ipenapary B cupoBaTili KpoBi npu tepamnii [VIg nokaszas y 5 pa3iB BHIIly 3aXBOPIOBAaHICTb MIPU
MiHIMaJFHOMY piBHI Ipernapary B CHPOBATI KpOBI 5 I/1 B MOPIBHSIHHI 3 MiHIMAJIbHUM pPIBHEM
npenapary B cupoBarmi kpoi 10 r/m. B 1minomy Taka 3axBoproBaHICTh cTaHOBUTH 0,13
THEBMOHii/MalieHT/pik NpH MiHIMaJIBLHOMY PiBHI Ipenapary B CHPOBATIII KPOB1 5 I/J1 B MOPIBHAHHI
3 0,023 nmpu HU3bKOMY MIHIMQJIBHOMY PiBHI Mpemapaty B cupoBaTili kposi 10 /1. YacTora mob6idHMX
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peakiiii 1 yacTora iH(iKyBaHHS B LIJIOMY TyT He BpaxoByBaiucs (Orange et al., 2010).

B minomy, npodinakTuka iHGEKIid mpu ayXKe pi3HUX MIHIMAJIBHHX PiBHSX Ipernapary B
CHpOBATLlI KpOBI TPOSBISAETHCA B 3aJCKHOCTI BiJ] CYINYTHIX 3aXBOPIOBaHb 1 OCHOBHOT'O
3aXBOpIOBaHHS (Hampukiaa, xBopobda bpyrona a6o 3BIJI) 1, TakuM YMHOM, TAKOX MiATPHUMYETHCS
BO)XJIUBICTh BU3HAYCHHS 1HAMBITyanbHOI 103U. MOXIHMBI OCOOJMBOCTI J03yBaHHS 3a3HAYAIOTHCS
HIWDKYE (IUB. HIDKYE). [IpocnekTBHE JOCIIKEHHS JUIsl BA3HAYCHHSI JIOCTATHIX MiHIMAJIbHUX PIBHIB
mpernapaTry B CHPOBATIl KpoBi Jjsi 3amiMHOI Teparii [VIg y maimieHTiB 3 MOBHOIO HEIOCTATHICTIO
aHTUTIT mpu XBopoOi bpyrona BimcytHe. B mocmimkenni Suri D et al. (Surii et al., 2017)
NEPCHEKTUBHO 3a(iKCyBalld 4YacTOTY TSDKKMX Ta JIETKUX i1H(eKniii Tta miniManbHi piBHI I1gG B
CUpPOBATIIl KPOBl1 B IHIIWCHKIN Tpymi 3 14 mamieHTtiB 3 xBopoOoro bpyrona. Cepenni piBai IgG B
CHpOBaTIli KpoBi cTaHOBHIHN 244 Mr/mn (177-352 mr/mn) B MOMEHT TSXKKUX iHGeEKIiH, 335 mr/mt npu
HE3HAYHMX 1HQEKIAX, OC3CHMMIITOMHI TAIli€eHTH Maju cepefHid MiHiMaabHUK piBeHb IgG B
cuposarii kposi 440 mr/ an (n<0,0001). Hactynna indopmaris He Oyna mpeacTaBieHa y BUIIISII
KJIFOYOBOI PEKOMEH/Iallii, ajie NMOBMHHA IMOSICHUTH KOHTPOJIb JTO3yBaHHS 1 Teparii Ha IOJIaTOK 0
KIIFO9OBO1 pexoMeHaarii 9:

baok 1: miHiManbHu# piBeHb penapary

e [Ipu rimo- 1 arammarnoOyiiHeMii pPEKOMEHIYeThCs TMo4yaTKkoBa 1032 He MeHme 400
Mr/kr/micsub . [lpyu npoMy MOXHA TOCSITHYTH MiHIMaJIbHHNA PiBEHb Mpernapary B CHPOBATII
KpOBi, II0 MTPHU3BOAUTH 1O JOCSTHEHHA BiACyTHOCTI iH(pekmii. JlocmimkeHa curyars,
npoaHaji3oBaHa B boMy KepiBHMIITBI, TIOKa3ye, IO 3aMicHa Teparisi BHYTPillHbOBEHHUM
iMyHOr/100yJliHOM He TOBHMHHA  ONYyCKATHCHA  HIKYe  TokazHuka 4,5 1/

e Ile He BUKIIOYAE, IO IHAMBIAyabHe NOCSATHEHHs BicyTHocTi iHdekuii Moxe BinOyTHCA
TUTBKH TpU OUTBII BUCOKMX MiHIMaJbHHX PIBHSX Iperapary B cUpoBarmi KpoBi. Ha mymxy
¢axiBLiB, TOKa3HUK  TakoXX  Moxe Oyrn  3HayHo  BumuM 10 r/a

e Pienpr IgG moOBHHEH TIpPYHTYBaTHCsI HAa OCHOBHOMY 3aXBOPIOBaHHI, BIilll, CYIMyTHIX
3aXBOPIOBAHHSX 1 CXMJIBHOCTI JI0 1H(EKIIII.

3BUYaiiHa MpakTUKa OUIBIIOCTI JIIKApiB, SIKI KOHTPOJIOIOTH MAIll€HTIB 3 TNEPBUHHUMH
imyHozedinutamu B €Bporii Ta CIIA, nounHaeTses 31 ctanaapTHoi 1034 400-600 Mr/kr macu Tina
koxH1 Tpu-dyotupu TxHI (Hernandez-Trujillo et al., 2012). 3Buyaitnuii inTepsan tepanii 3 1VIg
cTaHoBUTH 28 nHiB. Hemae nocnimkeHs, ki 0e3mocepeJHbO MOPIBHIOIOTH IHTEPBAIM 103. [HTEepBan
HEOOX1IHO peryioBaTH IHAUBIAYaJdbHO, TaK caMo, K 1 J03y. SKimo 1HQeKuii MpoTiKalTh 3
HOPMaJIbHUMM 1HTEpBaJaMH, OCOOJMBO SKIIO BOHU BiJOYBAIOTHCS HE3aJ0BrO J0 HACTYMHOL
3aIIaHOBAHOI JI03HM, MOKE 3HAJ00UTHCS 301IBINICHHS 103U a00 3MEHIIEHHs iHTepBaiy 10 21 1mHS
(Rojavin et al., 2016). Tabnmuunuit ornsan nociuimkens no3yBanns 1VIg HaBeneHo B nogarky. Matoun
MOPIBHSIHHY KIIIHIYHY €(EeKTHUBHICTb, Iepio/l HamiBBUBEAEHHS y nauieHTiB 3 1VI1Q, sk ouikyBanocs,
IPU3BOJMTH /10 PI3HUX MaKCHMAJIbHUX PiBHIB (He3a0apoM Iiciis BBEACHHS) Ta MiHIMAJIbHUX PIBHIB B
cUpoBaTIli KpoBi (He3aJ0Bro M0 HactymHoi no3u). 1[0 crocyerbcst KoHIEHTpamii crenudiaHx
AHTHUTLI, TO B HEIAaBHbOMY JOCITIKEHHI crienu(iuHUX MHEBMOKOKOBHX aHTUTIN 1o 1gG mix vac
MIKOBUX Ta HaiHmwxkuux piBHIB |VIg B cupoBarui kpoBi abo y maiieHTiB, siki npuitmaiots SCIg 3
iHTepBanioM Tepamii 3-4 TWXKHI MDK JBOMa TpyNaMH, HISKMX ICTOTHMX BIIMIHHOCTEH He
criocTepiraiocs B KoHIeHTpaiis crnenudivanx anturtit. (Knutsenetal., 2015).

Indopmartiro o0 KOpUryBaHHS MIBUAKOCTI 1H(Y31i JTUBITHCA B TEXHIYHUX XapaKTEPUCTHKAX
BIJIMOBIAHOTO BUPOOHUKA. 3a3BUYail peKOMeHIyeTbcs mounHatd 3 10% po3unHy npu HOBUIbHIN
mBuakocTi 1HQy3ii 0,5-1 ma/kr KI'/ron, ockibku OubIICT MOOIYHMX peakilii MoB's3aHa 3i
MIBUKICTIO, OCOOJIMBO ITiJT Yac MEPIIOro 3aCTOCYBaHHS. 3aJeKHO BiJl MMEPEHOCHUMOCTI 1 Mpemnapary
MBUIKICTh 1HQY31i Moxke Oytu 30unbmieHa. [Ipum HacTymHHX 1HQY31SX MOXJIIMBE 301TBIICHHS
MIBUIKOCTI 1H(Y31T B 3a7I€KHOCTI BiJ] IEPEHOCUMOCTI.

SClg (imyHo2no0ynin niOwKipHo20 686e0eHHs):
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Yepe3 meHmuii 00'eM, SKHI MOXHA 3acToCcyBaTH Ha Micue iH'ekuii nmpu BBeneHHi SCig
NopiBHSAHO 3 Tepamiero [VIg, moTpiOHI OLIbIT YacTi J03W. 3aJIe)KHO BiJ KIIHIYHOT KApTUHU 1 MacH
tina, SCIg 3a3Buyaii 3acTocoByeThCs 1-2 pa3u/THKIeHb. 3aleKHO BiJl KIIIHIYHOT KApTHHH Ta 00csTy,
MOYJIMBE TAKOX IOJCHHE J03YBaHHS KOXKHI 2 TH>KHI. MakcUManbHUM 00cCAT, SKM MOKHA BBOJUTH
B MiIIIKIpHY >KUPOBY TKAaHWUHY, 3aJICKUTh, B TOMY YHWCIi, BiJ BIKy mamieHta. [Hmi, panime
HEIOCTaTHbO BU3HAYEHI (PAKTOPU TAaKOK BIUIMBAIOTh HA MaKCHUMaJIbHMM 0OCAT, SIKMH MOXKHA
3acTocyBaru. 3a3Bu4ail BBOJATH 00csru Bix 10 1o makcumym 25 mit Ha micue iH'ekuii. [linTpumyrouy
103y 100-150 Mr/kr Macu Tijia BBOJATH pa3 B THXKACHB IIC/Is HEOOX1AHOT HABAaHTAXKYBAJIbHOI JJ03H.

Ha mouatky Tepamii 3a3BU4aii 3aCTOCOBYIOTh 2-3 MIALIKIpPHI 03U B MEPHIi THXKHI. Takum
YMHOM, MOXXHa IIATPUMYBAaTH IIBUJAKE IIJIBUIIEHHS 3HadyeHHsA piBHA IgG B cupoBaTii KpoOBI.
[TouatkoBe mo6oBe BBepeHHs mpenapaTiB SCIg mporaroMm 5 IHIB MOCHITB TaKOX MOXKIIHUBE, 1
nmokasaHo, 1o piBeHb IgG > 5 r/n nocsraetses y 17/18 marienTiB Ha 12-i nens Tepamnii (Borte et al.,
2011). Kpim Toro, no3a IVIg Ta nogansiie 3actocyBanns SCIg HagaroTh MOKIHMBICTE CKOPOYCHHS
nepiofy yacy AJsi JOCATHEHHsI MiHIMAJIbHOTO PiBHA MpernapaTy B CHPOBATIII KPOBI.

[TopiBHSUTBHI JTOCHIKEHHS MiAIIKIPHOTO Ta BHYTPINIHHOBEHHOTO BBEIEHHS IOKa3ylOTh
xopolry eQeKTUBHICTh, IEPEHOCUMICTh 1 Oe3reky ekBiBaneHTHOI 103U SCIg mopiBHSAHO 3 paHilie
3acTOCOBYBaHOIO /103010 1V1g. binbin BUCOKI MiHIMaJbHI piBHI IIpenapaTy B CUPOBATIII KPOBI MOXKHA
JOCATHYTH 3 Ti€to k 103010 SClg motnxHs (quB. Po3ain 3mina).

3actocyBanHsa SCIg BuMarae iH110i papMakokiHeTHkH. Ha BiMiHY BiJ MiHIMaJIbHOI'O PiBHS
npernapary B cupoBaTii kpoBi ipu BBeaeHHi V19, npu Bukopuctanni SCIg crioctepiratoThest JInie
HEBEJIHKI KOJIMBAaHHS, a MIHIMaJIIbHUI PiBEHb MIperapaTy B CHPOBATIII KPOBI Ta MAKCUMAJILHOTO PI1BHA
BIJIPI3HSIOTHCSA HE3HAYHO. B po3paxyHKy momynsiniiHoi (hapMaKkOKiHETHKH OyJIO ONHCAHO, IO TPU
20% koHueHTpalii nmpenapaTy iMyHOIJIOOYJIiHY BBEIEHHS MPHU3BOAUIIO 0 cTabuibHOro piBHA IgG
HaBITh MPH BBEJCHHI ABiui Ha THxaeHb (Landersdorfer et al., 2013).

Merta-anani3 Juist Kopesnsuii piBHIB IMyHOIUIOOYIIiHY Ta piBHA 1HiKyBaHHs 3 Teparnieto 3 SClg
BKJIFOYAB 12 KIIIHIYHMX BUIPOOYBaHb, 110 BKIOYAIM B IIoMy 471 marfieHTiB 1 cepeaHiil nepioa
cnoctepexxeHHs 11 micsauis (Orange et al., 2012). Crioctepiranacsi 3B0poTHa KOPEJALis MK piIBHEM
IgG B cupoBatui kposi 1 BciMa iHpekmisamu (1 = 0,03), 1m0 BiANOBIAA€ 3HIKEHHIO PIYHUX 1HQEKIIH
0,38/mamienTo-pik npu minBuiieHHi piBHsa IgG B cuposatii kposi 10 100 mr/mn. OgHak qocTiaKeHHs
HEe BU3HaYaJlld OoNTUMabHOI 103U Tepanii 3 SCIg nns 3anobiranHs iHGeKi 1 He OylIM YaCTHHOIO
OCHOBHOTI'O MMUTaHHS BKJIIOYHUX JOCI1IKEHb.

VY Oinb1I BEIMKOMY 1TalCbKOMY JOCTIIKEHHI MIHIMaJIbHUH piBeHb IgG B cupoBaTiii KpoBi
< 4,3 r/n O6yB iAeHTU(IKOBaHMNA SK BIANOBITHMHA (DaKTOp PU3MKY BHUHMKHEHHS OaKTepiabHHX
1Hdexii. 3a aHanori€ero 3 maieHTaMu 0e3 IMyHOIe(IIHUTIB MTOKa3aHo, 110 HAsBHICTh CTPYKTYPHOTO
YPa)KEHHS JIETeHb € 1€ OAHUM OCHOBHHUM (PAKTOPOM PU3HMKY BUHHKHEHHs OakTepialbHUX 1H(EKii
(Quinti et al., 2011).

Indopmarnirto momo MmBUAKOCTI 1HQY31l JUBITBCS B TEXHIYHMX XapaKTEPUCTHUKAX
BIJIMOB1THOTO BUPOOHUKA.

Tonecwene niowxipue ggedenns imynoz2nooyniny (fSCIg):

3a iHpopMalicro BUPOOHUKA 1 SK OMUCAHO B KIIHIYHHUX JOCTIDKCHHSX, MICIS JTOJaBaHHS
rialypoHifa3u MpH IIBHIKOCTI BBEIAEHHS, 10 He mepeBuirye 180 mi/ron, iHdy3is KOMIOHEHTa
IMYHOTJIOOYJIHY MOK€ TPOXOJIUTH 31 MIBUAKICTIO 1H'ek1ii He OubiIe 300 mi/rox (Wasserman et al.,
2012), ane y niteit 10 12 pokiB BoHa Oyna 3HmkeHO 10 160 mu/rox (Wasserman et al., 2016b).
MaxkcumanbHui 06csr, 1110 ocifae Ha Micii 1H]y3ii, ctanHoBuB 300 mut y manieHTiB < 40 kr Ta 600 M
y narieHTiB > 40 xr (Wasserman et al., 2016b). Indopmariro mono mBuAKOCTI iHDY3ii AUBITHCS B
TEXHIYHUX XapaKTepUCTHUKaX BUPOOHHUKA.

Oco061MBOCTI:

[TamieHTaMm 31 3HAYHO 3HMXKCHHM a00 3HAYHO IIJBUINECHUM iHAeKcoM MacH Tina (IMT) moxke
3HQIOOMTHUCST OUTBII peTeIbHE CIOCTEPEkKEHHS, OCOOJMBO Ha eram KopuryBaHHS. OCKIIbKH
MAI[IEHTH 3 OKUPIHHAM, SK MPABWIO, MAIOTh JOJATKOBUH MiJBUIICHUN PU3UK MOOIYHUX €(EKTiB
yepe3 3arajibHui mMpouTb CepIieBO-CYIMHHOTO PU3UKY B IIJIOMY, & TaKOX 3 ypaxyBaHHSM OLUTbII
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BUCOKHX 1103 Tepamii IVIg, xopuryBanHa no3u Mae Benuke 3HaueHHs. Ockiabku monekymu IgG
MarOTh HU3bKY OCTEOTPOITHICTh B )KHPOBIA TKaHWHI, TOMY IPOXITHICTh Mpenapary MoripiuryeThes, a
y MAI€HTIB 3 OKUPIHHAM 00'€éM KPOBi 3 OLIBIIOI WMOBIPHICTIO OOYUCITIOETHCS Ha piBHI 50 MII/KT
Macu Tina 3amicth 70-75 MI/Kr mMacH Tina, KOpUTryBaHHS (OPMYJIHM, OPIEHTOBAHOI Ha Bary Tijia, €
OOI'pYHTOBaHMM JIJIs1 00UYHMCIICHHS 3arajibHOi MicauHoi moTpedu B IgG (Hodgkinson et al., 2015). Psn
JOCITIIKEHD Y MAIliEHTIB 3 OXXHUPiHHAM miaTBepauB e npunymienns (Khan et al., 2011; Hodgkinson
et al., 2015), ToMy peKOMEHIYETbCS PO3paxyBaTh CKOPUTOBAHY Macy Tila (SKIIO MOTOYHA Maca >
30% ineanbHOI Macu Tisia) abo 11eanbHy Macy Tinia i o3y IgG y BIAnOBIAHOCTI 10 KIIHIYHOT KApTUHU
ta piBHs IgG.

€ BUHATKH, KOJU MiHIMQJIbHUN pPIBEHb Ipemapary B CHPOBATIIl KPOBI HE € HaAIHHUM
MapKepoM 3 KOHTPOJIO Tepamii. Y pa3i CeleKTUBHOro Ae(piluTy aHTHTLI, MPU SKOMY aOCONIIOTHA
KOHIIeHTpallis 1gG B cupoBartiii KpoBi € HOPMAJIBHOIO, a 3AaTHICTh YTBOPIOBATH CHIEIU(DIUHI aHTUTIIA
HNOPYUIYETbCS, MiHIMaIbHUK piBeHb IgG B cHpoBaTrii KpOBI HE € MIAXOASIIUM MapKepoM st
onTUMIi3amii Tepamii. 3pemTor, BHU3HAYEHHS JO03W HEOOXITHO PO3POOMTH 3aJCKHO Bij
IHIUBIyaTbHOI MATOJOTIYHOI CXWIBHOCTI 10 iHQekmii. Kpim Toro, mpu nedinuti migknacy IgG
MiHIMaJIbHUH piBEHb MpenapaTy B CUPOBATIll KpoBi 17 3aranbHoro IgG He nae sxoaHoi iHpopMartii
Ipo YCHINIHY 3aMiHy. Y I[bOMY BHUIAAKYy JUIS BHU3HAUEHHS I1HAMBIAYyaJbHOI 03U MOXHA
BUKOPHCTOBYBAaTH BH3HAUYCHHS IIIJKIACIB pa3oM 3 OIIHKOI  IHAWBIIYyaJbHOI MATOJOTIYHOI
CXWJIBHOCTI J10 1H(EKITi.

KJIIOYOBA PEKOMEHJAIISA 11:

Jo3y imyHOrn0oOYyIiHY JIs MALi€HTIB 3 OKUPIHHAM CIIOYATKY CJIiJl pO3PaXx0OBYBaTH 3 BUKOPUCTAHHSIM
imeanbHOl 400 CKOPUTOBAaHOI MacH Tija.

KoHceHncyc excnepTiB: MOBHUI KOHCEHCYC

3MiHa Teparii:
Ha npakrtuii Hepigko TpamjsioTbCs BUIAAKH, KOJIM MAlliEHTH 3MIHIOIOTH (GOpMY 3aMiCHOT

Tepanii iMyHOIJIOOyJIiHOM depe3 MOOiyHI peakiii abo BIUIMB Ha MOBCAKAEHHE, MIKUIbHE abo
npodeciiine xkutTa. Tak, IPOCNEKTUBHE AOCTIIKEHHS MOKa3aJ10, 110 IPOTArOM OJJHOT0 poky 27/116
(23%) mauienTiB 3MiHMIN GopMy Tepartii abo Micue 3acTocyBanHs (Bienvenu et al., 2016). 3 metoro
3a0e3MeyeHHs] MaKCUMAaJIbHOI 3pyYHOCTI MTOKUTTEBOT Teparii NaI[leHTIB CIiJ PEeryJsipHO 3alIUTyBaTU
po iX 3aJ0BOJIEHICTH iICHYI0UOI0 (hopMoto Tepamnii. [Ticis onTumizanii IpakTHYHUX aCHEKTIB Teparii
(o6csr 1HOY31i, WBUAKICTD 1H(Y31i, T0BXKHHA TOJIKH, TUIl KaTeTepa 1 T.1.) CJIiJl BpaXOBYBaTH 3MIHY
TUNY 3acTocyBaHHsA. [lallieHTIB 3aBXau ciif iHGOPMYBATH MPO MOXKIIMBICTH CTPYKTYPOBAHOIO
HaBYaHHS nauieHTiB (AuB. Po3ain 3.4: moxanbi NiATPUMYIOUl 3aX0AH).

CTOCOBHO 3aMillleHHsS IMYHOIJIOOYJiHY 3 BHYTPIIIHBOBEHHOTO Ha MiALIKIPHE BBEICHHS
noctynHe papmakokinetnune gociimkenns CILIA, B skomy nipu 137% panime BBeneHoi nosu [VIg,
PO3MOAIICHOT HAa THXKHEBI /103U, MOTPIOHO Oyno JOCATTH BIAMOBIJHOIO MIHIMAJIbHOIO PiBHS
npenapary B cuponarii kpoi. (Waniewski et al., 1994). ¥V 2006 pomi Oxc mpoaeMOHCTPYBaB, 110
npu 137% mnonepeanpoi MicsuHol no3u IVIg 3riiHO 3 MIOTH)KHEBUMH JAHUMHU 3 MiALIKIPHOTO
BBEJICHHS, Oy OTpMMaH1 O1IbIII BUCOKI MIHIMAaJIbH1 PiBHI Mpemnapary B cupoBaTii kpoBi (Ochs et al.,
2006). Ha ocHOBI MIOTHXXKHEBUX JaHMX 3 IiJIIKIpHOTO BBeAeHHs, Baccepman (Wasserman et al.,
2011) mopiBHSB MIHIM&IbHUNA pIBEHb IMpernapaTy B CHPOBATILl KpOBI paHille MTPOIIKOBAHUX
npenapaToM iMyHornoOyniHy mauieHTiB micas BBeaeHHs 130% 1 137% mnomepenHboi A03W.
Crnocrepiraiacs €KBIBaJIEHTHICTh PO3MOJALTY Ta MiJBUIEHHS MIHIMAJbHOTO PiBHA Ipemnapary B
cupoBarui kposi 3 10,5 r/m mo 12,02 r/n na 130% 103, CyTTEBOi PI3HUII BiJ MOJAIBIIOTO
miasumenas 10 137% we BusBieHO. IHINT IOCHIIKEHHS ITOKa3ald OLIbII BHCOKI MOKA3HUKHA
MiHIMaJIBHOTO PIiBHS LIOJI0 JO3YBaHHS HaBITh Y Ti e 11031, 1o 1 panimte npu [VIg, po3noaineHomy
mpoTsaroM THXHEBOTO 3actocyBaHHs (Berger et al., 2011; Gardulf et al., 2006). Tomy cmin
NPUITYCTUTH, 110 HABITh HMXKYA 71034 MiAIIKIPHO B MOPIBHAHHI 3 Tepamieio 3 [VIg Moxe npusBectu
JI0 €KBIBaJICHTHOrO 3axucTy. lle cTocyeTbcs 1 MOTOYHOrO MOCHIIKeHHS Ha 3arBepakeHHs 20%
npenapaty (Jolles et cmiBaBt., 2011). ToMy Ha mpakTULl IPU MEPEXOAl 3 BHYTPIIIHBOBEHHOTO J10
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HiAMIKIPHOTO BBEACHHS MICSYHA /1032 IEPETBOPIOETHCS HA THXKHEBY JI03Y Ta BBOJUTHCA MiILIKIPHO.
[Tepexin Big Tepamii 3 16% SClg no Teparmii 3 20% Ttepamnii SCIg cynpoBOKYETHCS A0 O1IBIIOK0
YaCTOTOI0 MOOIYHMX peakiiii y JesKWX Malli€eHTiB Ha MOYAaTKOBIM cTajii, aje 3arajioMm Iie He €
npobnemoro (Niebur et al., 2015). Illomicsyna nmo3a iIMYHOIVIOOYJIHY MIATPUMYEThCS 1
NePEepPO3NOIIIAETHCS BIAMOBIAHO IO CKOPUTOBAHUX OOCSTIB.

VY marmi€eHTiB 3 OXXHMPIHHIM JOCHIDKEHHs TMoKazano, mo misi nepexony 3 [VIg no SClg
noTpiOHa OuLThII BHCOKAa ToTpeba y amanrartii. OIHAK PO3paxyHKH HETaTy3eBOr0 HE3aJIeKHOTO
JIOCJTIJDKEHHS TIC/ISl BUKJTFOUCHHS TMAIIEHTIB-YYaCHUKIB 3 HaWBUIIMM Ta HaWHmwk4yuM IMT Bke He
Oymu cratuctuuHo 3Hauynmmu (Berger et al., 2011). Inmi xochijkeHHS MOBIAOMIISIOTH IIPO
nopiBHsAHY 6i010cTynHICTh SCIg marieHTiB 3 BUcokuM 1 HopMasibhuM IMT (Shapiro, 2013).

Tomy mpu mepexoai 3 IVIg ma SCIg pexomeHayeThesi Takox koedimieHT nepexony 1:1 i
BIJIMOBITHAN KJTIHIKO-JIA00paTOpHUI KOHTPOJIb (piBeHb IgG).

KJIIOYOBA PEKOMEHJIAIIA 12a:

3amicHa Teparisi iIMyHOTJIOOyJIiHAMH MTOBHHHA PO3MOYHHATHCS 3 103U He MeHme 400 mr/kr/ mic
MOJIIBAJICHTHOT'O IMYHOTTIOOYIIiHY BHYTPIIIHHOBEHHO 200 MiIIIKIPHO.

PiBenb noka3sy: 2; PiBenb pexomenganii: A (IOBHUII KOHCEHCYC)

KJIIOUOBA PEKOMEHJALIS 12b:

Jo3a BHyTpimmHbOBeHHOTO iMyHOTNOOYMiHY (IVIg) anst 3amicHoi Teparnii moBuHHA cranoutu 0,4 -
0,6 r/xr/mic. IlinTpumyroya 1032 MOBMHHA BU3HAYATUCSA ISl KOKHOTO TAIllEHTa B 3aJIEKHOCTI BiJ
IHAMBIya bHOI CXHIBHOCTI A0 iH(pekuii. MiniMansHmid piBeHb IgG B cupoBaTili KpOBi HE TOBUHEH
OyTtu menie 4,5 r/71 mija 9yac 3aMicHOI Teparlii BHyTPIIIHbOBEHHUM IMYHOTJIO0YTiHOM.

PiBenb noka3sy: 2; PiBenb pexoMenaanii: A (OBHUII KOHCEHCYC)

KJIIOYOBA PEKOMEHIAIIIA 12c¢:

Hoza mnigmkipaoro imyHornoOyniny (SCIg) mist 3amicHoi Teparii moBunHa craHoButu 0,4 -0,6
r/krmicsne. [linTpuMyroda 1032 MOBMHHA BU3HAYATHCS JUIS KOXKHOTO TAlliEHTa B 3aJIE)KHOCTI BiJ
IHIMBITYaIbHOT CXUITBHOCTI 10 1H(EKITii.

KoHceHncyc excnepTiB: MOBHUI KOHCEHCYC

5. MOHITOpHHT 1 JIKyBaHHS NOOIYHUX PEAKIIii:

baxano mojbatu mpo crenianizoBaHUM LEHTp ab0 KIIHIKY 3 JOCBITYEHMMHM JIIKapsSMU-
IMYHOJIOTaMH Ta CECTPUHCBKUM MepcoHaiaoM. TyT ciiJl Ipu3Ha4yaTy Mepily /103y IMyHOTJIO0YIiHY
JUIsL 3aMICHOI Teparlii, o0 BUSIBUTH 1 JIKyBaTH MoOi4HI peakuii. Kpim Toro, y pasi miAlIKipHOTO
BBEJICHHS, 3aBASKM HABYAHHIO MALIEHTH MOXYTbh MIArOTyBaTHCA A0 OyIb-SKOTO IUIAHOBOI'O
camocTiiHOro 3acrocyBaHHs. I[IpojgoBkyroun Tepamito mijg HarisgoMm QaxiBus abo meaiatpa B
JOMAIIHIX yMOBax (AMB. BHIIe) OakaHO OOMEXHMTH pyxM mauieHTa. JlomamHs Tepamis 3
BukopuctanHaMm [VIg mamientamu y Himewunni 3aGoponena. Ilin dac mepmioro poky 3amicHOI
Teparii iIMyHOTJI00YIiHaMU PEKOMEHIy€ThCSl KOHTPOJIb MiHIMabHOTO piBHSA IgG B cupoBartiii KpoBi
KOXHI TpU MICSII MiCiasl yCHIIIHOI ajanTamnii 10 1uiboBoro piBHA IgG 1 mpuHaiiMHI KOXHI IIICTh
MICSIIIB MiCHs LBOTO.

a. Tpancy3iiHi peakuii:

[Tpu BuHUKHEHH1 MOOIYHUX €(EeKTIB MpHU 3aMiCHIM Tepamii iIMyHOrJ100yaiHaMU  MOTPiOHO
PO3MEXOBYBAaTH MOMIpHI MOOIUHI peakilii, Ki 3a3BUYail MPOTIKAIOTh y BUTIISAAL MICIIEBOI peakiii, 1
BUpa)keH1 MoOiyH1 peakuii. B oMy yacrora mo6i4HUX peakiiiid 3HU3UIIACS BHACIIIOK MOKPAIIEHHS
SAKOCTI MpoayKiii Ta BupoOHuynx mporecis (Ochs et al., 1980; Steele et al., 1987; Zuhrie et al., 1995;
Schiff et al., 1997, Wolf et al., 2003; Ballow et al., 2003).

Haii6inpim nommpeHnMH MOOIYHUMHU peaKLisMU TP 3aMiCHINA Tepamii iMyHOTrJIOOyIiHOM €
Jerki moOivHi peakiii, moB’s3adl 3 TpaHcdysicro. OgHaK MOXYTh BUHUKHYTH 1 TSDKKI CHCTEMHI
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peakuii. [To6iuHi peakiii MOJKHA PO3UIMTH Ha HETalHI peakxiiii, 110 BUHUKAIOTh Yepe3 KiIbKa XBUIMH
icys moyaTky iH(y3ii,1 m3H1 peakilii, 10 BUHUKAIOTh Yepe3 IeKUIbKa ToOAuH a00 JIHIB micis iH)y3ii.
besnocepennporo peakuiero € anadpiurakTuyHi abo aHadimaktoimHi peakuii. bimpmricte cymyTHIX
TpaHChyY31MHMX MOOIYHUX peakilid Oe3mocepeaHb0 MOB'SA3aHi 31 MIBUIAKICTIO MEPEIMBAHHS, TOMY
OinpIricTh MOOIYHMX peakmiit npu tepamii [VIg € 000poTHHMHU TPOCTO 32 paXyHOK 3MEHIICHHS
mBUAKOCTI 1HPY31T a00 mpunuHeHHs iHPy3ii Ha 15-30 xBUIHH.

Tsoxki aHaiTaKTHYHI peakiii 3ycTpivaroThCs PiKo. SIKI0 BOHU TPAIUISIOTHCA, iX JIKYIOTh
aHAJIOTIYHO 1HIMM aHadiIakcisiM 3 aJpeHaJiHOM BHYTPIIIHBOM S30BO, AHTUTICTaMIHHHUMH
npenapataMu 1 crepoizaMu. SIKIIO TAlli€eHTH TMEPeHOCSATh TEepamil0  BHYTPIIIHbOBEHHUM
IMyHOTJIOOYJTIHOM ~TUIBKM TCIs  TONEPEAHBbOI MpeMeauKarlii, Ciija MepedTd 10 Teparrii
IMyHOTJIOOYJIIHOM ISl iAIIKIPHOTO BBEICHHS.

Y Tabmumi 10 HaBemeHO O] HAWMOMMPEHIMUX TMOOIYHUX peakiid Tepamii 3
IMYHOTJIOOYIJIIHOM.

Ta6auus 10: [1o6iuni edexrn:

Micuesi (mo0iuHi) edpexkTn CucremHi no0ivHi egexTHn

Habpsix Broma

ITouepBOHIHHS Mianris

3arBepIiHHS ["apstuka/03H00

CaepOix Hynora/6moBanus
JluckoMdopT B KUBOTI (Cr1azMu)
Hiapes
3aguiika
binb y cniuni

b. I'emomis:

[3oreMarmoTHHIHM, 10 MICTATHCA B Ipernaparax IMyHOINIOOYNIHY, MOXYTh BUKJIMKaTH
Bunajaku remodmizy Bia IVIg (Desborough et al., 2014). I'pynu xpoBi A, B a6o AB perunienrta a6o
HasIBHICTh aHTUTUI rpynu A 1 aHTU-TpynH KpoBi B B mpenapati Oynu onucadi sik (GakTop pu3nKy
remoutizy, BukinukaHoro IVIg (Mielke et al., 2017). BinnmoBinHo A0 KpuTepiiB, OmyOJIiKOBaHUX
kaHajchKoro «I'pynoto apmakonoriunoro remoinizy 1VIg» B 2009 poui, Oynu BU3HaU€H1 KpUTEpIi
remoutizy, cnpuunneHoro [VIg: (a) 3HmkeHHs reMorno6iny Ha > 10 r/n npotsrom 10 aniB micns [VIg;
(b) mozutuBHuii DAT-tecT (mpssMuil aHTUIIOOYIIHOBHM TecT); (C) MpUHANMHI J1Ba 3 HAaCTYMHUX
KPUTEPIiB: MIABUILEHHS peTHKYIoUuUTIB, miaBuiieHHs JIJII' 1 HekoH'toroBaHoro piBHs OuTipyOiHY,
3HIDKEHHS TanTorio0iHy, reMorjao0yninypis, 3HauHuM cdepouuTo3 6€3 aabTepHATUBHOI MPUYNHU
aHeMii. Xo4a BCi HasiBH1 y IPO/1aXy NMPOJYKTH IMyHOIJIOOYJIIHY TECTYIOTbCS Ha HAsIBHICTh aHTH-A Ta
aHTH-B anTUTII, 1 TUTP MOBUHEH OyTH < 1:64 nipu 5% KOHUEHTpallli, FeMOJI13 BCE 1€ CIIOCTEPIraeThCs
Bin [VIg.

VY 2-piuroMy oOcepBariitHoMy AocTipkeHHl 162 marieHTiB Oyo BUSBICHO IIICTh BUTIAIKIB
CUMIITOMAaTUYHOTO TeMoi3y, moB’s3aHoro 3 IVIg, ski B ABOX BHUIIJKaX BUMAarajiy CTaliOHAPHOTO
npuiiomy Ta mepenuBaHHsa KpoBi. (Quinti et al., 2015). Takoxx mocTpakaany Mami€eHTH 3 TPYIOIO
kpoBi O (BusiBieHHs! aHTH-C aHTUTIN), M'ATEPO MAIEHTIB Ipoxoamnu Tepamito [VIg, oqun narient
oTpumyBaB Tepanito SCIg Ha MOMEHT reModizy.

[TacuBHa nepenaya aHTUTLI 10 aHTUT'€HIB EPUTPOLIMTIB, Hanpukiaa A, B, D, Moxe BIUIMHYTH
Ha JIesK1 CepOoIOTivHI JOCTIIKEHHS pUTPOLIUTAPHUX AHTUTLI, TAKUX SIK MPSIMUNA aHTUTI00YIIHOBHUM
tecT (DAT, npsmuii Tect Kym6ca).

C. AHTH-IgA anTHTINO:

AnTtu-IgA anturina tumy IgG: AmnadinmakThuyHa peakiiis, TOB'I3aHa 3 TpaHcdysiero,
CIPOBOKOBaHAa BJIIACHUMH aHTHU-IGA aHTUTINAMuU, IO HAJIEXaTh MAIllEHTY, BBAXKAETHCS IYKe
PIIKICHOIO TMOOIYHOIO PpeakIlie€lo MpU 3aMicHIM Teparii imyHornoOymiHom (Vyas et al., 1969;
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Cunningham-Rundles et al. 1986; Eijkhout et al., 2003). Y niteparypi 3apeecTpoBaHO HOPMY aHTH-
IgA antutina tuny IgG nns namieHTiB 3 celeKTUBHOIO HemocTaTHICTIO IgA mo 40%, y marieHTiB 3
3BI/ B mexkax 25-30% (de Albuquerque et al., 2000). AnadinakTudni peakiii cnpuunHeHi aHTu-1gA
antutinamu Tuny IgG myxe piakicHi, 1 B aiteparypi € <30 BunaakiB (IgA B cupoBartiii KpoBi 3aBXKIH
<10 mr/mn) (Ferreira et al., 1988; Rachid & Bonilla, 2012).

Antu-1gA-1gE anturina: Autu-1gA anturina tamny IgE 3ycTpidaroThes 1mie pijie, aie, HeCyTh
IiIBUIICHUI PU3UK BUHUKHEHHS aHa(ITaKTUYHUX peakiid. 3 4oTupbox mnaiieHTiB 3 IgE anTu-1gA
AHTUTIJIaMH, ONMCAHUMH B JIITEPaTypi, y TPhOX PO3BUHYJACSA aHA(UIAKTHYHA PEakilis HAa raMma-
roOymiau abo iHmi npemapaTtu kposi (Burks et al., 1986; Ferreira et al., 1988 und 1989). Bunaakis
daranpbHuX aHaIIaKTUYHUX PeaKIliii HeMae.

IcHye nekinpka OmyOJIIKOBAaHMX BHIIAJKIB TMALI€HTIB 3 aHTU-IZA aHTUTLIAMH, SKi 100pe
nepenocwin BBeAeHHs [VIg (Rachid & Bonilla, 2012). ITamienTu 3 anTH-IgA aHTUTIIAMU, K1 MaIA
noOiuHi peakuii Ha [VIg, He manu nodiynux peakuiit Ha SClg (Quinti et al. 2008). Cnigu IgA, mo
MICTATBCS Y BCIX mpemnaparax IgA, cmykaTh NPUYMHOIO MOSBH aHTUTEHIB. AHA(IIAKTOIHI peakiii
IgA-anTu-1gA Ha crorogHimHiIi neHp Oynu ommcaHi TinbKU npu Tepamii 3 [VIg ta IMIg, ane ne B
tepamii 3 SCIg (Rachid & Bonilla, 2012). ¥V nocnimxenni 1987 poky ciM 3 BOCbMU MAlli€HTIB 3 aHTH-
IgA aHTUTIIAMH 100pe MEPEHOCHIN Tepamilo IMyHOTJIOOYIiHOM, B TOM Yac SK OJWH MAaIle€HT MaB
anadimaktuuny peakuito (Bjorkander et al., 1987). IligmkipHe BBemeHHS MepeHOCHUIIOCS T0Ope
HaBITh IIPU BUSABIICHHI aHTU-IZA aHTUTLN, 1 IpU bOMY MOKHa Oyio 3a6e3neuntu Teparnito (Eijkhout
et al., 2003). XwopH 3 koneramu (Horn et al., 2007) Takok mokazaim y A0CiipKeHHi, mo mpu 3BIJ]
aHTU-IgA aHTHUTIIAa MOXYTh YTBOPIOBATHCS TIIbKU B Jy>K€ HEBENUKIM KUIBKOCTI Malli€HTIB 3
3acrocyBanHsM IgA (0,0009 r/n, Ge3 IgA+ B-kimiTHH B IUPKYJIAIil), i M0 BETUKAa YaCTHHA ITUX
Nari€eHTiB 3 aHadinakTHUHOIO peakuieto Ha [VIg nonyckaerses g0 BBeneHHs SCIg.

Jlesiki BUpOOHHMKH BKa3yIOTh HASBHICTh aHTH-IZA aHTUTLN SK MPOTUIIOKA3aHHSA JI0 3aMiCHOL
Tepamii BHYTPIIIHROBEHHUM IMyHOrJoOyniHoM. [lomepenniii ruiaHoBuil CKpuHIHT Ha aHTH-IgA
AHTUTINIA 3'IBISETHCSA 3aBISIKH BHUIIECKA3aHOMY. HE3pO3yMisie 3HA4eHHs He Mae ceHcy. Ilim dac
nepuIoi BHYTPIIIHbOBEHHOI 1H(Y31i abo moao iHdy31i micns iHTepBany 6e3 Tepamii Oiiblie TpboX
MICSIIIB 3a MaIieHTaMu MOTPIOHO HATJIAIATH, TPUYOMY BC1 3aX0/IU ISl IIBUIKOTO BTPYUYaHHS Yy pasi
HEMEepeHOCUMOCTI MOBUHHI OyTH BXKUTUMHU (uB. Pozain LIBuakicTs iHQY3iT).

[TamienTiB, K1 MalOTh aHa(UIAKTUYHY peakuito npu Tepanii IVIg, HeoOXiaHO nmepeBecTH Ha
niAmKipHy Gopmy Teparii.

[Tpu HasiBHOCTI rimoraMMmaryioOyJiHeMii, 1110 BUMArae JiKyBaHHS, MOBHUH aedinut IgA He €
3arajlbHUM MPOTUIOKA3aHHAM JI0 3aMICHOI Teparlii iIMyHOIJIO0yIiHOM.

d. [lepenaua 30yAHUKIB:

3acTocyBaHHsI IMYHOIJIOOYJIiHY Hece pU3MK mepeaayl iHQekmiiiHux 30yaHuKiB. B mepury
4yepry, MOBa ijie po nepeiavy BipyciB i IpioHiB. X0ua BUPOOHUYI IPOLIECH MIHIMI3YIOTh 1IeH pU3HK,
BUna Ky nepenaui renatuty C 6ynu onmcani B 1990-x pokax (Chapel, et al., 2001; Quinti et al., 2008;
Razvi, et al., 2001). He MoxHa TakoX YiTKO OLIIHUTH PU3UK Nepenadi s npioHis. [lepex mouarkom
Tepamii namieHTa HeoOX1AHO MPOiIH(GOPMYBaTH MPO PU3MK Mepeadl 30yAHHKA 1 MOXKIIUBI MOO1UHI
peaxitii.

B pe3ynbTari BripoBaKeHHsS HajiekHOT BUpoOHHYOi mpakThukd (GMP) Ta iHmmx BUMOr 3
00Ky BNaju, nepenava 30y JHUKIB He BUSBIISUIACS MPOTAToM Oibine 20 pokiB.

BBenenHs1 iMyHOT100Y IiHIB MOXE MPU3BECTH O XMOHOMO3UTUBHUX PE3YNIbTATIB aHAIII3IB B
JOCIIJKEHHSX, B SIKUX JUIS JIarHOCTUKU IPUOKOBUX 1H(EKII HeoOXiJHO BUSBUTH HasBHICThH OeTa-
D rmrokaniB. e Moke 3aifHSITH KiJIbKa THXKHIB TICJIS BBEJIEHHS IIpenapary

e. [nme:

[TponykTn 3 ManbTO30I0 MOXYTh TPU3BECTH 0 OTPHUMAHHS HEMPABWIBHO IiABUIICHUX
3HAYCHb MPHU BUMIPIOBAHHI I[YKPY B KPOBI, TOMY PEKOMEHAYETHCS HE 3aCTOCOBYBATH iX Y MaIli€HTIB
3 IHCYJTIHO3aJEKHUM IyKpoBUM JiabetoM. KpiM TOro, TpOCTHMHHHH ILykop (caxaposa), M0
3aCTOCOBYBABCsI B TIOTEPEIHIX MperapaTax SK cTabuIi3aTop, MOXKE MPU3BECTH 10 OCMOTHYHOTO
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Heppo3y 3 MepeBaXHO OOOPOTHOIO HUPKOBOIO HEJOCTATHICTIO, Y BHIAIKy HAasBHOI CEpIEBOi
HEJI0OCTaTHOCTI 710 00'€MHOT'0 HABAHTAKEHHSI Ta JI0 TPOMOOEMOOTIYHUX MOiH (aKTUBOBAaHUH (haKTOP
XI, BHCOKMI BMICT HATpil0) Ta CHHAPOMY HiJBHUIICHOI B'A3KOCTI KpoBi. OnMUcaHa TaKOX KapTHHA
aCeNTUYHOTO MEHIHTITY.

Pu3uk 1mux mnoOiyHMX peakuidi OcOONMBO MiABHINYETHCS TPH BBEACHHI BHCOKHX J103
iMmyHornoOyminy (1-2 T1/kr) Tpu IMYHOMOAYJIOOYiM Tepamii ayTOIMyHHHX ITUTOINCHIN 1
HEHPOIMYHOJIOTIYHUX 3axBopioBaHb. Lli moOiyHi peakmii BUHMKAIOTh PiAKO, JIMIIE MPH 3aMiCHIN
tepanii IVIg ¥V npocnektuBHOoMy nocmipkenHi bpennana B 2003 pomi (Brennan et al., 2003)
oOcTexmn 459 marienTiB 3 MIEPBUHHUM JeQIIUTOM aHTHUTLI Npu cTabinpHil Tepamii IVIg 1 B 1031
300-600 mr/kr/mic. Beboro 13508 iHdy3iit mpoTATroM ABOPIYHOTO MEPIOAY CIIOCTEPEIKEHHS MPU3BEITH
1m0 111 mo6iuaux peakiiit (91 nerkux i 10 momipHux). 3aranbHa 4acTOTa BUHUKHEHHS MOOIYHUX
peaxkiiit cknana 0,8%. ITigBuieHa yactoTa BAHUKHEHHS MOOIYHUX PEaKIlii, MoB’13aHuX 3 1H(DYy3i€r0,
criocTepirajgaca y 3BSI3Ky 3 icHyrounMu iH¢pekuisMu. IloBimbHa IMBHUAKICTH 1HQY3ii 0COOIMBO
MoKaszaHa npu HasBHUX iH(ekmiax (Brennan et al., 2003).

B npunnuni Heb6axani eeKTH MOXKYTh BUHUKATH SIK Tipu 3actocyBanHi 1VIg tak i SClg, mpu
bOMY MIAIIKIpHE BBEJCHHS BUKIMKAE 3HAUHO MEHIIE cucTeMHuX nmo6iunux edextiB (Gardulf et al.,
1991; Gardulf, et al., 1995; Gardulf, 2007). Ycknaauenus tepamnii SCIg 3a3Bu4aii BUHHKAIOTh Y
BUTJISAJII MICIIEBUX peakiliid B miamkipHiid TkanuHi (Ochs, 2006).

VY nopiBHsnbHOMY fgociimkerHi 2000 poky SCIg MaB 3HaYHO MEHILE CUCTEMHUX MOOIYHUX
peakuiii y nmopisastaHI 3 1VIg (Chapel, 2000). IMopisastaas (Wasserman et al., 2011) cxemu Teparrii
IVIg Ta SClg nokasaio 3HauHe 3MEHILIEHHs 001YHUX peakuii npu 3actocyBanHi SCIg Ha 2,8%, Hix
npu 3actocyBaHHi [VIg. Binpmicte mobiunnx edekrtiB nmpu SCIg Oynu mOMipHUMH MiCIIEBUMHU
MIKIpHUMH ~ peakilissMu. [loBimoMisiocss TpO  OKpeMi BHUIMAIKM 31 CTIMKUM  IMAMIKIPHUM
3arBepaiHHsAM/HeKpo3oMm (Carne et al., 2017). Ornsan nepesar tepamii 3 SCIg B 2007 pomi (Gardulf,
2007) moka3ye 3HIKEHHS YaCTOTH BUHUKHEHHS CHCTEMHHUX MOOIYHMX peakuiid Ha 1% Ha OCHOBI
JecsATH JOCTipKeHb cTtocoBHO BBeaeHHs SClg. AnadimaktuyHi peakimii He omucaHi. OmHak
000B'SI3KOBOI0 YMOBOIO € TpodeciiiHe 3acToCyBaHHs 0e3 BUMAJIKOBUX BHYTPILIHBOCYJMHHUX 200
BHYTPIIIHHOM'A30BUX 1H'eKLId. HacTynmHi pekoMeHpnarii OyiM 4acTHHOIO NEPIIOi KOHCEHCYCHOI
koHpepenuii (2011 p.), He Oynu HamMcaHi y BMIVIAAI KJIIOYOBOI peKOMeHMaulii, anme ix ciix
JOTPUMYBATHCSA I1J] Yac JIKyBaHHS MOOIYHUX peaKIii:

Baok 2: HeGaxani epextu

* He3anexHno Big Tumy 3acTocyBaHHs, 1H(]Y31I0 HEOOXIJHO HErailHO IepepBaTH B pasi
BUHUKHEHHS MMOOIYHUX PEaKIliid.

* Ilpu nerkux noGiYHUX peakiii iH(PYy31r0 MOXKHA IPOJOBXKYBATH 31 3HHKEHOIO IIBUIKICTIO.

* 3anexxHO BIJ CTyHeHs MNOOIYHOI peakiii 3acTOCOBYIOTH IapaleTamol, aHTUTrICTaMiHHI
npernapaTty, CTepoinu, Mpernaparu, mo MiATPUMYIOTh TeMOIUHAMIKY.

e 3rigHOo 3 METOIUKOIO «Teparmii aHa(iTaKTHIHUX peaxitii»
(www.awmf.org/leitlinien/detail/ll/061-025.html.de) Bkpaii pinkicHa aHadinakTHYHA peaKilis
MOBMHHA JIIKYBaTHUCS 3aCTOCYBAaHHSIM aHTHUTICTaAMIHHUX IIpenapariB, INIIOKOKOPTUKOIIB,
1H(y31liHOIO Tepamielo Ta y pasi nopymeHHs remonuHamiku (111 cranis) 13 3actocyBaHHSIM
KaTexolaMiHy (aJpeHanin/eniHeppuH).

* PekOMEHIyeThCS 3BEPHYTHCS IO JIKaps, SKUHW Ma€ JOCBiJ JIKyBaHHS TAIll€HTIB 3
iMyHOZleiUTaMu B pasi OyAb-gK0i MOOIYHOT peaKIii.

* Ilpu BupaxeHHX MOOIYHMX peakLisX MIBUAKICTh iHQY31i crnoyaTky HOBHHHA OyTH JIyKe
NoBUTEHOI0. KpiM TOro, peKoMeHIy€eThCsl TpeMEHKAIlisl CTepOiTaMu.

* V pa3i moBTOpHUX HeOaxaHUX e(QEeKTIB MOXKe 3HAJ0OWUTHCS 3MiHA TUIY 3aCTOCYBaHHS
(nmampuxuiag, Big IVig no SciG) abo 3miHa mpemnapary.

Hocmimxenns B 1988 pori (Roberton & Hoscing, 1988) BusiBUi0 3HMXKEHHS MOOIYHUX
e(eKTiB MiCisi TMONepeHbOr0 CUCTEMHOTO BBEACHHS CTEpOilNiB. Y HBOMY JECATh MAL€HTIB 3
nobiuanMK edekramu B pamkax Ttepamii [VIg orpumanm npemMenukarmito 10 OfHIET 3 TBOX
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NOCTIIOBHUX 1H(]Y3ii 3 OJHAKOBOIO MIBHJAKICTIO 1 00CATOM METWINpPENHI30I0HY. JlocmiKeHHs
MOKAa3aJI0 3HaYHE 3HIKEHHSI MBHUIKOCTI MoO19HmMX edekTiB (11<0,01), xoua rpyna gociimkeHHs Oyna
Jy’Ke HEBEIIMKOIO, a TIepioJI CIIOCTEPEeKEHHs OYB AyKe KOPOTKUM - MpUOIU3HO ABa Micsi. e ogne
JOCIIJIKCHHSI TPUBAIIICTIO Y PIK, TOB’si3aHe 3 Tepamiero IMIg, a Takok MOKa3alo MOKpamieHHs Yy
4acTOTI BUHUKHEHHs MOOIYHUX edeKTiB micis npemenukanii crepoinamu (Gislason, et al., 1978).
Crning yHUKaTH peryJsipHOi mpeMeauKallii crepoigaMu, mo0 y TaKuX BUMAIKaX MOTTH BpPaxyBaTH
3MiHYy ()OpPMHU 3aCTOCYBAHHSI.
Orusin 1ociiKeHb MoOIYHMX e(heKTiB MOXKHA 3HaWTH B noAaTky (Taoum. N).

KJIIOYOBA PEKOMEHJIAIIA 13a:

MoHuiTopuHr KiiHIYHOI e(eKkTHBHOCTI Ta AoTpaHcdysiiiHoro piBHAIZG B cupoBaTii KpoOBi Ciix
KOHTPOJIIOBATH KOXHI TPH MICSIIl MTPOTITOM IEPIIOro POKY 3aMICHOI Teparlii iMyHOTJIOOYJIiHOM, a
NOTIM IMPUHANMHI KOXKHI MIBPOKY Ipu cTabinbHOMY piBHI IgG.

KoHceHncyc excnepTiB: MOBHUH KOHCEHCYC

KJIIOYOBA PEKOMEHJIALIA 13b:

[TarieHTH TMOBUHHI PETYISPHO MPOXOJUTH KIIHIYHI OTJISIAM Ta MpPUHAWMHI PEryJspHi MEepeBipKU
MOKa3HMKIB KPOBi, TOKA3HUKIB MIEYIHKA Ta HUPOK.

KoHceHcyc ekcnepTiB: KOHCEHCYC

2. JlikyBaHHA Ta BapiaHTH Tepanil HeiH(eKuiiiHuX NposiBiB

VY rpymi nauieHTiB 3 CHHAPOMOM Je(hilUTy aHTUTL, KpiM MPo(ITaKTUKH 1 Tepamii iHPEKIIiH,
OCHOBHA yBara HpUIUIIETHCS JIKYBaHHIO HEIH(QEKIIHHUX TposiBiB. 30KkpeMa, y mamieHTiB 31 3BI/]
BHCOKA YacTOTa ayTOIMYHHHUX 3axBoproBaHb (mpubnuzno 20-30%), 3a nanumu peectpiB ESID i1
USIDNET 1e B ocHOBHOMY IMyHHI IIUTOIEH1i, ToOTO iMmyHHa TpomboruTonenis (ITII), ayroimynna
remostituyHa aHemis (AIT'A) 1, B MeHmIiil mipi, ayroimyHnHa HeWTponeHis (Gathmann et al., 2014;
Feuille et al., 2018). V Gararbox Bunagkax naunieHTd 313BIJl BukiukaoTh mio3py e 10 Toro, siK
Oyne nocraBieHuit aiarHo3 Ha mifcrasi AIIA a6o ITIT (Michel et al., 2004; Wang & Cunningham-
Rundles, 2005, Seve et al., 2008). AnanoriyHum uyuHOM JiMdonpomidepalis, rpaHyJIeMaTo3Hi
YpaXEHHs, OCOOJIMBO TpaHyJeMaTO3HO-TIM(POLUTAPHE IHTEPCTUIIaJIbHE 3aXBOPIOBAHHS JIETCHb
(T'JII3JI) Tta HUTYHKOBO-KHMILIKOBI MPOSIBH, SBJISAIOTH COOOI0 MOMIMPEHI HEelH(EKIIHI NposBU
3axBOpIOBaHHS y mnanieHTiB i3 3BIJ], Tomy B OHOBIEHIM penakiii HacTaHOBM IIOAO Tepamii
NEPBUHHMUX 3aXBOPIOBaHb 3 JA€(PIIMTOM aHTUTUI OyJ0 JOAAHO HOBUM PO3JALT HPO JIIKYBaHHS Ta
Teparnio HeiH(EKIIHHNX MPOsBIB.

2.1: Imynna uurtonenis npu 3BI/I:

He icHye KOHTpOJBOBAaHUX PaHAOMI30BAaHUX JOCITIPKEHh CTOCOBHO JIIKYBaHHS IMyHHHX
[IUTOIICHIN Y MaIli€HTIB 3 IEPBUHHUMH CHHAPOMAMH AePiUTy aHTUTLI. ToMy TiAXO0AH A0 TiKYBaHHS
IPYHTYIOTHCSI Ha pEKOMEHAIlisIX TeMaToJoTrYHO-0HKoIoTr1iuHuX ToBapucTB (Matzdorff et al., 2018;
Lambert et al., 2017; Barcellini 2015). UYepe3 BHCOKY YacTOTy pEUUAMBIB MPOBOJUTHCS
PO3MEXKYBaHHS MK IOYaTKOBOIO, APYTOIO JIIHIEIO 1 OJABILIOI0 TEPAIIElO.

Tepamist nepioi niHii: [cHye Tpu peTpOCHEKTHUBHI KOTOPTHI JOCTIKEHHS Ui MAII€HTIB 3
3BIJI, B sskux BuBYasacs MIBHJKICTh peakliii Ha CTepOiAu Ta IMYHOTJIOOYIIHU K Teparniio Mepuioi
THIT:

- VY dpanmy3skomy nociimkenHi 18 mamientis (10 mopocnux 1 8 miteit) 31 3BIJ[ 1 AIT'A,
o cynpoBoKyroThes [TII y 12 martienTis, 13/16 narmientis (81%) mokasany mo4aTKOBY KIiHIYHY
BIJIMOBIIb TIJIbKK Ha BBEJIEHHS CTEPOIAiB (B cepeIHhOMY 1 MI/KI Macu Tijla IPeIHI30JI0HY IPOTATOM
He MeHmie 3 TmkHiB). OOuaBa MaIieHTH 3 KOMOIHOBaHMM BBEIEHHSM IMpenHizoiony (1 mam. 3
MIPEAHI30I0HOM I1.0. 1 1 mar. 3 MEeTHIPEeAHI30JI0HOM BHYTPIIITHLOBEHHO) 1 TEPAIIE€0 3 BUCOKUMH
J03aMH IMYHOTJI00Y iHY (2 T/KT Macu Tija) MOoKa3alid peMicito. Y 4OTUPHOX IMAII€HTIB 0IaTKOBO
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3aCTOCOBYBAJIM IMYHOCYIpECUBHI mpenapatu (azarionpud (K-Th: 3); uumkiopocdamin (k-th: 1);
JaHa3oJ (K-Th: 2); MUKJIOCTIOPHUH (K-Th: 1); BIHKpUCTUH (K-Thb: 1); purykcumad (k-Tb: 2)). Cepen nux
npenapariB y JBOX MAli€HTIB 3 a3aTIONPUHOM Ta IMKJIOCIIOPUHOM BIAMOBIIHO crioctepiranucs 4
TSDKKI JTiKapHsHI 1Hekmii. Yepe3 2 poku Tepartii azaTionpuHOM JiiM¢poMa pO3BUHYJIACS B OJTHOMY
Bunajky (Seve et al., 2008). JlaHi mpo CruIeHEKTOMIIO IPECTABICHI HUXKYE.

- VY perpocnekTuBHOMY AociimkeHHi 3 21 namientom (14 mopocnux i 7 miteit) 3 3BI/] 1
ITII (Bkmrowarouwn 7 BuUmaakiB cynyTHboi AII'A 1 5 BUNMaaKiB cynmyTHbOT ayTOIMYHHOI HEHTPOTIEHIT)
13 mamieHTiB oTpuMyBanM crepoinu (12 mMamieHTiB MPETHI30J0H MepopalibHO abo | marieHT
METHWINPEIHI30JI0H BHYTPIIIHBOBEHHO) 1 2 mamieHTH — IVig y BHCOKHX J03aX OKpemMo abo B
KOMOIHAIIIT 3 TPEIHI30JIOHOM TIEPOPAIIBHO.

- Y 6/13 mnamieHTiB crnoctepiranacs CTifika YacTKOBa KIiHIYHA BIAMOBIAL IMiCISA
MIPOMIDKHOTO JToCiKeHHs TpuBaiicTio 139 mic. Crepoinu (k-Th: 11), a3aTionpuH (K-Tb: 5), 1aHa3051
(x-Tb: 4), BIHKpUCTHUH (K-Tb: 2), nukiodpochamin (k-Tb: 2), iHTepdepor ramma i riazmadepes (K-1b: 1)
1 CrUIeHeKTOMis (K-Th: 6) Oyl BUKOPUCTaHI B SIKOCT1 Teparlii Apyroi i TpeThoi JiHii Ta y HACTYIHUX
MeToJiax JIikyBaHHs. JleranpHa iH(MEKIsl criocTepiranacs Mpu 3aCTOCYBaHHI a3aTioONpHHY. Y JBOX
NAI[IEHTIB PO3BUHYBCS TOKCHYHHWE TENATHT BiJ JaHa30iy. BIHKPUCTHH BUKJIHMKAB TSKKY
noJineiponatito B onHomy Bunaaky (Michel et al., 2004).

Komenmap pooéouoi cpynu: cmamom wna 01.11.2021 6 Vkpaini nikapcekuii 3acio 3
MIHCHAPOOHOIO HENAMEHMOBAHOIO HA3B0I0 OAHA30J He 3aPeECmPOBaHULL.

- [Tpu nocnimxenni Wang & Cunnigham-Rundles kniniunuii nepe6ir 35 mamientis (20
nopocnux 1 15 giteit) 3 imynonutonenieto (ITIT (k-1b: 15); AITA (x-1b: 9); cunapom EBanca (K-Tb:
11). Y rpymi namienTis 3 ITII 6/15 orpumyBanu Teparmito nepoi JiHil crepoigaMu (TiIBKH CTEpOinn
(x-1b: 5); crepoinu i IVIg (k-Tb: 1), 3 sikux y 4 mauientiB He Oyno onucano peruauy ITIL ¥V rpyni
nanieHTiB 3 AII'A 7/9 nikyBanucst crepoijamMu, B OJHOIO MallieHTa PO3BUHYBCS HOBHI BHIIAJIOK
AIT'A. V narienriB 3 cuaapomoM EBanca 6/11 nmikyBanucs TUTbKH cTepoigaMu. Y TpbOX MAIIEHTIB
cnocrepirasca peunaus ITII, AII'A abo o0ox 3axBoproBaHb. TO4HOI iHQOpMAIIIl PO BIAMOBIIHI
dbopmu Tepamii (1034 1 TpuBanocTi) Hemae. OCKUTBKY TOCTIHKEHHS TAKOXK HE J1a€ )KOIHO1 iHpopMartii
PO Yac KOHTPOJIBHOTO CIIOCTEPEKEHHS, J1aHl PO TPUBAIICTh peMicii He J0Ope CIIBCTABISAIOTHCS 3
BuIne3azHaueHuM. Jlocmimkenns s nopiBasuust (Wang & Cunningham-Rundles, 2005).

- B HemaBHBOMY PETPOCTIEKTHBHOMY MYJIBTHIIEHTPOBOMY JTOCIIKEHHI TOCIIIKYBaIH
edekT 1 6e3neuHicTs puTykcuMaly B niiomy y 33 marienTis (29 nopocnux i 4 nitei) 3 34 enizogamu
imynHoi nuroneHii (ITII (k-te: 22); AIT'A (x-1b: 5); cunapomom EBanca (k-tb: 7) 1 3BIJ. Bei
3aJIydeHi NallieHTH paHillle OTPUMYBAJH 2-6 TONEpeaHIX METO/IIB Teparii IMyHHOI IUTONEHI].

Putykcumab npusHauascs nepesaxno (y 31/33 Bumajgkax) y cTanaapTHiit 103i 375 Mr/m? pas
B THOKJIEHb MPOTATOM 4 THXKHIB MOCH1Ib. J[Ba MAIlieHTH OTPUMAIM PUTYKCUMAO 3 IMyHOIJIO0yJIiHOM
Ha 1 1 15 nenp. OnuH mamieHT oTpUMaB Jjwuie 375 MI/M?, OCKiITBKH MOJAJIBIITY TEPAITiio JOBEIOCS
NPUITMHUTHU B PE3yNbTaTi TSAXKKOI MaHIIUTOMEHI].

VY mpoMiKHOMY cHocTepekeHH1 yepe3 39 MICSIIB Micis MepuIoro BBEACHHS pUTYKCHUMaly
29/34 (85%) moka3zanu Mo4aTKoBY KIiHIYHY BiAmoBiab. 17/29 (59%) manu criiiky pemicito. Y 7/9
MAIIEHTIB, K1 3HOBY OTPUMYBAJIN PUTYKCHUMal depe3 peluIuBU, peMicid Oyia onucaHa MpoTiIrom
nepiofy cmoctepexkeHHs. J[Bi neTanbHi iHQEKIi, omucaHi Mg Yac Kypcy (TMamieHT micis
CIUIEHEKTOMIi, JIET€HEBO1 aclepriyuIoMu MpH OpOHXOEKTa3ax 1 Miciid Tepamii 3 BUCOKUMHU J103aMU
CTEepOiaiB Ta XimioTeparii BHACHIIOK JiM(POMHU ab0 XBOPOro HAa IMMHEBMOKOKOBHH CENCHUC MIiCIs
crieHektoMmii 6e3 IVIg) He MoxyTh OyTH TOB'si3aH1 3 103010 putykcumady. Panime modatkoBa
BiJIMOBiIb XBOPUX Ha cIuIeHekToMito ctaHoBmIa 100% (Gobert et al., 2011).

VY Tepamii apyroi JdiHIT peakilifo Ha CHPOJIMYC TaKOXX BHUBYAIW y HEBEJIMKIA KUIBKOCTI
BumnajkiB (Bride et al., 2016; Deenick et al., 2018). Ony0nikoBaHi 3 MaIi€HTIB, K OTPUMYBAIU
JIKYBaHHS, TIEPII 32 BCE, MOKA3aJIl XOPOITY KIIHIYHY BiIMOBIIb.

CIUIeHEKTOMISA:
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B po6orti Seve et al. B nijiomy 7 marieHTaM IpoBeH CIJICHEKTOMIIO Yepe3 MOBTOPHI €Mi30,11
AIT'A. IT'stboM iHIIMM Oyjia IpOBEAEHA CIUIEHEKTOMIs 3 MPHBOAY HoBTOpHuX emizoxiB ITII. 6/7
namieHTiB 3 AII'A croyaTky mokasajy MOBHY BiAMOBiAb 3 YACTKOBOIO peakiieto. ITicns mpoMi>KHOTO
criocTepekeHHs 3a 14 pokiB y 4/7 mamieHTiB 3HoBY BuHUKIM emizomu AIl'A. 3 12 marieHTiB 3
CIUICHEKTOMIEI0 5 TAIIEHTIB MEPEeHEeCIn IOCTONEPAaTUBHO TsKKI OakTepianbHi 1HGEKIii 3
ITHEBMOKOKaMHu a00 MeHiHTokokamu (Seve et al., 2008).

3rigHo myo6mikamii Michel et al. Bchoro 6 marieHTiB Manu CruieHEKTOMit0. YOTHpH MaiieHTH
B pe3ynbTaTi ITII 1 nBo€ mamieHTiB yepe3 cuHapom EBanca. OOuaBa NaIi€HTH MiCIs CIICHEKTOMIT 3
curapomom EBana mokazanu xopoury KiiHiuHy peakuito. Y 2/4 mauientis 3 3Bl nmpu ITII ne 6yno
BUSIBJICHO HISKOI TMOJANBIIOI IMyHOTPOMOOIIMTONEH T, JBI 1HII CIUICHEKTOMIi BHUSBHIINCS
6e3ycnimuumu. CepeHs TPUBATICTh CIIOCTEPEKEHHS CKiIagana 5,6 pokiB. TsDKKUX OakTepialbHUX
1H(eKIii, BUKIMKAHUX 1HKAICYJIbOBAHMMH IAaTOT€HAMHU IIC/IS CIUICHEKTOMii, OIMUCAaHO HeE OYJo
(Michel et al., 2004).

[Tpu nocmimxenni Wang & Cunnigham-Rundles werBepo mamientiB 3 ITII 3a3nanu
CIUICHEKTOMII0, B PE3YJIbTATI SKO1 Y OHOTO NarfieHTa Oyna criiika rpomboneHis. [Tpu 3BIJ] Ta AITA
0yJ10 /1Bl CIUICHEKTOMIT, 3 SIKUX y OJIHOTO Malli€eHTa reMoryio0iH 30epiraBcs Ha HU3bKOMY PiBHI HaBiTh
micas BUJAJCHHS celie3inku. Y Beix m'stu marmieHTiB 13 3BIJ ta cunapomom EBanca micis
CIUICHEKTOMIi pO3BHHYBCS peluauB imyHHOT mutorneHii (Wang & Cunningham-Rundles, 2005).

VY HalOUIBLIOMY PETPOCHEKTHUBHOMY aHalli3l Ha cbOroAHi y 45 mauienti i3 3BIJl micis
CIUIEHEKTOMIi cIiocTepiranacsi MmoBHAa pPEMICisi ayTOIMyHHUX HHTONEHIH y 75% mamieHTiB mpu
criocTepekeHHi 110 40 pokis.

[Tpu anmexBaTtHiil 3amicHii Tepamii iMyHOTIOOYIiHOM He OyJo pPi3HHII B CMEPTHOCTI 1 HE
iIBUIIIEHOTO PH3HKY «Tr'eHepallizoBaHoi moctcmieHekTomiunoi indekmuii» (OPSI) (Wongetal. 2013).

TaGmuunHwmii orssig myoJiKamiid CTOCOBHO IMyHHOT IUTOICHIT IPY MIEPBUHHUX 3aXBOPIOBAHHSX
nedinuTy aHTUTLT HaBeZeHo y B Tabnui I B lonatky.

3aranoMm, HasBHI JIJaHI TOBOPATH PO TEparilo CTepoilaMu MepuIoi JiHii, 3aBASKH 4YOMY B
OULTBIIOCTI BUMAJAKIB TepopaibHE BBEICHHS TIIOKOKOPTUKOIMIB BBAXXKAETHCA  JIOCTATHIM.
[TepenbauaeThes, 10 JaH1 U1 JIIKYBaHHA IeKcaMeTa3oHoM y xBopux [TII 6e3 imyHonedinuTy Takox
MO’KHA 3aCTOCOBYBATH JUIS TAIIIEHTIB 3 MEPBUHHUMH 3aXBOPIOBAHHSAM Je(dIUUTYy aHTUTLT (IUB.
tabiuuto H y onartky). OgHak ans 1€l rpynu Malli€eHTIB HE ICHYE OKPEMOTO JIOCIHIKEHHS.
Ony6siKoBaH1 JOCTIIKEHHS MOKa3yIOTh, 10 PELUANB IMYHHOI LIUTOIEHIT O4IKYEThCS B OLIBIIOCTI
BUMaIKiB y namieHTiB 3 3BI/l. V pa3i BiacyTHOCTI KITIHIYHOT BIAMOBI/II HA CTEpoinu ab0 BUCOKOI030B1
IMYHOTJIO0YJIIHM IOTOYHI JIaH1 MiATBEPKYIOTh NIEPEBAXKHE BUKOPUCTAHHS PUTYKCUMAOY sIK MepIoi
tepamnii gpyroi miHii (Gobert et et al., 2011; Kim et al., 2007). Takox Moke criocTepiratucs peruianB
miciis BBeIeHHs puTykcumaOy. Iloka3aHHs 10 cruleHeKToMIl CIliJi BCTAHOBIIIOBAaTH 3 00EPEXkHICTIO.
Kniniyna xopucth anTarosictiB peuenrtopis TPO Oyna qociiakeHa jiuile B MTOOJUHOKUX BUIAaJKaxX
y MaIi€HTIB 3 CHHAPOMOM NepBUHHOTO AedinuTy aHTUTLN (Carraba et al., 2016; Gobert et al., 2011).

KJIIOYOBA PEKOMEHJAIIA 14a:

[TamieHTH 3 TMEPBHUHHUM CHHAPOMOM JehilUTy aHTUTII Ta ayTOIMyHHOIO IIMTOIIEHIEIO
(IMyHOTPOMOOITMTOIEHI€0, ayTOIMyHHOIO F€MOJIITUYHOIO aHEMIEIO, AyTOIMYHHOIO HEHTPOIIEHIEI0)
NOBUHHI JIIKYBAaTUCS MiJ] HATJISIOM T€MaToJI0ra/OHKOIora (JUTSYO0T0).

KoHceHcyc ekcriepTiB: MOBHUII KOHCEHCYC

KJIIOYOBA PEKOMEHIALISA 14b:

V¥ Ttepanii nepmoi miHii ITIT Ta Al HA caixg 3actocoByBatu crepoinu Ta, y pasi TSKKHX GopM,
JI0JJAaTKOBO BHCOKO/1030B1 IMyHOTJIO0YITiHH.

KoHceHcyc ekcriepTiB: MOBHUII KOHCEHCYC

2.2: JlereHeri mposIBU:
XpOHi4HI 3aXBOPIOBAHHS JIETCHIB € OJHUMH 3 HAWOUIBII MOMIMPEHUX YCKIIaIHEHb Yy MAIli€HTIB
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13 3BIJI (Chapel et al., 2008; Touw et al., 2010; Resnick et al., 2012) Ta inmmmu Gpopmamu cHHAPOMY
nepBuHHOTO nedimuty antutin (Schussler et al., 2016). Li mereHeBi mposiBM HETATUBHO BIUIMBAIOTH
Ha BIDKMBaHICTh narienTis i3 3BIJ] (Bates et al., 2004). KpiMm OpoHX0€KTaTHYHOT XBOPOOU HANOLIBIIT
HOLIMPEHUMH JIETEHEBUMHU NIPOSBAMU € IHTEPCTULIIAJIbHI 3aXBOPIOBAHHSI JIETEHb 3 IPaHYJIEMaTO3HUM
i/a6o  mimdommrapauMm  ypaxkeHHsm jereHiB  (['JII3JI: rpanynemarto3ne mimdoruTapHe
IHTEepPCTHIlIaJIbHE 3aXBOPIOBAHHS JICTEHIB).

KniHiuHa KOPUCTDH BiJ PEryJsipHOTO BBEACHHS IMYHOTJIOOYIIHY JJIsl TONEPEIKEHHS HOBUX
abo mporpecyrounx OpOHXOEKTa3iB y MAII€HTIB 3 NEPBUHHUMHU TMOPYIICHHIMHU IeDIIUTY aHTHTLI
MOXE PpO3IJISAATUCS 3 BHUCOKOIO WMOBIPHICTIO, OCKUJIBKM PHU3HK PO3BUTKY OpOHXOEKTa3iB
30UTBIITYETHCS P KOKHOMY 1H(IKYBaHHI HIKHIX TUXATbHUX NUISAX1B. 3MEHIIICHHS ITHEBMOHIT 0YJ10
onucano y 17 mocuimkennax Ta 13 mocnimkeHHsx BiamosigHo 3 tepamiero 1V1g ta SClg (Orange et
al., 2010 & 2012).

VY BOX MPOCTIEKTUBHUX KOTOPTHUX JOCIHIPKEHHAX y naiieHTiB i3 3B/l Oymno BigmiueHo, 110
naiieHTaM 13 OPOHXOEKTaTHYHOK XBOPOOOIO MOTPiOHI OLIbII BHCOKI 03U IMYHOTJIOOYIIHY AJis
JOCATHEHHS 1iboBOro piBHA IgG, HiX manieHTn 6e3 OpoHxoekTaTnyHOi XBopoou (de Gracia et al.,
2004; Lucas et al., 2010). IIpu cniBcTaBHUX MiHIManbHUX piBHAX IgG B cupoBariii kposi (9,2 +/- 2,4
r/n nporu 8,9 +/- 2,6 r/1) namieHTH 3 OPOHXOCEKTa3aMH XBOPUIM 1H(QEKIISIMH HE dYacTile, HIX
namieHTn 6e3 OponxoekrasiB (Lucas et al., 2010). Uu mamientn 3 OpOHXOEKTa3aMH 3a3BUYAN
OTPUMYIOTh KOPHUCTH BijJ OLIbII BUCOKMX MiHIMalbHUX piBHIB IgG B cupoBaTiii KpoBi, HE MOXKHA
BIJITIOBICTH 3 TIEBHICTIO, 1 BUPIIIyBaTH 1€ i inauBigyansHo. [Tybmikamis De Gracia et al. mokasaina,
1o y 24 namientis 3 3BI/] He ciocTepiranocs, mo npu piBHax [gG> 6 r/ 1 mpoTsarom 2 pokiB He Oyi0
KJIIHIYHOTO TMOTIpIIEHHS a00 3HIKEHHSA (DYHKI[IOHAIBHOTO TECTYBaHHS JieTeHiB. Y 2/24 maiieHTiB
BUSBIICHO KJIIHIYHO HeoueBUHUH nerkuii mporpec y nokazuuky HRCT (de Gracia et al., 2004).

B myGmikamii Obgleich in der Arbeit von Lucas et al. mpogeMoHCTpOBaHO, IO MAIIEHTH 3
IHTEPCTULIIATBHOI0 XBOPOOOIO JIETEHh OTPUMYBANM OUIBII BHCOKI 103U iMyHOrnoOyminy (0,72 +/-
0,23 r/xr/ micsup nopiBasHO 3 0,57 +/-0,24 r/xr/™micsip; m: 0,02) s 1i€i rpynu NaieHTiB TaKOX
HEsICHO, UM oTpiOH1 neBH1 MiHiMaibHi piBHI IgG B cupoBati kpoBi (Lucas et al., 2010). IIpoBenennii
peTpocneKTUBHUHN aHaui3 nauieHTiB 13 3BI/] Ta inTepcTuiiagbHOIO XBOPOOOIO JIETEHb T0KA3aB, 110 Y
IIECTH MAI[EHTIB 31 CTAOUIBHUM JIETEHEBUM MEepediroM CTaTUCTHYHO JAOCTOBIPHO BMIII MiHIMAlbHI
piBHI IgG B cupoBaTIii KpoBi, HIX Y I€B'SITU MALIEHTIB 3 IPOrpecyBaHHsIM 3axBoptoBaHHs (11: 0,012).
Bci nmanienTn 31 cTabiibHUM NepediroM 3aXBOPIOBaHHS Majld HE MEHIIe 7 I/ MiHIMaJIbHOT'O PiBHS
IgG B cupoBartiii KpoBi, KO/ICH MAlliEHT 3 IPOTrPECYBAHHAM 3aXBOPIOBAHHS HE JIOCST MIHIMAJIbHOTO
piBHs IgG B cupoBatui kpoBi > 10 r/n (Maglione et al., 2015). B neskux Bumagakax moBiloMIsSETbCS
PO TE€paneBTHUYHY BIAIOBIIb HA IHTEPCTULIATbHI 3aXBOPIOBaHHs JiereHiB y nauieHTiB 13 3B/ (Arish
et al., 2006; Hasegawa et al., 2017).

a) bponxoexkrasu:

Hiarnoctuka: Ilpu xiiHIUHIA Mi103pi HA OpPOHXOEKTa3nW peKOoMeHAyeThes npoBeneHHs KT
IpyIHOI KJIITKH, OCKUTBKY 3BUYAHUI PEHTTEH TPYAHOT KIITKH MOXKe HE BUSBUTH OLTbII HIXK B 60%
Bunajkis (Thickett et al., 2002). Ockinbku rpynHa KOMIT'IOTepHA ToMorpadis mos'sizaHa 3 OUIbII
BUCOKOIO JI03010 BUIPOMIHIOBAHHS, 1 OCKUIBKM Yy J€SKHX NAIli€HTIB OYIKYETbCS IIiJIBUIIEHA
paniaiiiiHa 4YyTJIWBICTh, 1€ (akTop pH3UKY MOXe OYyTH OOMEXKEHHUH MIHIMAIbHOIO 03010
OTPOMIHEHHS IUIAXOM KOPUTYBaHHS BIJNOBIIHMX NapamerpiB. ba3a 300paxkeHb, BKIIOYAIOUU
iH(dopMaliio Ipo mapaMeTpu 30epexeHHs paaianii, Oyna onyoaikoBana sk «KT y rpymi cuHapomis
nedinuty anTuTID (WWW.Cchest-ct-group.eu).

JlixyBanHsi: OCHOBHUMH IUIAMH Tepamii OpOHXOEKTaTUYHOI XBOpoOU € 3amobiraHHs abo
JIKYBaHHS TOCTPUX 1 XPOHIYHUX pecHipaTOpHUX 1H(EKLiN, TOTIMIIEeHHS MyKOIIJUIAPHOTO KIIIPEHCY
1 TUM camMuM crabumizamis (QyHKOIi Ta CTPYKTypHU JiereHiB. PeKoMEeHAyeThCsl MTPOBOAUTHU
MiKpOOi0IOTTYHUN KOHTPOIh BUAUICHD 3 TUXATBHUX MUIAXIB KOXHI 3 - 6 MicsiiB (MOKPOTUHHS Ha
30y/HUKH 1 PE3UCTEHTHICTh) y MAII€HTIB 3 OpoHXOeKkTa3aMu. Po3paxoBaHa aHTHOI0THKOTEAITis IPH
TOCTPUX 3aroCTPEHHSAX IOBHHHA 0a3yBaTHCA Ha IMOMEPEeNHIX MIKPOOIOJIOTIYHUX pe3ysbTaTax i
MOBHMHHA IIBHJKO 3MIHIOBATUCS BIAMOBIAHO 10O MOTOYHOI JIarHOCTUKH 30YIHHKIB. 3a JaHUMHU
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kepiBHuLTBa ERS, pekoMennyerscs antubioTukoTepanis TpuBaiictio 14 quis (Polverino etal. 2017).

VY Garatbox BHITaJIKaX MOXE OyTH BHUSIBIIEHA XpOHIYHA KOJIOHI3allisd eemohinvroi ingexyii,
cunvoeHilunoi nanuuxu, Moraxella catarrhalis, 30nomucmoeo cmaghinoxoxka abo enmepobaxmepiii .
30KkpemMa, BUSBICHHS CUHbORHIUHOI NAIU4Ky CYHNPOBOKYETHCS MOTIPIICHHSIM (QYHKLI JIEreHb
(Loebinger et al., 2009; Martin et al., 2015).

[Tepmie abo mOBTOpHE (SAKIIO HEMae IOCTIHHOT KOJOHI3allii) BHUSABICHHS CUHbOZHIUHOL
nanuyku TOTpedye mpoBeaeHHS JikBinmarii. 3rigHo 3 pekomenpamisimu ERS (€Bpomeiicbkoro
pecripaToOpHOTrO TOBApPUCTBA), 11€ CKIAAETHCS 3 MOYATKOBOI (a3u HA 2 THXKHI 3 IEPOPaIBLHOI0 abo
BHYTPIIIHPOBEHHOIO aHTHOIOTUKOTEpAIMi€lo, M0 BiANOBiAa€ PE3UCTEHTHOCTI, 3 MOJAIBIIUM 3-
MICSYHUM JIIKYBaHHSM IHTQISAIIMHUMH aHTHOIOTHKAMH, TaKUMH SIK KOJICTHH, ToOpaMmiluH abo
reHTaminuH. Y HiMeduuHi iHransmiiiHa aHTHO10TUKOTEpAITisl 33 MM TTOKa3aHHSIM HE CXBATIOETHCS,
TOMY MPHUITYIICHHS ITPO BapTICTh CJIiJ] 3a3/1aJIEeTib YTOYHUTH B MEAUYHIN CTpaxoBii KOMITaHii.

[HI11 TepaneBTHYHI BapiaHTH y MALli€HTIB 3 OPOHXOEKTAa3aMHU BKIIIOYAIOTH (TPOTHU3AIAIbHY)
aHTUO10TUKONPODITAKTHKY, TPO(DITAKTUYHI HICTUIEHHS, OPOHXOIMIATAIIIO, a TAKOXK PECIHipaTOpHY
Tepamiro 1 perymoBaHHs cekpemii (nuB. Posmimm 3 3.1 mo 3.3). Y TphOX KOHTPOJbOBAaHUX
PaHIOMiI30BaHUX JIOCIIKEHHSIX Y MAllI€HTIB 3 OPOHXOEKTAaTHUYHUM 3aXBOPIOBAHHIM 0€3 KiCTO3HOTO
¢$16po3y Oyino onmucaHO 3HMKEHHS MIBUIKOCTI 3arOCTPEHHSI, BUPOOJICHHS MOKPOTHHHS 1 3arajbHe
HOJINIIEHHS] CUMIITOMIB Yepe3 6—12 MicAIiB MpUiioMy a3uTPOMIIIMHY Y €pUTPOMIIIMHY BiJIIOBITHO
(Fan et al., 2015; Wong et al., 2012; Altenburg et al., 2013; Serisier et al., 2013). Lle
NPOTHCTABIISIETHCS IMIIBUIICHIA YacTOTI Ta TPUBATIM CTIHKOCTI A0 MaKpOJIiJHOI PE3HCTEHTHOCTI,
CepleBOi apUTMii Ta HUTYHKOBO-KHMIIKOBUX MOOiuHUX edekTiB (Altenburg et al., 2013). Ilpu> 3
3aroctpeHHsx Ha pik ERS pekomenye 1ogatkoBy TpuBainy npoQiiakTuky asutpoMinuHoM (250 mr
monHs abo 250-500 mr 3 pasw/twkaeHsb). Ilepen modyarkoM mpodUIAKTHKHA MaKpPOJITHHUMH
aHTHOI0THKaMU HEOOXIHO MPOBECTH OOCTEKEHHS Ha aTumnoBi mikoOakTepii. [oTpiOHi perynspHi
nepeBipku iHTepBary QT.

[Ilo crocyeTbcsi METOAY BBEIEHHS, TO MOTOYHI JaHl 3 OaraToBapiaHTHOro aHamsy 139
HalieHTiB 3 arammaryioOyniHemiero y CrionydeHoMy KopomiBCTBI Moka3zainu, 110 MALli€EHTH MalOTh
OUIbII HU3BKUN PU3KK PO3BUTKY OPOHXOEKTAa31B HE3aJE€KHO BiJl MiHIMalbHOTO piBHA IgG B mmasmi
KpOB1 B paMKax Tepamii 3 MiJIKIPHUM IMyHOIJIOOYJIiHOM, HIK IPU Teparii 3 BHYTPIIIHbOBEHHUM
imyHornoOymiHoMm (OR: 3.5) (Stubbs et al., 2018).

0) [aTepcTuItianbH1 3aXBOPIOBAHHS JIETEHIB:

JiarHocTuka: 3riiHO 3 OCTaHHIMH JOCIiIKeHHAMHU, mpubim3Ho 10-30% mamienTiB i3 3BIJ]
ypaxaroTbCsl TpaHyJIEeMaTO3HUM JIM(OIUTAPHUM I1HTEPCTUIIAIBHUM 3aXBOPIOBAHHSIM JIET€Hb
(T'JII3JI: rpanynemaro3He JiMpouMUTapHE IHTEpCTHUIliaIbHE 3axBoproBaHHs JereHiB) (Rao et al.,
2015). 1li nereneBi nposiBU HETaTUBHO BILIMBAIOTh Ha BIbKMBaHHs XBopux 3 3BI/] (Bates et al., 2004).

JliarHocTHKa B mepiry yepry 0a3yeTbesi Ha KIIHIYHUX Ta PEHTTEHOJIOTTYHUX BiXUJICHHSX, B
TOM Yac SIK riCTOMATOJIOTIUHA OIIHKA MiJCYMOBYE psij pi3HUX AiarHo3iB mia noHsaTTsaMm [JII3J1. Taka
HEOIHOPIJIHICTh YCKIIQJHIOE OTPUMAHHS 3arajbHUX PEKOMEHIAlliH.

bputancekuit ¢onn nereHr Ta Mepexa mnepBUHHOTO imMyHoAedinuty CromydyeHoro
Koponisetea (UKPIN) onyOnikyBaay HEMIOAABHIO 3asBY NP0 KOHCEHCYC IIOJ0 BHU3HAYEHHS,
niarHoctuku Ta jgikyBanHs [JII3JI mpu 3BI/I:

Jlnst HelHBa3MBHOI AiarHOCTUKH 3 migo3poro Ha ['JII3JT pexomenayBanacs KT rpyanoi KTk,
CIipoMeTpist Ta TuieTH3Morpadis, BKIIOYAIOUM BUMIproBaHHSA Audy3iiHoi 3maTtHOCTI (> 90%
cxBajieHHsA). 83% ekcmepTiB, IO TOJOCYIOTh, TAKOX BUSBUIM HEOOXIJHICTH OpPOHXOCKOMIi JyIs
1H(ekiiHO- 1 depeHiaNnbHOI AIarHOCTUKY Ta TpoBeAeHHs O1omcii ereniB (Hurst et al., 2017).

JIJ1st paHHBOTO BUSIBJICHHS 1HTEPCTHUIIATBLHUX 3MiH JIET€HIB HEOOXiAHO MIOPIYHO TIPOBOJAUTH
ieTusMorpadiro Tila, BKIIOYAIOYN BUMIpIOBaHHS AUQY3iitHOT 31aTHOCTI. PerymnspHe npoBeaeHHs
KT rpyaHoi KIITKH y SIKOCTI CTaHJApTHOTO KOHTPOJIIO HE PEKOMEHIYETHCS 1 TOBUHHO TPOBOJUTUCS
TUTBKH B pa3i KIIHIYHUX a00 JiereHeBuX aHoMaiii. B sikocti anprepHaTuBu MmoxkiuBe MPT nereHis,
ske He moctynaerbcsi KT BHCOKOI po3AibHOI 34aTHOCTI 3TiAHO 3 JOCHTIUKEHAM 3a ydacTio 18
namieHTiB 13 3BI/] a6o xBopoboro bpyrona (Militio et al., 2015). IlamienTn 3 rpaHyaeMaTO3HUMH
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ypaXEHHSIMH OBUHHI OyTH 00CTeKEHI Ha HAsIBHICTh MOHOT€HETUYHUX MOPYILICHb, TAKUX K Je(PIIUT
LRBA, nedimut CTLA4 a6o nopymenns perymsiii XIAP (X-3B’s3aHoro iHTi0iTOpa O171Ka aTONTO3Y)
(Steele et al., 2016).

Taktuka: [IpoBeneHuii peTpoCceKTUBHHUM aHaii3 mamieHTiB 13 3BI/] Ta iHTepCcTHIIAIBHOO
XBOpOOOIO JIeTeHb IMIOKa3aB, MIO0 y IIECTH NAIiEHTIB 31 CTAOUILHUM JIETEHEBUM TMepediroMm
CTATUCTUYHO JIOCTOBIPHO BUII MiHIMaJIbHI piBHI IgG B cupoBaTIli KpOBi, HK Y JICB'STH IMAIIIEHTIB 3
nporpecyBaHHsaM 3axBoproBanHs (1: 0.012). Bei marienTH 31 cTabiIbHUM MEepe0iroM 3aXBOPIOBAHHS
MaJIi He MeHIIe 7 /71 MiHiManbHOTo piBHS IgG B cHpoBaTIli KPOBI, )KOJICH IMAIIEHT 3 MPOTPECYBAHHAM
3aXBOPIOBAHHS HE JI0CST MiHIManbHOTO piBHA IgG B cupoBarui kpoBi > 10 /1 (Maglione et al., 2015).

Hemae paHgoMi30BaHMX KOHTPOJIBOBAHUX JIOCHIIKEHb IMYHOCYIPECHBHOI Teparii
IpaHyJeMaTO3HOTO JIM(OLIUTAPHOTO IHTEPCTHIIAIBHOTO 3axBoptoBaHHs Jerenb ([JI3JI) y
namieHtiB 13 3BIJI. BaxmuBo migkpecauTu, MmO IHTEpHpeTalis JaHUX Teparii J10J1aTKOBO
YCKIIQHIOETHCS, OCKUIBKM HE BCl myOusikamii MaroTh 1I€HTHYHI BU3HAYEHHS BUMAIKIB a0o0
BUKOPHUCTOBYIOThCS TICTOINATONOTIYHI BUCHOBKU. Tabnuis L B 1o1aTKy MogaHO aKTyallbHUN OTJIST
OIyOJTIKOBaHUX CITPaB.

Y MoHoTeparii € BeJIUKHI 00CAT TaHuX Mpo JiKyBaHHA crepoigamu. [loBHa abo yacTkoBa
peakiis crocrepiranacs IpuOIU3HO y BOX TPETHHAX BUMAAKIB. € MO3UTHBHI 3BITH MPO BUIAIKU
3acTocyBaHHs iHQUIIKCMMa0y, putykcumady i MMF. Ha mijncraBi ricTONaToMOTiYHUX BHCHOBKIB 3
BUsBIEeHHAM iH}nbTpaTiB kiituH T Ta B (Maglione et al., 2014; Rao et al., 2015), nikyBanus npu
BUCHa)XeHHI B-KkiiTHH (puTykcuMabom) mpoBoavin B KoMOiHaii 3 asarionpuHom abo MMF.

VY cepii Bunankis 7 mamientam 3 ['JII3JI 1 3B/l Oyna mpusnaueHa komOiHOBaHa Tepamis
azationpuHOM (JI-2MI/Kr Macu Tima mpotsrom 18 mic) i purykcumabom (375 Mr/mM2 HIOTHXKHS
poTIroM 4 THKHIB 3 TMOBTOPEHHSM KOXHI 4-6 Mic, B 3arajibHii ckiagHocti 12-16 103) micis
MoTIepeIHbOI Teparii crepoinamu 6e3 kimiHigHOI Biamosiai (Chase et al., 2013). ¥V Bcix mamieHTiB
cnocrepiranocs Bizyanizaniiine nomninmenHs (ouinka HR-CT), a takox noninmenss FEV-1 ta FVC.
OOMeXeHHSIM y JOCIIJIKEHH] € Te, 10 TUIbKK B OJHOro mamieHTa (#5) no Teparmii Oyno 3Ha4HO
s3amkeHo TLC ta DLCO, B Toii yac sk ans iHmux 6 mamientiB 3HaueHHs TLC> 80% Bim HOpMH.
[ToBimomisuiocss Mpo JBa IHIUIUMX BUIAAKKA KIIHIYHOI BIJIMOBIAI Ha JIKyBaHHS PUTYKCMMaOOM 1
azarionpunoM (Pathria et al. 2016; Moctezuma et al., 2017), a Takox BiaIOBiAb B KOMOIHOBAaHOMY
nikyBaHH1 3 purykcumadbom 1 MMF (Jolles et al., 2017).

V 3asBi koHCceHcycy bpuTtancbkoro gonay jnereHs Ta Mepexi NepBUHHOTO IMyHOAEPIIUTY
Cnonyuenoro KoponisctBa (UKPIN) 90% onuTaHux ekcrnepTiB NpOrooCyBajiu 32 BUKOPUCTAHHS
cTepoiaiB B sikocTi Tepamii mepmoi JyiHii B sikyBaHHi [JII3JI. AsationmpuH, putrykcumad abo
MikoQeHoJIaT Oyau peKoMeH0BaH1 11 Teparii apyroi minii (Hurst et al., 2017).

[Torouna cutyarliss 3 HasBHUMM JAHUMHU HE J03BOJIIE OTPUMATH YITKY peKOMeHAalio. 3
TOUYKH 30py 30aJIJaHCOBAHOI OI[IHKY PU3UKY-KOPUCTI MOBUHHA OyTH po3moyaTa Teparis Mepioi JiHii
3 crepoigamu. CTOCOBHO Teparlii Jpyroi JiHii JOCTyNHa Juile iHpopMallis Mpo OKpeMi BHUIAAKH,
HaWOLIBIN MOMMpPeHa KOMOIHAIS Teparii 3 KIIHIYHOK BIAMOBIIII0 CKIATAETHCS 3 PUTYKCUMAOy
IUTIOC a3aTiONpUH abo Miko(eHoaT.

JlixyBaHHSI 1HTEPCTHULIIAJLHUX 3axBopioBaHb JereHiB mpu 3BIJ, B ocHoBHOMY, Mae
IPOBOJIUTHCS TIJIBKH 32 HASABHOCTI KJIIHIYHUX CKapr, MOPYyIIEeHHs (yHKIIT JIereHb ab0 MporpecyBaHHi
MiJ Yac Bi3yali3alliiHOl MIarHOCTHKH, TaK SK y OaraThbOX MAIlIEHTIB CIIOCTEPIraeThcs CTaOUTbHE
NPOTPEeCyBaHHS MPOTIroM O0aratboX pokiB (42% B AOCIHIKEHHI, 3a3HaueHOMY B Boursiquot et al.,
2013). Hornsa 3a mamie€eHTaMH 3 JITEHEBUMH MPOSBAMH BHUMAara€ KOMIUIEKCHOTO JIETEHEBOTO
0OCTEXXEHHSI 1 KOHTPOJIIO KYpCY JIIKYBAaHHS 1 3aB>KM MOBUHEH NPOBOJAUTHUCS B TICHIM KOHCYNbTAIIi] 3
yJTIbMOHOJIOTOM.

KJIIOYOBA PEKOMEHJIALIA 15a:

[Ipu BcTaHoBNEeHHI MiarHo3y mnarienTam 13 3BIJ] ciix mpoBecTyu meTu3Morpadiro Tijia, BKIFOYAI0UH
BUMIpIOBaHHA TU(Y31HHOT 3JaTHOCTI JIeT€Hb, Ky CIiJ MEpeBipATH IIOpivyHO. 30Kpema, A0pOcCii
MaIi€EHTH CIIOYATKy IMMOBUHHI JI0JJaATKOBO 3pOOUTH 3HIMOK I'PYAHOI KIIITHHH B TIEpepi3i.

KonceHcyc ekcniepTiB: MOBHUIT KOHCEHCYC
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KJIIOYOBA PEKOMEHJIALISA 15b:

[TamieHTH 3 XpOHIYHUMH 3aXBOPIOBAHHSIMH JIETEHb MTOBUHHI JIIKYBATUCS OJJHOYACHO ITiJl HATIISIIOM 3
TEpareBTUYHOr0 a00 AUTSIYOTO MYJIEMOHOJIOTA.

KonceHcyc ekcniepTiB: MIOBHUIT KOHCEHCYC

KJIIOUYOBA PEKOMEHJAIISA 15c:

[TamieHTM 3  OpOHXOCKTATUYHUMH  3aXBOPIOBAHHSMH TIOBHHHI  PETYJISIPHO  TPOXOAHUTH
MIKPOO10JIOTTYHI TOCTIPKEHHS MOKPOTHHHS.

KonceHcyc ekcniepTiB: MOBHUIT KOHCEHCYC

2.3: I'paHynemMaro3Hi ypakeHHs TaKoXK MOXKYTh BUHUKATH [103aJ€T€HEBO 1 BUSBISIOTHCS Y
naiedTiB i3 3BIJ] 30kpemMa B meuinIi, cene3inii, JiMpaTuIHuX By3iax i mkipi, ae takox B [ITHC i
KictkoBoMy M0o3KYy (Boursiquot et al. 2013). ['icTonaTonoriyHo ypaskeHHS IPEICTaBICHI y BUTIIAIL
CapKOin030MOAIOHUX, eMITENIOITHNX, HE TBOPOKUCTHX TPAHYIIBOM.

He icHye paHAOMi30BaHMX KOHTPOJBOBAHUX JOCHI[KEHb CTOCOBHO  JIIKYBaHHS
[03aJIETeHEBUX I'PaHyJIeMaTO3HUX YpakeHb y narieHTiB i3 3BI/I.

o cTocyeThCs MIKIPHUX TPaHYIbOM, TO XOPOIIIa peakilis CIiocTepiraiacs sSK Ipu CTepoinax,
Tak 1 npu OnokyBanHi TNF-alpha. [Hmi rpanynemMarto3Hi mo3ajiereHeBi ypakeHHs BUSBISIOTH TOBHY
a00 4acTKOBY BIJIOBIIEL cepel cTepoiniB mpubdau3no B 60% Bunaakis. CybaHami3 OKpEMUX CHCTEM
OpraHiB HEMOJJIMBUH 4epe3 HU3bKY KIJIbKICTh BUIAJKIB, aj€ CIiJl 3a3HAYUTH, L0 CTEPOIAU Jallu
XOpOoUly KITiHIYHY BIAMOBiOs B OMyONiKOoBaHUX Bumaakax rpanynsomu B LIHC, B TOl wac sk
IpaHyJeMaTO3Hl ypaXeHHS B ULUTYHKOBO-KHMIIKOBOMY TpAakKTI HE IIOKa3ajdd MOJIMIUIEHHS MpU
3acTocyBaHHI cTepoiniB. KigbKiCTh BHUIAIKIB NMpPW BUKOPUCTAHHI IHIIMX IMYHOZETIPECAHTIB Il
HIK4ya. Bigmoige Ha Tepamito cmoctepiranacs 'y 70-80% BuUmankiB i3 3aCTOCYBaHHSAM
nukiodochaminy, iHpIIKCHMa0y a00 pUTYKCUMAaOy.

Ornsapn myOikaniil 3 Tepamii rpaHyJIeMaTO3HHMX 3aXBOPIOBaHb y narieHTiB i3 3BIJl moxHa
3HAMTU B JOJATKY Yy BUTIIsA1 Tabnuii M.

TakuMm 4yMHOM, HE MOKHA OTPHUMATH YiTKI TEpalneBTUYHI peKOMEHJalii 3 MOTOYHHUX JaHUX
IOI0  TO3AJIETEHEBUX  TPAHYJIEMaTO3HHX  YpakeHb.  BHWHHKHEHHS  TpaHyJeMaTO3HUX
(MiMmpouuTapHUX) ypakeHb OpraHiB 3aBXAM MOBHMHHO OyTH TMIiJCTaBOI s MHOJAJIBIIOrO
iMyHOJTOTi9HOT O 3'sscyBaHHsI (Hampukiay, mytaiii B renax CTLA4, LRBA, XIAP tomro). [TnanyBanus
Teparii 3aBXk/I1 TOBUHHO IMPOBOJUTHUCS 32 MOTOKEHHAM 3 IEHTPOM IMYHOIE(IIUTY.

2.4: Tlopanblii NposIBU:

37105IKICHI HOBOYTBOpEHHs: 30Kpema, namieHTu 13 3BIJ] maroTh HU3bKUN pU3HUK PO3BUTKY
3M0SIKICHUX HOBOyTBOpeHb (van der Meer et al.,, 1993; Cunningham-Rundles et al., 1987;
Mellemkjaer et al., 2002; Vajdic et al., 2010). ¥ HenaBHbOMY KOTOPTHOMY JTOCIIJIKEHH] IUTYHKOB1
a/IeHOKapIIUHOMH OYJIM OCHOBHOIO MPUUMHOI0 cMepTHOCTI naienTiB i3 3BI] (Pulvirenti et al., 2018).
s paHHBOrO BHSBJIECHHS JIM(MOIAHUX 3JOSKICHUX HOBOYTBOPEHb MalllEHTH TOBHHHI OyTH
noiH(opMoOBaHi MPO HAsABHICTh CTiMiKMX HaOpsAKkiB diMdoBy3niB. [lig yac KOXKHOrO OOCTEXKEHHS
HEOOX1/IHO 3aluTyBaTH Mpo crneundiudi cuMntoMu B 1 mepeBipATy Ha 301IbIIEHHS JIM(DAaTHIHUX
BY3JIiB, CIJIEHOMETai10 a00 3MIHU KapTUHH KPOBI.

HITyHKOBO-KUINIKOBI _TIPOSIBH: 4epe3 30UIbIICHHS BUHHUKHEHHS IITYHKOBO-KHIIKOBHX
NpOsIBiB, TAKUX SIK ayTOIMYHHHI racTpur, Lejiakis, XpoHiuHa Jiapes abo By3JTUKOBa JiMQoigHa
rineprutazis (BJI['), pexomeHayeTbcsl MOYATKOBUN JiarHO3 JJisi TPOBEICHHS OIIHKU SIBUIN Ta
MOJAJIBIINX MEepeBipoK, ocobunBo y nanieHTiB i3 CC3. Y namienTi 3 3BI/] npu niarno3i He0OXigHO
MIPOBOJIUTHU €30(haroracTpo1yoICHOCKOIIIO, a B pa3l 03HAK eHTeponaTii (XpoHIYHA Jiapesi, SHUKEHHS
Macu Tiga Ta 1H.) — JOJATKOBY KOJOHOCKOMiIO. JSIKIO cTaH Ta TICTOJIOTiA TIpU
e3o(aroracTpoayoAeHOCKOMIT € HOpMAaTLHUMH, METUYHI 0OCTEKEHHS TTIOBUHHI IMTPOBOIUTUCS KOXKHI
3-5 poxkiB. [Ipu ayroiMmyHHOMY racTpuTi 00 1HIIKX BIAXMIEHHSX BiJl HOPMH PEKOMEH/I0BaHI IOPIvHi
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KOHTPOJIbHI 00CTEKEHHS a00 B 3aJIeKHOCTI Bij (TicTomaronoriunux ) BucHoBKkiB (DHalla et al., 2011).
[Tpu perynspHOMY CIIOCTEPEIKEHHI PEKOMEHIYEThCS IIOPiYHE BU3SHAYCHHS BiTaMiny B12 st oniHku
Oy/b-KOr0 ayTOIMyHHOTO aTpUTY, a TAaKOXK IOpiuHMii HeiHBasuBHUI TecT Ha Helicobacter pylori
(amamiz  kamy Ag, nmmxampHuii Tect CI13). PerymspHi KOHTpPOJIBHI OOCTEKEHHS TaKOX
PEKOMEHAYIOThCSI ~HAlliEHTaM 3 TPaHyJIeMaTO3HMMH 3axXBOPIOBaHHSAMH a00  BY3JIyBaToIO
aiMpaTrdHOO Tinepruiasiero TOBCTOi KUIMKK. Ha mpoMy erami ciiiji 3HOBY BKa3aTH Ha TPYAHOUII
CEepOJIOTIYHO]T 1IarHOCTHKH, 1€ CTOCYEThCS TAaKOK MUTAHHS PO aHTUTINIA 0 TpaHCTiIyTaMinaszu IgA
y MAIli€HTIB 3 TinoraMmmaryiooysaiHeMiero abo TaKoX NpH celleKTHBHOMY nedinuTi IgA.

V pasi LUTYHKOBO-KHIIKOBUX CUMIITOMIB, TaKi YCKJIaJHEHHS, SIK MaTbaOCcopOLis 1 MoB's13aHi 3
MM CHUTYyallii aBiTamMiHO3y, CJIiI BUSBHUTH 1 JIIKyBaTH skomora mBumamie. [Ipu xpoHiuHii miapei
aHaJi3M Kaly Ha XBOPOOOTBOPHI MIKpOOPTaHi3MH 1 PE3UCTEHTHICTh CJiJI IPOBOJUTH Ha PAHHBOMY
erarni. Moxe 3HaAOOMUTHCSA BHUSBJICHHS €HIOCKOMIYHO PIAKICHUX 30YJTHUKIB, TaKUX SIK KUUKOBA
aamonis ado omikynsapHo-TiMpaTHIHA TiepIuiasis.

KJIIOYOBA PEKOMEHJIAIIA 16a:

[TamieHTH 3 MEYIHKOBO-UUTYHKOBO-KHIIKOBUMH IPOSBAMU IOBHMHHI JIIKYBAaTHUCS OJHOYACHO MiJ
HarIA0M T€PalleBTUYHOr0 a00 AUTAYOrO IenaToIora/racTpoeHTEPOoIIOora.

KoHceHcyc excnepTiB: HOBHUI KOHCEHCYC

KJIIOUOBA PEKOMEHJAILIA 16b:

[Tpu miarnoctryBanHi 3BIJ] Bci manienTy nmoBuHHI npoiitu Y3/l opraHiB 4epeBHOI MOPOKHUHH, SIKE
CNil TIOBTOPIOBAaTH WIOpiyHO. [IpW BIiAMOBIAHUX KIIIHIYHUX CHMIITOMax CJIil TPOBOJUTH
e30(aroracTpo1lyoJJleHOCKOIIiI0 Ta / 200 KOJIOHOCKOIIIIO.

KoHceHncyc ekcnepTiB: NOBHHMII KOHCEHCYC

2.5: Tepamisi BUOpaHUX MOHOTC€HETUYHHX 3aXBOPIOBAHb:

a) APDS 11 II: APDS (aktuBoBanuit cunapom PI3K-nenbti) BUKIHMKAETHCS ayTOCOMHO-
JOMIHAHTHHUM NOCHIICHHAM QyHKIi# MyTatii reriB PI3BKCD(APDS I) a6o PISBKR1(APDS 1) (Lucas
et al., 2014; Lucas et al., 2014a; Angulo et al., 2014; Deau et al., 2014). Kniniuno nepeBaxae, nepii
3a Bce, MIJBUIIEHA CXWIBHICT, 10 1H(pekmii, OpoHXoekTasiB, Bipycy OmumreiiHa-bappa,
aimdaneHonaTii 1 renaTocIieHOMeraiii, a TakoXK ayToOIMyHHHMX 3axBoproBaHb. [Ipu6n. 50% ycix
NAIEHTIB MalOTh T1IOraMMaryiooyniHeMio abo BIANOB1IAI0Th (POPMaAIbHUM KPUTEPISIM BU3HAUEHHS
3BIJl. V Haii0u1blIOMy KOTOPTHOMY aHaii3i Ha chorojHi 46/53 mnamientiB (87%) perynaspHo
JikytoThcs iMyHorsiooymninamu (Coulter et al., 2017). [{ani mpo Tepamnito JOCTYIHI B TPOCHEKTUBHOMY
nocmipkeHHi peectpy ESID piBasa 3 (Maccari et al., 2018). Besoro B peectp Oyno BkimtoueHo 77
nanieHTiB (51 mamient 3 APDS 1126 namientis 3 APDS II). Mose 6ytu mpoBeieHa JeTajibHa OIliHKa
68 marienTiB. 54 mauieHtn (79%) orpumyBanu aHTHOIOTHKONpO(diIaKTHKY, 8 mamieHTtiB (12%)
nepeOyBalii Ha MPOTUTPUOKOBIH nmpodinakTuil. 44 namienTu (65%) OTpUMYBaIH PETYISPHY 3aMICHY
TEpario iIMyHOTJIO0YIIIHOM.

[Ipy BHUKOpPHCTaHHI IMYHOCYNPECHUBHUX IIpernapaTiB OUIbIIICTh JAHUX JOCTYIHI IS
aikyBaHHs mTor-iHriGiITOPHUM panamillMHOM.

3a3HaueHo Bumle. Y JochikeHHl Makkapi 27 Tali€HTiB OTPUMYBajIM JIKyBaHHS
pamaminHOM, 3 HUX Oy/nH OliHeHi 26 marieHTiB. BilmoBigHO 10 Bi3yadbHOI aHAIOTOBOI IIKAIH,
JIKyrOoUi JIiKapl OI[IHWJIM 3araJbHy BIJIOBiNb HAa TEpamilo panamilrHOM dYepe3 3-6 MicsIiB sk
«xopoury» y 10 Bumaakax, «mmomipHy» y 9 BHUNajkax Ta «moraHy» y 7 Bumnankax. Haiikpara
BIANOBIAL Oyna Ha Tepamio 3 JiMdonpomidepanieto (19 mamieHTIB 3 MOBHOIO ab0 4YaCTKOBOKO
pemiciero 1 6 Oe3 kiiHIUHOI BigMoBiAi). I3 3acrocyBaHHAM pamamilHy OyJ0 BHUSBJICHO TipIry
KJIIHIYHY B1JIMOB1/Ib TIPH IIUTOTIEHI] (5 MaIieHTIB 3 TOBHOIO a00 YaCTKOBOIO PEMICI€r0 19 6e3 KIiHIIHOT
BIJIMOBi/I) 1 3amanbHi 3MiHM KHIIEYHHKA (6 TMAIi€HTIB 3 MOBHOK ab0 YacTKOBOIO peMmiciero i 9
MarieHTiB 0e3 KiIiHIYHOi BiamoBimi). B 1mimomy, 7/8 malieHTIB 3 Tepami€ro panaMilliHOM BXe
MPOXOJMIJIN JTIKyBaHHS CTEPOIAaMHu.
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B ixmiit menmnii rpyni gocmijpkenHs 3 narientamu 3 APDS 1 5/6 marieHTiB KIIiHIUHO
BimoB1IM Ha imMdonpodidepartito parmaminuHoM (Coulter et al., 2017).

Taxox y rpyni nocnimkenss 3 APDS 11 6 narienTiB ikyBaigucs panaMilliHOM, OJHAK Yepe3
KOPOTKE CIIOCTEPEKEHHS YITKOTO TBEP/KCHHSI 11010 BIJIMOBI/II HA TEPAITii0 HE MOYKHA OYJI0 3pOOUTH
(Elkaim et al., 2016). ¥ TpboX iHIIMX BHUIAJKaX CIOCTEpiraiacs MO3UTHUBHA KIIIHIYHA BiJIIOBIIb HA
niMmdornpomideparrito nMpu 3acTOCyBaHHI parnaminuay. [linpoBuil piBeHb panaMiniHy CTaHOBHB 8-12
HI/MJ, BCl TPO€ TAI€HTIB TaKOXX TMPOXOMWIM  3aMillEHHS  IMYHOIJIOOYNiHOM 1
antubioTukonpodimaktuky (Rae et al., 2016; Olbrich et al., 2016).

[Hm1i iMyHOZIETIPECAHTH, TaKi K MiKO(eHOaT, IUKIOCIOPUH A, a3aTiONpPUH 1 pUTYKCUMao,
BUKOPUCTOBYBAIUCS 3aHATO PIIKO JJIsi OTPUMAaHHS 3MICTOBHOTO aHaJIi3y JaHUX abo peKOMEeHamin
monao Tepanii. 8/68 marieHTiB 3 AOCHiIKEeHHS Makkapi OTpUMalld TPAHCIUIAHTALiI0 CTOBOYPOBHX
KJIITHH, OJWH 3 SKUX TMOMEP Ha MOMEHT myOiikamii. Y SMOHCBKIA Tpymi AOCHIKEHHS Oyiu
3apeectpoBati Aani 9 manienTiB 3 APDS I micns TpancianTanii croBOypoBHX KIITHH. 7/9 malieHTiB
OyiM 1€ JKMB1 HA MOMEHT aHami3y (3arajibHa BHKHUBaHICTh 86,1%), piBeHb BUXKUBAHOCTI 0€3 Moiii
cranoBuB 39,6% (Okano et al., 2018).

[lepcriekTHBHE BiIKpUTE TOCIIHKEHHS 32 yyacTio 6 naiienTtis 3 APDS nokasano kiniHigHe Ta
IMYHO(CHOTHITIYHE MOJIMIIEHHS MPOTATOM 12-THXKHEBOTO TEPIONy CHOCTEPEKEHHS B paMKax
teparnii cenexktuBHUM iHTiOiTopoM PBKdelta Leniolisib (Rao et al., 2017).

[TincymoByrouM AaHi, Ha JaHUNA 4Yac HEMae JAHUX NP0 PaHAOMI30BaHI KOHTPOJIHOBaHI
nociikenns. [lomepenHi crocTepekeHHsI BKa3yIOTh Ha MOXKIIMBY KIIIHIYHY KOPUCTD parmaMiluHy B
mikyBaHH1 nimdornpomidepanii y mnamientiB 3 APDS. JlikyBaHHS Malli€eHTIB 3aBXId TOBHHEH
3a0e3nedyBary HeHTp iIMyHOAePIiIuTYy.

b) Hedimur CTLA4: nedinur CTLA4 (anTuren-4 nurorokcuunoro T-mimpornury): Le
3aXBOPIOBaHHS, ayTOCOMHO-JOMIHAHTHA YCIMaJKOBaHa «BTpara (yHKuioHYBaHHs» B reHi CTLA4
(Schubert et al., 2014). ¥V 84% xBopux IpOSBISIETHCS TimoramMmmariooyainemis. KpiM miiBHIIEHOT
CXUJIBHOCTI A0 1Hpekuii, mimdonpomridepartiii (73%), ayroimyHHOI nuTomneHii (62%) 1 03HaK iIMyHHOT
peryssiuii 3a yyactio auxanbHux muisixis, [{HC, nuryHKOBO-KHIIKOBOTO TPAKTY 1 IIKIPHUX YPasKEHb.
VY HaiibinbmoMy oOcTe)xeHHI Ha cborojHi 55/88 marmieHTiB (63%) nepeOyBanu mifl peryaspHUM
3amileHHsIM iMmyHorso0ymiHoM (Schwab et al., 2018).

V' wmiif xe myOuikanii Oyina mokasaHa TepaneBTHYHAa KOpPHUCTh abaTauenty abo Oenartanenty
(Schwab et al., 2018). Abarament - 11e 3MUTHN OLIOK, 110 CKIaTaeThes 3 yactunu Fe mipkmacy [gGL
mroauHY 1 no3akiaiTuHHOI 061acti CTLA4. Monekyna 3B's3yeTbes 3 npupogaumu jgiranamu CTLA4
CD80 1 CD86, Tum camum 6510Kyroun aktuBauito T-xiituH. 3 14 nanieHTiB, K1 OTPUMYBaIU 3JIUTI
oinku CTLA4, 11 marmieHTiB MoKa3alu 4iTKy KJIIHIYHY BIANOBiAh 3 MOKPAIICHHSM MUTYHKOBO-
KUIIKOBUX cuMnToMiB Ta JiereHeBux mposisiB (I'JIUI). ¥V onHoro mamieHta crocrepiraiocs
HOJINIIEHHs JiMdaaeHonaTii, B 1HIIOI0 — perpec HeBpUTY 30poBoro Hepsa i crabimizauis ITIT. ¥
HIeCTH NAI[lEHTIB Tepamilo MNPUIHUHWIN. TpbhoX TMAllI€HTIB NEpeBeld Ha TpaHCIUIAHTAIlIo
cTOBOYpOBUX KIITHH, Y JBOX MAIli€EHTIB BUHUKIA MOBTOpHa akTuBallis BEDB, y omHoro marienra
PO3BUHYJIACS TSDKKA pecnipaTopHa 1H(EKIIis Ta arpaHyJIoIUTO3.

Komenmap pobouoi epynu: cmanom na 01.11.2021 6 Vpaini nikapcoki 3acobu 3
MIJHCHAPOOHUMU HENAMEHMOBAHUMY HA36AMU abamayenm ma oeiamayenm He 3apeccmposani.

[HIIIMM TiAX0A0M 70 Teparlii € MpUrHideHHs curaansHoro nuisixy CD28 inribitopamu mTor.
VY Tii1 ke rpymi B HiioMy 13 maiieHTiB OTpUMYBaJH JIIKYBaHHS panaMilliHOM, 3 SKHUX 8 MoKa3aiu
XOpOIUIY KJIIHIYHY BiAMOBiAb. TYT TaK0oXk criocTepirajucs KIiHIYHI IepeBark pi3HUX CUCTEM OpraHiB
(mominieHHsl cruieHoMeranii, JiMdonponidepanii, enteponarii). OAUH Nalli€HT, SKUW TpuUiiMaB
JIKyBaHHS panaMillMHOM, IIOMep B pe3yibTati cencucy. Jlani mpo MiHIMalbHUI piBeHb IpenapaTy
panamilliH B CHPOBATIIiI KPOB1 OyJIM JOCTYITHI TUTBKH Y ABOX MaIi€HTIB (6-8 HI/MiI).

€ nani 8 mamientiB 3 gedinurom CTLA4 micist TpaHCIIaHTaIii CTOBOYPOBUX KIIITHH. 6/8
Naii€eHTiB OyJau KMB1 HA MOMEHT aHamii3y, y 50% mnamieHTiB po3BUHYJIACh XBOpPOOa «TpaHCILJIAaHTAT
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npotu rocriogapsi» (Sletter et al., 2016).

Hewmae naHux paHIOMi30BaHHMX, KOHTPOJIbOBAHMX Ta MPOCIIEKTUBHUX IOCIiKeHb. HasBHI
JaH1 MPOJIEMOHCTPYBAIHN Xopolry peakiiro Ha 3iuTi 6umku CTLA4 npu migTBepukeHoOMY aedinuTi
CTLA4, a xiiHIYHA BIAMOBIAL CIOCTEpirajgacs TaKOX Yy OUIBIIOCTI TAIli€EHTIB 3 paramiliHOM.
JlikyBaHHSI TAlLli€HTIB 3aBXIM MOBHHEH 3ale3nedyBaTH LEHTp imyHonedinuty. IIpocnekTuHi
JIOCJIIJDKEHHS 3 OUTBIIMMHU TPYIIaMH 1€ He TTPOJIEMOHCTPYBAIH, YA MOYKE Tepallis 3JTUTUMHU OlLIKaMu
CTLA4 abo panaminuHoM 3amoOiratu TpuBaiiil miMmdonpomnidepanii Ta ayTOIMyHHUM SIBHILAM B
YPa)KEHHX TaIli€HTIB.

c) Hedbimmr LRBA: nedinut LRBA (LPS-uyrtnuBuii 0exeBO-MOAIOHUN SIKIpHUN
MPOTEiH): ayTocCOMHO-penecuBHe ycmankyBanHs (Lopez-Herrera et al., 2012). Kpim nmaTonorigsoi
CXWJIBHOCTI 0 iH(QeKIii, KIiHIYHA KapTHHA B OCHOBHOMY XapaKTEPH3YETHhCS ayTOIMYHHOIO
IUTONEHI€10, JIIM(ompoidepaliiero Ta eHTepOnaTiAMi (XPOHIYHUMH 3aNaIbHUMH 3aXBOPIOBAaHHIMU
KUILIEYHHUKA). Y HaANOUIbIIOMYy KOTOpTHOMY nociijkenHi 7/17 (41%) migisranu peryispHOMY
3amimieHHo imyHornooysainom (Gamez-Diaz et al., 2016).

Beboro Oyno omucano 22 mamienta (Gamez-Diaz et al., 2016). ¥V nikyBaHHI Malli€HTIB
3acTOCOBYBaNHCS Pi3Hi imyHoxaenpecanTu (crepoinu 39%, MMF 22%, abarauent 15%, cupomimyc
11%, Oyneconin 11%). Hiskux ganux mpo KIJIiHIYHY BiAMIOBIAb HA TEpamilo HE OMyOIIKOBaHO, TOMY
3 1i€i CTaTTI He MOYKHA OTPUMATH BiAINOBIMHI pekomeHaamii. Lo et al. 3Moraum moGayuTH 3HAYHE
KJIIHIYHE TOJIMIIEHHS Y TPhOX HamieHTiB 3 nedimurom LRBA mix wac teparmii abaranentom y 2015
poui (Lo et al., 2015). Ha ocHOBi IbOTO CIIOCTEPEXKEHHS 1 MOAATBIIOT pOOOTH OyII0 MOKa3aHo, 10
LRBA Tako KOHTpOJIIOE TpaHCTIOpTyBaHHs Ta penupkyisinito CTLA4 Ha moBepxHi KIITHH. AZizi
et al. cocTepiranu KiIiHIYHE MOMIMIIEHHS EHTEPONnarTii y 4OTUPbOX MaiieHTiB 3 nedinutom LRBA B
pamKkax Tepariii 3 npenapatom cupoiimyc (Azizi et al., 2017). [ToBinomisitoTbes Aani 12 marmieHTiB i3
nedinurom LRBA micns Tpancrnanrtanii ctoBOypoBux kimiTuH (Seidel et al., 2018). 3 8 mamieHTis,
0 BUXWIM, 6 MokHa Oyno nikyBaTh 0e3 mojanbluoi iMyHocymnpecii. Hapasi >KOgHMX 4ITKHX
TEpaneBTUYHUX PEKOMEHAIliil He MO)KHA OTPUMATH 3 JOCTYMHUX AaHuX. JIIKyBaHHS TAIIEHTIB 3
nedinutom CTLA4 3aBxka1 MOBUHEH 3a0€3MeuyBaTH LIEHTP IMyHOAe(DILINTY.

Komenmap poobouoi zpynu: Poboua epyna esadxcac 00YitbHUM 6KIIOYUMU IHGOPpMAYito wooo
3aCmMOCy8aHHs 0esAKUX NIKAPCLKUX 3AC00i8 8 OKpeMUX KIIHIYHUX CUMYAYisX.

Cuponimyc:. [Iposeoeni OacamoyeHmpogi KuiHIUHI O0O0CHIOMNCEHHS, SKI NOKA3AIU BUCOKY
epexmusnicmo cuponimycy (Rapamycin) y xeopux na AJIIIC (12) Ileu npenapam 0ozsonsic
docseHymu HOpManizayii NOKa3HUKié Kposi edce npomseom 1-3 micayie 8i0 nouamky niKy8aHHs, d
yepes 6-18 micayie — noeHoi 8i0N06I0TI 3 OOCACHEHHAM MPUBAIUX PEMICIU, MONCIUBICMIO NOBHOL
BIOMIHU KOPMUKOCMEPOIOI8 ma NPAKmMuyHo GIOCYMHIMU ICMOMHUMU NOOIYHUMU epexmamu 610
mepanii. Ha menepiwnili uac nponoHyemvcs 3acmoco8y8amu CUPONIMYC K DAHHIO Mepaniio
(npenapam nepwtoi ninii) 01 NAYIEHMIB 13 XPOHIUHUMU ABMOLMYHHUMU YUMONEHIAMU, | 0COOIUBO
ons mux, xmo mae AJIIC (13) V nimepamypnux Odsicepenrax Haxonudewuti nNO3UMUSHUL O0CBIO
wWo003aCMOCY8AHHSL CUPOTLIMYCY Y Nayienmis, nouunawoyu 3 12-miciunozo 6IiKy, 6KIUauu sK i
oKpemi nyonikayii, mak i 3apeecmposani Kainiyni oocrioxcenns (Www.clinicaltrials.gov) (14-18)

Hebaocanoro anbmeprnamugoro 3acmocy8anus cuponimycy y 0anoi kamezopii nayicumie €
Kopmuxocmepoiou (wacmo Hedocmamuii egpekm, HeoOXiOHICMb NOCMIUHO20 NPULIOMY T BUPANCEHT
noobiuni eghexmu) ma yumocmamuxu (3HayHaimMyHocynpecis ma nobiuni ecpexmu). Kpim moeo, nuwe
Y 8UNAOKY3ACMOCY8AHHA CUPONIMycy 0)8 GIOMIYeHUll NOUMUBHUL egeKm Ha 3MeHUleHHs
aimehonponighepayii, maxuii Ax 3HAUHe 3MEHUEHHS 2eNaAMOCNIeHOMe2alii ma NiMpamuyHoi mKaHuHu
MG O2IOMK08020 KibYs, AKe Y MAKUX NAYIEHMIBHEPIOKO NPU3800UMsb 00 0OCMPYKMUBHO20 ANHOE.

FMF (cimeitna cepedozemnomopcoka nuxomanka). Pexomenoosana nouamxosa 003a
koaxiyuny npu FMF cmanosums <0,5—0,6 me/0env 0ns dimeil 00 4-x poKie scummsi (3a1edHcHo 8i0
003u mabiemox, sKi sukopucmosgyiomewvs), 0.9—1 me/0env — onsa dimei 4—12 pokie scumms ma 1-
1,2 me/denwv  ons Oimetl >12 poxis socumms ma oopociaux. Koaxiyun npusnauaemuscs nepopaibHo
WOOHSL | NPOMSA2OM YCbO2O JHCUmMmsi Ol NONEPEONHCeHHs. NPUCYNIE MaA aMiN0i003y BHYMPIUHIX
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opeanis. (19-21)

Y eunaoky pesucmenmnocmi 00 KOAXIYUHY MONCYMb OYMU 3ACMOCOBAHI IH2IOIMopuU
inmepneuxiny-1 y kombinayii' 3 KOIXIYuHOM.

Pospaxynok xaunaxinymaby 6aszyemocs Ha maci mina nayienma (nayiecumxu). Axkwo maca
mina < 40 ke, pekomenoosana 003a cmanosumov 2 me/ke KoxucHi 4 mudchi. [loza modxce 6Gymu
30ibutena 00 4 me/ke wo 4 mudicHi, AKWoO mepanesmudna 6ionosiob € Heoocmamuvoro. Ilpu maci
mina nonao 40 xe, pexomendosana 0o3a cmanosums 150 me wo 4 muoicni. Jloza moodce dymu
30inbuteroro 00 300 me wo 4 mudicHi, AKuwo mepanesmuyra 8i0N06I0b € HEOOCMAMHBOIO.

Pexomenoosana 0oza ons oimetl ma oopocaux, wo saxcams 50 ke i 6invwe cmanosums 100
me/Oenv (n/w yeedenns). Ilayienmam, wo seaxcamov menwe 50 ke pekomenHoyemovcs ysooumu 1-2
me/ke/Oenw. (22-24)

CAPS (kpionipun-acouitiosani nepioouuni cunopomu). /[o3a anaxinpu cmarnosums 8io -2
me/oenb 00 10 me/densb na oenv n/wi 0as ycix mpwvox Hozonociunux oounuyb CAPS. /s FCAS ooza
AHAKIHPU YBOOUMbCSL uwe 05 YCYHeHHs Hanaody (tioco 3ynunku). Ilpu cunopomi Makn-Bennca ma
CINCA/NOMID nayicumu nompebyroms wo0eHHO20 66e0eHHs anakinpu. 3a nompedu, y pasi
HeOOCMAamub020 KOHMPONIO 34 KIIHIYHOK CUMRMOMAMUKO MA  30epedceHHsM  3anaibHol
aKmueHOCmi y Kpogi, 003y aHaxinpu ciio nioguwumu 00 5, 8 desaxux eunaokax 0o 8-10 me/ke/006y.
1100i nio yac mpueanozo 1iKy8aHHA AHAKIHPOIO CNOCMEPIeAEMbCs 36UKAHHA 00 NPenapamy, momy
003y ocmaHubo20 nompioHo 30inburyeamu. /loza anakinpu 0nsa dopocaux nayieumis — 100 me/006y
(v eadickux 6unaokax 003y aHaKiHpu modcha 30ineurysamu 0o > 100 me/006y). [Ipunyun iv
3aCmocy8aanis y 00pOCauUx maxkuil dice, Ak y oimeul. Axkuo iocymuiil 0ocmamuiil mepanesmuyruil
ehexm Ha 86edenHs AHAKIHPU, NPOBOOAMb 1020 3MIHY HA KAHAKIHYMAO.

o3a kanakinymaby cmanogums 6i0 2 me/ke 1p/8 musicnis (y oimeit) abo 150 me Ip/8 muoichia
(v oopocaux). 3a neobxionocmi 003a Kanaxkinymaba modce 6ymu 30invuenoo 00 3-4 me/ke wo 4
muodicui y oimetl ma 0o 300 me wo 4 mudichi, 8iON08iOHO, Y OOPOCIUX.

Anaxinupa cxsanena 0o suxkopucmaunns 0aa nayienmis i3 CINCA/NOMID y CIIA ma ons ycix
nayieumis i3 CAPS y €eponi. Kanaxinymab cxseanenuti ona nixyeanus FCAS ma MWS y CLLIA ma
ons ycix nayienmis i3 CAPS y €sponi. (25-26)

MKD (0epiuum mesanonam-xinasu): Ineioimopu inmepietikiny-1 na oanuil yac € HauoOLILW
eghekmusHumu y iKy8anui deghiyumy mesanionam-xkinasu. /loza anaxinpu cmanosums 6io 1-2 me/xe
Ha OeHb N/ul HA MOMEHM NOYamKy JIKY8aHHs. 3a HeoOXiHOcmi 003a npenapamy HOCMYNO
30ibUyeEMbCs i3 yacom 00 5-8 me/ke/006y. 3azsuyaii, npu MKD/HIDS ysooumu anaxinpy ciio auuie
npu amaxkax 3axeopro8anHs 6i0 I1-2o 0o 5-mu esedensv (8i0 1 00 5 0i6) 3anexncHo 8i0 KIIHIUHOT
cumyayii. Tpannaiomvcs 6unaoku, KOIu aHaxKinpy cio Y80OUmMu WoOeHHO 3ad MAHCKO20 eHomuny
saxeoprosanns. Kanaxinyma6. Axkuo maca mina < 40 ke, pekoMeHO08aHa 003 CMAHOBUMb 2 Me/Ke
KOJ#CHI 4 mudicni. Joza mooice 6ymu 30inbuiena 00 4 me/ke wo 4 muodicHi, AKWO mepanesmudna
8i0n06i0b € Hedocmamuwvoio. Ipu maci mina nonao 40 ke, pekomerndosana 0oza cmarosums 150 me
wo 4 muoicni. Jloza mooxce oymu 36invuienoro 0o 300 me wo 4 mudicHi, AKWO mepanesmuiHa
8I0N0BI0b € HEOOCMAMHBOIO.

AHxwo siocymuit docmamuitl. mepanesmuyHuii egpekm Ha 6eedenHs Onokamopie IJI-1
(anaxinpa ma xkamaxinymab), mo npoeoosme 3MiHy Ha emanepyenm (oaoxamop DHII). Joza
emanepyenmy cmanosums 0,5-1 me/xe Ip/musicoens. Ilpunyun 66edenns emanepyenmy maxutl Jice,
sk [ sedennsi onokamopis L/I-1. (22, 23, 28)

TRAPS (nepioouunuii cunopom acouiiio6aHuil 3 peuenmopom (axmopy HeKpo3y nyxXJjiuH).
Jloza anaxinpu cmanosumo 6i0 0,5 me/ke 00 2 me/xe Ha Oerb n/ut Ha MOMEHM NOYAMKY JIKYB8AHHL.
AHaKiHpa 3acmoco8yemvpcs nid 4ac amax 3axeoploéants abo wjooeHHo 3a Heobxionicmio. Ii dosa
Mmoouce bymu 30invuena 0o 8 me/ke/000y (0o 150 me y dopocnux). 3a neeghexmuernocmi niKysanHs ma
3a1eXHCHO IO Moeo, AKULl npenapam Oy8 NPU3HAYeHUll nepuium, npoeoosimy 3MIHY Npenapamie:
AHAKIHpU YU KaHaKiHymaoOy Ha emanepyenm abo Hasnaxu. Pospaxynox kanaxinyma6y 6azyemucs na
maci mina nayiecuma (nayieumxu). Axkwo maca mina < 40 ke, pekomeH006ana 003a CMaHo8ums 2
Mme/ke koI 4 muoichi. Jloza modwce 6ymu 30inbuena 0o 4 me/ke wo 4 mudichi, AKuwo mepanesmudna
8i0n06i0b € Hedocmamuwvoro. IIpu maci mina nonao 40 ke, pekomernoosana doza cmarosums 150 me
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wo 4 muowcni. Josa mooce dymu 30invuenoro 0o 300 me wo 4 mudicui, AKWO mepaneemuyHa
8i0n06i0b € Hedocmamuwvoro. /loza emanepyenmy cmanosums 0,5-1 me/ke 1p/mudwcoens. [Ipunyun
66€0eHHs emaHepyenmy maxuii dce, 5K i 66edeHHs onokamopis 1J1-1.

3.1: Honmanbmii 3axonu - [Ipotuindexuiiina Teparmis:

KoHTposiboBaHi  KJIiHIYHI  JOCTIPKEHHS CTOCOBHO MNPOTHIH(EKIIHHOT Tepamii Ta
npo(UTAKTUKH MPU CUHAPOMAaxX Ne(dIilUTy aHTHTUIT HE MPOBOMIINCE. PeKkoMeHaaIlii mpeIcTaBiIstoTh
JIYMKH €KCIIEPTIB Ta JOCBiI, OTpUMaHUH 3 pEKOMEH 1Al 11010 aHTHIH(EKIIHHOI Teparii MalieHTiB
3 IHIIUMU BUAAMH IMYHOJIE(DILIUTY.

[Torounuil ekciepTHUN BUCHOBOK 1€ KOHCEHCYCHOI I'pPyNHU IOJIATa€ B TOMY, L0 HEraiHa
eMITipUYHa aHTUMIKpOOHA Teparis BaXKJIMBIIIA, HIXXK aHTUMIKpOOHA XiMionpodilaKkTHKa.

Skmo € mimo3pa Ha iHeKIio, 1HEKIIHHO-CEPOTOTIYHNN IarHO3 Yepe3 0OMEXEHICTh a0o
BIJICYTHICTb BUPOOJICHHS BJIACHMX AHTHTIJ y MAIi€HTIB. 3a MOXKIMBOCTI CIIiJi BUKOPUCTOBYBATH
KYJBTYpHI 200 MOJIEKYJIIpHO-010JI0T14YHI MpoLecH. 3 Ti€l )K NPUYUHH, AyTOIMYHHI SIBUILA HE MOKHA
BUKJIIOYHTH Y 0aratb0X BHUIIaKaX, BUKOPUCTOBYIOUH JIIarHOCTUKY ayTOAHTHTIJI.

VY pasi 3axBoproBaHb 13 JAePIIUTOM aHTUTUI 3 JOJATKOBHUM OOMEXEHHSM KIITHHHOTO
imynitery (Hampukian, KIJI, TII'M mpu myrtamii 8 CD40 (L)) € mokaszaHHa uis MOCTIHHOT
aHTHO10TUKOMPO(]ITAKTUKY TPOTH YMOBHO-TIaTOreHHUX 3aco0iB (Levy et al., 1997). 3a ananoriero 3
naiientamu 3 BIJI Taka mnpodinakTika pekoMeHAyeTbcs MpH 3actocyBanHi TPM/SMX 3
pasu/TIKACHD 13 3HaYeHHAMH KiIiTHH CD4 + <200/0.11 Ta < 15% pexomennoBanux giMpormris. [lani
3 @pan1ii cBiIuaTh MPO BXKIUBICTh HaiBHUX KMTHH CD4+-, 3HmKeHHS akuX 10 <20/0.1 TaKOXK €
HiBUIIEHUM PHU3UKOM BHHHMKHEHHS ONOpTyHicTHYHUX iH(ekmii (Bertinchamp et al., 2016).
Pexomenpanii ¢paniy3skoro HaiioHanbHOTO JOBIAKOBOTO LIEHTPY 3 MEPBUHHUX IMYyHOAE(IIUTIB
(CEREDIH) Takox pekoMeHayoTh BukopuctoByBatd TMP/SMX 3 pasu/TrxaeHs 1Jis MAIi€HTiB 3
curapomom I'imep-IgM (Aguilar et al., 2014).

VYV mnamientiB 3 arammariioOyniHemiero abo 3BIJ] 1 crifikumu dactumu iHQEKIISIMHU, K1
OTPUMYIOTh 3aMICHY Teparito iMyHorio0yniHoM 3 piBHAMEU [gG> 10r/n (mpu arammario0yniHemii)
a6o > 8r/n (npu 3BI/]), monenue BBenenns TMP/SMX moxke po3risiiaTucst 3rifHO 3 THMUA CAMUMH
¢dpany3skumMu pekomenanisimu (Aguilar et al., 2014). 3Buuaiina 103a MOBMHHA CTAaHOBUTH 6-8
MI/KI Macu Tila, pO3JUIeHa Ha JaBa A000BI mnpuilomMu. AHTIIiNcbka Mepexa NEepBUHHOIO
imynozeginuty Cnonyueroro Kopomniscra (UK-PIN) Takox pekoMeHaye npodiIakTHYHY Tepario
aHTUOIOTMKaMU TIPU MEPCUCTYIOUYMX 1H(MEKIsX, HEe3BaKalOYd Ha aJeKBaTHE 3aMIIIEHHS
imyHornmooyminom  (http://www.ukpin.org.uk/standards.htm). Octanni gocTymHi peKoMeHarlii
Hapasl neperasgarThCs.

OO0OB'I3KOBOI0  YMOBOIO /Il  TOYATKy aHTHUOIOTMKONPOQIIAKTUKA Mae OyTH YITKO
3a/I0KyMEHTOBaHE BUSBICHHS pEeLUANBYIOUO0] OaKTepianbHOI 1H(pEeKIii.

Takosx BiJICYTHI paH/I0Mi30BaH1 KJIiHIYHI JOCTIIPKEHHS MAII€HTIB 3 TOPYHIIEHHAMU AedinuTy
AQHTHUTUI CTOCOBHO 3aCTOCYBaHHsSI aHTUOIOTHUKIB B rocTpiil ¢asi iHdekuii. [TamienT 3 cuapomMamu
ne(iuTy aHTUTLI TOBUHHI JIIKYBAaTHCS HETaHO 3a Mi103pH Ha 1H(EKIIiI0 B 3aI€KHOCTI BiJl KJIIHIYHOT
cuTyalli (TSXKKICTh, JOKaJi3alis 1HEeKIii, BiloMa nepcucTeniis 30yqauka). Lle 3a3Buuail Bkiitouae
Teparnio aHTUOIOTUKAMU, SKa BUSBIISIE CPENMOKOKO8Y NHE8MOHII0 1 ceMoghinbHy bakmepito , ajne
TaK0X MOXKE BKJIIOYATH MPOTUBIPYCHY, IPOTUTPUOKOBY ab0 MpOTHUIApa3UTapHy TEpario 3alekKHO
BiJI KJIIHIYHOT KapTHHH Ta iH(dopMaIlii mpo nonepeani iHdexuii Ta 30ynuuku inpexuii. JIerki indexmii
HEe TOTpeOyIOTh HETaHOi Tepamii aHTHOIOTHKaMH. 3aBXKIu HEOOXiTHO PO3TIIANATH JIOJATKOBI
71a0opaToOpHi OOCTEXKEHHS Ta MiKpOO10JIOTIYHY JiarHOCTUKY 30y aHuKa. Ciil BpaXOBYyBaTH BTOPUHHY
npodiIaKTUKY TpU PEeUUAMBYIOUMX 1H(QEKIIAX 3 1JEHTUYHUMHU 30yAHMKaMHU (IIE€PCUCTEHIIIS
30yIHHUKA 3 KJIIHIYHUMH pELIMIMBAMH ), HE3BaXKAIOUM Ha aJeKBaTHE 3aMillleHHs IMyHOTJI00yIiHOM. Y
[IbOMY BHUIIQJKy HEOOXIHO MPOKOHCYJIBTYBAaTHUCA 3 JiKapeM-1HQEKIIIOHICTOM, a IepeBaru Ciij
3Ba)XyBaTH OKPEMO B IOPIBHAHHI 3 HENOJIKaMU (PO3BUTOK PE3UCTEHTHOCTI, MOOIYHi edeKTH,
BUTPATH) B iHIUBITyAIbHOMY TIOPSJIKY.

Indopmariito mpo 3acTocyBaHHS aHTUOIOTUKONMPO(DINAKTUKK Yy TALi€HTIB 3 KIIHIYHO
3HAYUMHM OpPOHXOCKTATHYHHM 3aXBOPIOBAHHSM Ta YaCTUMH 3aroCTPEHHSMH IUBITHCA B Po3mimi
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2.2a.

KJIIOYOBA PEKOMEHJALIA 17a:

Skimo npu TEepBUHHOMY CHHApPOMI AeIlUTY aHTHTLI, HE3BaXKAlOUW HaA 3aMICHY Teparriio
iMmyHOrIIOOYNNiHAMH, € OakTepialbHi 1HQEKIIl, ClIiJ TPOBOJUTH TPUBALY aHTUMIKPOOHY Tepamilo.
HeoOxiaHO BUSIBIATH NMAaTOTE€HU 3 BU3HAYCHHSIM PE3UCTEHTHOCTI. SIK MpaBuiio, BU3HAYEHHS aHTUTLI
JUTSI TIATHOCTUKHY 30yTHUKA MTPOBOJUTH HEJOILIBHO.

KoHceHncyc excnepTiB: MOBHHI KOHCEHCYC

KJIIOYOBA PEKOMEHJIALISA 17b:

Jis mari€eHTiB 3 KIHIYHO 3HAYYIIMMHU OpPOHXOEKTa3aMHU Ta YaCTUMH 3arOCTPEHHSIMH, HE3BAKAIOUH
Ha a/ICKBaTHY 3aMiCHY IMyHOTJIOOYJIiHOBY Tepariio, MOKHA PO3IJIIHYTH JOAATKOBY Oe3lepepBHY
AHTUMIKPOOHY Tepariro.

PiBenb noka3sy: 3; PiBenb pexomenaanii: O (IOBHHH KOHCEHCYC)

Komenmap pooouoi zpynu: Anmumixpobna npoghinakmuka HaA Cb020OHI € OCHOBHUM
MemoOoM KOHMPOJO HAO IHQeKYitiHuM cuHOpomom npu dediyumax cucmemu ghazoyumosy. Bubip
NEepPesaN’iCHo20 aHmMuOIiOMUKa BUHAYAEMbC YYMAUBICMIO 00 HUX NPOBIOHUX 30VOHUKIE, 00 SKUX
niOBUEHa CXUIbHICb npu mitl 4y iHwiti Ho3on02iunitl ghopmi I/ Ockinbku HatlOiIbW AKMYANbHUM
30y0HuUKOM 0n yiei epynu imynoOegpiyumie € S. aureus, mo npenapamom e6ubopy O
AHMUOIOMUKONPOPINAKMUKY €  MPUMEMONPUM-CYTbDAMEMOKCA30l 6 0031 5 me/ke/0ob6y no
MPUMEMONPUMY WOOEHHO. ATbMepHAMUBHOIO CXEMOI0 MOdice OYMU NPOPINAKMUKa a3umpomMiyuHom
no anvmepnytouitl cxemi (10 me/ke 1 paz na muswcoens abo 10 me/ke/Oenv npomszom 3 OHi8 3
nepepeoro 11 onig). Takoo Moxcyms NpUsHA4amMUCs iHWi npenapamu 3 ypaxy8auHsam 4ymaueocmi
sudinenux 30youuxis. Ilpomucpubrosi npenapamu 3 J1iKy8aibHOKW 1 NPOPDIIAKMUYHOW MemOio
3aCmMOoCco8YIOMbCsl NPU 6CIX YOPMAX WKIPHO-CIU308020 KaHOUO03Y.(29) Inmencusna anmumikpobna
ma npomucpudkosa mepanisa i npoghiraxmuxa (Ko-mpumoKcaszon, impaKoHa3on) HALeiHcamv 00
OCHOBHUX NPUHYUNI6 mepanii XpoHIUHOI epanyiemamo3noi xeopoou. I[Ipoeedeni npocnekmusHi
panoomizosani niayeb6o-koHmponvosani oocniodcenusn (1990, 2003) oOoegeru egexmusHicmo
npoghinakmuky KO-mMpUMOKCA3010M ma IimpakoHazoniom y nayienmie i3 XIX. 30iticnenns
npoinakmuKky Ko-mpumoKcazonom 0ae 3MO02y CYMMEBO 3HUBUMU YACMOm) OaKmepianbHux
iHheKyil, cnpuyuHenux Haunowupenimumu 30yonuxamu, y nayienmie iz XI'X, a npoginakmuune
3aCMOCY8aHHs IMPAKOHA30Y — 3MEHWUmMU KilbKicms 2epubkosux ingexyin. Kompumoxcazon
NPUBHAYAOMb WOOEHHO 8 0031 5 Me/Ke Ha 000y 6 2 nputiManhs, OJisl NOKPAWAHHS NPUXUTLHOCE 00
npoginakmuku — 00HOPA3080 Ha 000Yy. YV nepiod 3acmocy8aHHs KO-MPUMOKCA3OLY 3 Memoio
npoghinakmuku y xeopux i3 XI'X ne euseneHo Hi nioguujeHHs 4acmomu cpubKkosux iHgexyi, Hi
CYmmeso2o 6nau8y Ha baxkmepiaivHy (uopy KuuleuHuka. 3a HaseHocmi anepeii Ha cyrbghaninamiou
SK ANbMEPHAMUBHI NPEnapamu MOXCyms 0ymu 6UKOPUCMAHI HANIGCUHMEMUYHT NeHIYULIHU, CIIUKI
00 bema-naxmamas (AMOKCUYUTIH/KIABYIAHO8A KUCIOMA, OUKTIOKCAYUTIH), OpATbHi Yeghanocnopunu
(yeghanexcun), pmopxinononu.

Taoicki ingpexyii, aKi cmanosiame 3a2po3y O HCUmMms NAYIEHMA, MOACYMb SUHUKAMU )
xeopux i3 XI'X, Hasimv AKWO KIIHIYHUL CMAH MPUBAIUL YAC 3ATUMAEMbCA cmadinbHum. Tasxicki
2pubOKo8i IHpexyii Modcyms po3eusamucs 0e3CUMNMOMHO a0 3 MIHIMATbHUMU NOYAMKOBUMU
KAiniyHumu nposasamu. Lle nompedye xoumponio sa ILIOE ma C-peaxmugnum npomeiHom O
BUSABNIEHHS KPUNMO2eHHUX iHGhekyill. Baxcausuii eman — 6axmepiono2iuna 0iaeHOCMUKA, OCKIIbKU
iHhexyii moxcymov Oymu cnpuyuneni baxmepiamu, y momy uucii mikobaxmepiamu, Nocardia ma
epubkamu. Y paszi po3eumky NHEGMOHill npenapamamu uOopy € GHYMPIUHbO8EHHUL KO-
MPUMOKCA301 Y KOMOIHayii 3 @mopXiHonioHamu abo MeponeHemMom, a MAKo#C 6O0PUKOHA3OIL.
Cmaginokokogi nHe6MOHII He BUHUKAIOMb V XBOPUX, SAKI OmMpuMyloms NpoQpiiaKmuxy
KOMPUMOKCA30JIOM, alle MONCIUBULL PO36UMOK abCyecié Newinku ma eHIUHUX Jaimpadenimis.
Hexpomusyrouuii nimgpadenim y xeopux iz XI'X modrce 6ymu cnpuduuHenuti Hewjo0asHo 8i0KpUmoro
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bakmepieto — epamnecamusoro naiuuxoro Granulibacter bethesdensis. (30, 31) Panns diaenocmuxa
ma IHmeHCUeHa mepanis O6akxmepianvHux i epudKosux iHgexyit, aHmumikpobrna npogiraxmuxa
daroms 3M02y NOKpawumu AKicmv 1 nodosxcumu xcumms xeopux i3 XI'X. V nayienmis i3
CPAHYIEMAMOZHUMU OOCMPYKIMUBHUMU YPAICEHHAMU MPAGHO20 MPAKmMy ma cedo80i i cmamegoi
cucmemu 8 OLIbWOCMI BUNAOKIE eeKmueHa IHMEHCUBHA GHYMPIUHLOBEHHA AHMUMIKDOOHA
mepanis. Ilpomuzananona mepania. Ilpenapamamu 6ubopy 6 JNIKY8aHHI 0OCMPYKMUBHUX
CPAMYIeMAMO3HUX  YPANCEHb J1e2eHb, KUWEeYHUKa abo Ce408UOINbHUX WLIAXIB, 0coOIUuBo 3a
8I0CYMHOCMI 03HAK AKMUBHO20 IHpeKyiliHo20 npoyecy, € Kopmukocmepoiou. [Ipeonizonown y 003i 1
Me/Ke Npu3Hauarms 00 NOBHO2O0 YCYHEHHs NPOAGI& 0OCMPYKYIi 3 NOCMYNOBUM 3HUNCEHHAM 003U
npomseom 4—6 mudwc. 3a Has6HOCMI CMIUKUX NPOsABI6 0OCMPYKYIi, peyuousie 0OCMPYKMUBHUX
2PAMYIEMAMOZHUX YPAHCEHb MONCTUBE NOCMILIHE 3ACMOCYBAHHS KOPIMUKOCMEPOiOi8 Y HUZLKUX 003aX
WOOEHHO abo 8 AlbMePHYIOUOM) PEAHCUMA.

Ipoghinakxmuka ineasueno2o acnepinbo3y idicpac YeHMpaibHy poib NPU JiKY8anHi dimetl 3
XPOHIUHOW 2PAHYIEeMAMO3HOI0 X80pOOOK Ma NOJNAAE ) 3MEeHUleHHI 8NAU8Y NIICHAGUX 2pubig y
HABKONUWHbOMY Cepedo8uyi ma y npoiiakmuiHoMy 3aCmocy8anti NPOMuepubKos8uUx npenapamis.
Bucoxka uwacmoma ineasueénux Miko3i68 npu XpOHIYHIU 2paHylemamosHii xeopobi (55,5%)
8UNPABIOBYE 3ACMOCYBAHHA NEPBUHHOI npomuzpubdkoseoi ximionpoginakmuku [39]. Byno nokaszano,
wo npo@inakmuxa impaKkoHazoi0M 3HAYHO 3HUNCYE YACMOMY PO3BUMKY IHBA3UBHO2O0 2PUOKOBO2O
3aX60pPIO6AHHS Y NAYIEHMIE 3 XPOHIUHOIO 2PAHYIeMAMO3HOI X80poboio, i maka npogirakmuxa €
pexomenoosarnoio (A-11). Iputinamuoro arvmepuamueoro € nosakonazon (A-111). 3acmocysanus
npoQinaKkmuuHo2o0  PeKOMOIHAHMHO20  JH0OOCHKO20 — IHMEPPHEPOHY-2aMMa  CYNPOBOOAHCYBALOCS
BHUICEHHAM PU3UKY NOS8U MAICKUX [H@eKyil (sKmoyaiouu epudkosi ingexyii) npu Xpouiumil
epanynemamosnitl xeopobi na 70% [1], npome ooyinvuicms 11020 BUKOPUCMAHHS OJis1 CMAHOAPMHOT
npoghinaxmuKkuy 3a1umaemscs cynepednusorno [1].

Pexomenoayii  cmocosno  nikyeanns nepwioi  niHii 011 nayieHmié 3  XPOHIUHOIO
2PAHYNIEMAMO3HOI0 X80POOOI0 MA THBA3UBHUM ACNEP2iibo30M 0YN0 3p00OAeHO Ha NiOCmasi OaHux,
ompumManux 0Ona Oimeu 3 2eMamoN02IYHUMU 3M0AKICHUMU 3AX80PIOBAHHAMU, OCKIIbKU IHCOOHUX
00CNI0HCEHb 0151 NAYIEHMIB 3 XPOHIUHOIW SPAHYIeMAMO3HOI0 X80po0Ool0 He Oy10 nposedero. Kpiv
mozo, 6YN10 8paX08aHO YHIKAIbHY enioemioNoziio iH8A3UBHO20 ACNEP2iibo3y Y X6OPUX HA XPOHIUHY
2PaHYIeMamosty xeopooy, siKa xapakmepuzyemocs nossoio A. nidulans, yacmo pesucmenmno2o 0o
ampomepuyuny B. Bcmanoenenns npuuuHno2o azeHma npu oiaeHocmuyi y yiti KOHKpemHil epyni
nayienmieé € Ha038UYAUHO BANCIUBUM, OCKIIbKU Y YUX NAYIEHMIE Hacmiue 3YCmpiuaromucs
He3guuatiti euou Aspergillus 3 pisnum npoginem yymausocmi nopieHAHO 3 NAYIEHMAMU THUUX SPYN.
3acanom, makum nayienmam jnezuie nPOBOOUMU IHBA3UBHI OIACHOCMUYHI NPOYeOypU NOPIGHAHO 3
0imbMU. 3 OCHOBHUMU 2eMAMON0IYHUMU 3NI0AKICHUMU 3axeoproeaHuamu. byno noxazawno, wo
NO3aKOHA30]l € be3neyHuM ma eqheKmueHuUM 3aco60oM 0715l NAYIEHMIB 3 XPOHIUHOIO 2PAHYIEMAMO3HOIO
X80pobo ma pehpakmepHum IHEA3UBHUM ACNEP2iIbO30M, MAE BUCOKY axmuenicms npomu A.
fumigatus ma A. nidulans i mooice 6ymu obrpynmosanor anvmepHamugorw (besz xamezopusayii
pexomernoayii). (32)

3.2: lllennenns:

[TpodinakTUyHi MIETUICHHS € BAKJIMBUM NPOPUIAKTHYHUM 3aXO0J0OM JJIs TAIiEHTIB 3
nediuuToM aHTUTUL. Y pasi aramarioOyiiHeMmii Ta rirmoraMMaryiooymiHemil y pasi BiACYTHOCTI
BI/IMIOBI/Ii HA BaKLIIMHY TaKy IPOTAIMHY Y 3aXUCTI HEOOX1THO YCYHYTH LUIIXOM PEryJIsIpHOi 3aMiCHOT
Tepamii IMyHOTJ00yJMiHOM. 3riIHO 3 BHUMOTaMHM 3aKOHOJABCTBAa BHUPOOHUKH IMYHOIJIOOYNIHIB B
€BpoI1i TOBUHHI BKa3yBaTH BMICT KJIIHIYHO BiINOBIIHUX cnenudiyHux antutin 1o C. ougpmepii, H.
epuny muny B, S. nneemonii, S. niozenie , renatutis A 1 B, LIMB, B3B, kpacuyxu, kopy, mapBoBipycy
B19 i Bipycy momiomienity 1 tumy (European Directorateforthe Quality of Medicines and Health
Care. Human normal immunoglobulin for intravenous administration. 6th ed). Ognak Tepmin
«KJITHIYHO 3HAYUMHI BMICT» HE BU3HAYAETHCS SIK YiTKA iH(pOpMAIlist TPO KOHLIEHTPAILIIIO.

VY pi3HUX 30yIHUKIB MOYKHA MPUITYCTUTH JOCTATHIO KOHIICHTPAIIIIO CHIEU()IYHUX aHTUTLI B
pe3yibTarti npouecy BUpoOiaeHHs (iMyHOra00y i >1000 pi3HUX 370pOBUX JOHOPIB B CYKYITHOCTI),
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MOYKHA MPUITYCTUTH JOCTaTHIO KOHIIGHTPALIIO CHeUn(IYHUX aHTHUTLI, HaBITh SKIO BOHU YITKO HE
BuMiprotoThes (Lejtenyl & Mazer, 2008). 3axuchi noka3Huku npoTtu renatuTiB A 1 B (Farcet et al.,
2010; Lee et al., 2016), xoxmromry (Adam & Church, 2015), a Takox npagiis, B3B i mHEBMOKOKIB B
npenaparax IgG (Nobre et al.,, 2014; Knutsen et al., 2015). OgHak y IesKuxX BHUIAIKaX
CHOCTepiraiancs 3Ha4Hi KOJMBaHHA KOHLEHTpaIiil y pisHux naprtisx (Nobre et al., 2014), i peakuis
Ha Pi3HI MEHIHTOKOKOBI CEpOTHUIIN OyJa HEOTHOP1THOO.

ToMy mpemapaTé iMyHOTJIOOYIiHY HE 3a0€3MeuyroTh HAIIHHOTO 3aXHCTY BiJ MATOTCHIB i3
HU3BKOIO YaCTOTOIO BaKIIMHAIII1 /a00 IPUPOAHOIO IMYHI3aIlI€r0, HAPUKIIA, TPH BUITAIKaX MEHIHTITY
(Seidel et al., 2010; Goldacker et al., 2014) a60 HU3BKOIO MOIIMPEHICTIO 3aXBOPIOBAHb, HATIPUKJIAI,
MeHIHrokoky (Lear et al., 2006) abo BHacCiJOK MiHJIMBOCTI 30yIHUKA, TAKOTO SIK rpun (van Assen et
al., 2010; Hanitsch et al., 2016; Gardulf et al., 2018).

Jlnst okpeMHuX peKOMEHAIIN MU IMOCUIIAEMOCH Ha HEI0IaBHO OMYyOJIiKOBaHY 1HCTPYKIIIO 3
3aCTOCYBaHHS IIETUICHB NP MEPBUHHUX iMyHOAediUTax, pekoMeH1oBany [locTiiHUM KOMITETOM 3
BakiuHaliil (STIKO) (Bundesgesundheitsbl 2018 ¢ 61:1034-1051).

MosknuBa JT01aTKOBAa KOPHUCTh BiJl BaKIIMHAIIT MPOTH TernaTtuTiB A i B, xoua HEOOXiTHICTh
00yMoOBITIO€THCS BHIe3a3HaueHUM. Jlani He € 6e3nepeunumiu (Farcet et al., 2010; Lee et al., 2016).
VY 11bOMY KOHTEKCTI MH TaKO3K IIOCUIIA€EMOCSI Ha 1HIII HallloHaIbHI pekoMmeHanii (Shearer et al., 2013;
Rubin et al., 2014; Aguilar et al., 2014, Sobh & Bonilla; 2016).

3 metoto npodinakTuky noBTopHoi aktuBaiii B3B, «STIKO» pekoMeHye BUKOPUCTOBYBATH
BaKIMHY ITPOTH OTIEPi3yI0UOT0 JIMIIAI0 Y IKOCTI CTaHAapTHOT BaKIMHAILIIT 1715 010 BikoM Bif 60 pokiB
1 cTapuie abo 117151 0ci0 3 BpoIKeHO a00 Ha0yTOIO CIa0KICTIO IMyHHOT crcTeMu BikoM Bix 50 pokiB
i crapme. Crmin 3a3Ha4YWTH, IO 3aCTOCYBaHHS Yy HamieHTiB Moiomme 50 pOKiB BBaXKA€THCS
BUKOPUCTAHHSM «I1032 ITOKa3aHHIMU.

3.3: Pecnipatropna teparnis/®iziorepamnis/[aransruBHa Teparris:

Jloxa3zoBa pekoMeHailis mo0 ¢Gi310TepaneBTUUHNUX 3aX0/11B HEMOXKIIMBA Yepe3 BIJCYTHICTh
KIIIHIYHUX JIOCHIIKEeHb Y Malli€HTiB 3 iMyHonedinuToM. OHaK iCHYE BeJIHKa KiITbKICTh TOCTI)KEeHb,
SK1 BUBYAJIM BIUIMB IIMX 3aX0/1B Ha MPOTPECYBAHHS XPOHIYHOTO YPa)KE€HHS JIET€HIB /OpPOHXOEKTa31B
Ha TJII IHIIMX OCHOBHMX 3aXBOpPIOBaHb. TyT OYyJI0 MPOBEACHO JiTepaTypHe nociimkeHHs Himenbkoi
acouianii 3 ¢iziorepanii (ZVK) 3 Harogu nepmoro BuaanHa KepiBuuura «Tepamisi nepBUHHUX
curapoMiB aedimury antutiny (Physiotherapeuten/, e.V., & Kompetenzzentrum Wissenschaft,
2011). Icayroui BIATYKM 1 KJIIHIYHI JTOCIIPKEHHS OYJM y3araJlbHEHI 1 OLIHEHI B OCHOBHOMY JJIst
¢bi3n4HOT Tepaii NaIieHTiB 3 MyKOBICIII030M.

VY pexomenpanisx ERS (€Bpomnelicbkoro pecmnipaTOpHOr0 TOBapUCTBA) LIOJO JIIKYBaHHS
OponxoekrasiB 'y gopocnux (Polverino et al., 2017) pekoMeHIOBaHO 3aCTOCYBAaTH AMXaIbHY
¢i3ioTeparnito AJs Mali€HTIB 3 XPOHIUHUM MPOJYKTUBHUM KalllIeM Ta/a0o0 Malll€HTIB 3 yTPyIHEHUM
BIJIXapKyBaHHSAM 3 METOIO MOJIMIIEHHS OYMIICHHS JUXAIbHUX HUIIXIB. Y pAal CUCTeMaTHMYHHUX
OTJISAIB 1 KIIHIYHUX JOCHIIPKeHb Oyfia MPOJEMOHCTPOBAHA KOPHUCTh PETYJSPHOI JIEreHEeBOi
peabimiTamii s 31aTHOCTI (i3MYHOTO HABAaHTAKEHHS, TaK IO I 3aXOAd TOBUHHI OyTH
3aIpoNoOHOBaHi BeiM martieHnTam i3 3aaunikoro (Lee A.L., et al., 2014; Zanini et al., 2015; Lee A.L, et
al., 2016; Polverino et al., 2017).

Y pexomenpauiix ~BTS  (bputaHcbkoro  TOpakaJbHOrO  TOBApUCTBA)  I110JI0
OpOHXOEKTaTHYHUX 3aXBOPIOBaHb 0€3 MYKOBICHHI03Y PEKOMEHIYIOTHCS MOJATKOBI 3aXOJH IS
JUTeH 1 10pOCinX, Takl K CreliaibHl AUXallbHI TeXHIKH, (KoauBanbHa) Teparisa [ITB (mo3utusHOrO
TUCKY Ha BHMJUXY), NMOCTYpaJIbHUN JpeHax 1 (OpcoBaHI METOAM BHUIUXY, a TAKOXK ayTOTCHHHMH
npenax (Pasteur et al., 2010).

3acTocyBaHHA OpOHXOJITHUHUX IHTAJALIN TpuBajoi Iii CIliJi peKOMEHIYBaTH, 30KpeMma,
namieHTaM 3 (YHKIIIOHAJIBHO JTOBEIECHOK OpOHXO0OOCTPYKINEI ab0 marieHTaM i3 3aJUIIKOI0 TPH
¢i3uyHOMY HaBaHTaXCHHI. BUKOpUCTaHHA OpPOHXOJITMYHHX IHTAIATOPIB  KOPOTKOi  mii
PEKOMEHIIYEThCSl TIepel] pecmipaTopHOiO (dizioTepamielo Ta TMepes IHTASIIHHOK Teparni€ero
CEKPEeTOi3y (3 TiMepcoIbOBUM PO3YHMHOM). 3aBISKH Kpalliil eeKTUBHOCTI OyIb-sKi IHTaJIAIIiiHI
aHTUOI0TUKY CJi MPU3HAYATH TITLKH ICIISI IIBOTO.
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PyrunHe 3acTocyBaHHS OpOHXOJITHMKIB Yy MAIli€HTIB, IO HE MalOTh CHUMIOTOMIB, He
PEKOMEHIYETHCSL.

KJIIOYOBA PEKOMEHJIAIIA 18a:

Pecnipatopny ¢i3ziorepamnito ciig po3NOYMHATH 3apaHHA INPH OpPOHXOEKTATHUYHIN XBOpOOi i3
3aTPUMKOIO CEKpeii.

KonceHcyc ekcniepTiB: MOBHUIT KOHCEHCYC

KJIIOUOBA PEKOMEHJAIIA 18b:

JlikyBanbHa (i3KynbTypa, Mpu HEoOXiAHOCTI. JlereHeBi BUIM CHOPTY CIiJ TPOTOHYBaTH BCIM
naiieHTam 3 OpOHXOCKTATUYHUMH 3aXBOPIOBAHHSMH Ta YTPYJAHCHHSIM TUXaHHS.

PiBennb nokasiB: 1; PiBenb pekoMenaauii: A (IOBHUI KOHCEHCYC)

3.4: Iloganpini DiATPUMYIOU1 3aX0/IH:

XBopoba, 00yMOBJIeHa MEPBUHHUM IMYHOJE(IIUTOM, PUHOCUTD 13 CO00I0 OaraTo 3MiH i,
HE3Ba)KAIOUM Ha 3HAYHI TEPaNeBTUYHI 3aX0JIU, PI3HUMHU CIOCOOAMH MOX€e MPU3BECTH 10 3HUKEHHS
SAKOCT1 XKHUTTA. ICHye 0e3Iiy JOCTiKEeHb CTOCOBHO JIiT€H Ta JOPOCIHX MAIli€HTIB 3 TIEPBUHHUMHU
iMyHOZEepIUTaMH, 10 JEMOHCTPYIOTh oOMexeHHs sikocTi *)uTTs (Gardulf et al., 2004 & 2007;
Howard et al., 2006; Nicolay et al., 2006; Fasth & Nystrom 2008; Soresina et al., 2009; Epanol et al.,
2014; Titman et al., 2014; Jiang et al., 2015; Bryan et al., 2016; Rider et al., 2017; Kearns et al., 2017,
Barlogis et al., 2018).

VY itamiiicbkiit koropti 3 96 manienTiB 3 3BI/] sikicThb sxutTTs, no's3aHa 31 370poB'sim (HRQoL),
Oyia BU3HAYEHA 3a JOIOMOTO0 6-pidHOTO crocTepexeHHs (92 manieHTH micis 1 poky; 66 maiieHTis
niciis 6 pokiB) (Tabolli et al., 2014). 18 nawuieHTiB momMepu B epiof] cnoctepexeHHs. JlocmikeHns
M10Ka3aJIo, 1O SIKICTh KUTTSI, 00yMOBJIEHA 37J0POB'SIM, SIK IPaBUIIO, Oyiia HIXKUYOI0, aHIK Y 3BUYAHOTO
HaceseHHd. JlaHi Takox miaTBepakeHi B HoBoMy fociikenHi CIHA (Rider et al., 2017).

B nanumit 4yac IiCHYIOTHP CTaHJApTHU30BaHI AaHKETH [UJIS TMAIEHTIB 3 TEPBUHHUMH
iMyHOZEeIUTaMH AJIs1 Kpamioi oriHku sikocTi )kuTTs (Quinti et al., 2016; Ballow et al., 2017; Ataeinia
et al., 2017). Ilepexnaa Ha HIMEI[PKY MOBY 3a3HAUYE€HHUX aHKET 1€ HE MiATBEPKEHO.

VY mNopiBHSAHHI 3 IHIIMMH XPOHIYHMMHU 3aXBOPIOBaHHSAMM (LIyKpoBUIl mia0er, cepiieBa
HEeJ0CTaTHICTb, pak, XO3JI, ncuxiuHi po3naau), nauieHty 13 3BI/l, BiAMOBIIHO 10 IpynH MAalli€HTIB
3 XpOHIYHOIO CEepIIEBOI0 HEOCTATHICTIO, MOKA3aJIM CHUJIbHE OOMEXEHHS B KOMIIOHEHTaX «(pi3udHoi
poii» (oOMexeHHs B po00Ti a00 MOBCSIKACHHOMY HUTT1 BHACIIOK 3araJlbHOT0 (p13MYHOTO 3/I0POB'S)
1 «3arajbHOrO CTaHy 3/0pOB'sH» (OILHKA 3arajJbHOr0 CTaHy 3/I0pOB'S 3 TOUKH 30py MalieHTa). Xoua
NICUXIYHE 370pOB'S MEHIIE NOCTPaXJano, HDK (I3UYHE 3/0pOB'A, Y OJM3bKO OJHIET TPETUHU
namienTiB 13 3BI/l (mpu6yin3HO 1BI TPETHHHU KiHOK) OyB BUABICHHI PO3BUTOK TPHUBOXKHOTO PO3JIaLy
abo nemnpecii. Bynb-ska cymyTHS TICHXOJIOTIYHA JOTIOMOTa TOBUHHA OIIHIOBATHUCS 1HIUBIAYaTbHO IS
koxHoro narieHTa (Kuburovic et al., 2014; Campbell et al., 2018).

Kopucte 3amicHoi Tepamii iMyHOrJOOyliHOM B JIIKYBaHHI MAIll€HTIB 3 TEPBUHHUMH
AHTUTLIOAC(DIIUTHUMH 3aXBOPIOBAHHSAMH Oe3nepeuHa. TUM He MEHIN, 3aBXKIU MOXKe OYTH Ba)KKO
HIATPUMYBATH MOTHBAIIIIO Ta TOTPUMaHHS IIi€l MOXXUTTEBOT Gpopmu Tepamii. MoxiuBi cTpecu abo
noOiuHi e(peKTH NpH MOCTiIHHIA Tepamii NMOBUHEH aKTUBHO BHUPIIIYBATH JIKYIOUMH JiKap Ha
perymspHiit ocHoBi (Jones et al., 2018; Pasquet et al., 2017). [Ins MakcuMaabHO BUCOKOT SIKOCTI KUTTS
Ta 33JJ0BOJICHOCTI MAIliEHTIB MOXKe 3HaI00MTHCA pi3HI popmu 3actocyBaHHs (Bienvenu et al., 2016
&2018).

B nenmaBHboMy oOctexeHHI 945 mamientiB 3 3BIJl 3 perynsipHOI0 3aMiCHOIO Tepamiero
iMyHorII00yniHoM THM 3actocyBanHs (SCIg vs Mg) He BriinBaB Ha sikicThb kUTTs (Rider et al. 2017).
[TamienTH, SIKi OTPUMYBAJIM TEpaIilo 3 BHYTPIIIHBOBEHHUM IMYHOTJIOOYJIIHOM BJIOMA, sika He Oyna
3aTBepKeHa B HiMeudrHi, MOBIIOMIIIH PO 3HAYHO BHIIY SKICTh XKHUTTS, HIXK Y TIAI[IEHTIB 3 TEPaITi€lo
BHYTPIIIHBOBEHHUM IMYHOTJIO0Y/IIHOM B IIBUAKiIN amOynatopii/kiiHimi. OnuTyBaHHs, MPOBEACHE
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MiXHapOJHOIO OpraHizaliero mamieHTiB 3 nepBUHHHUX imyHoxedimmtie (IPPI), moxazamo, mio
narienTd Oysu OibIn 3a10BoJIeHI Tepamiero 3 SClg, nixk tepamiero IVIg (Espanol et al., 2014).

KoHTakT 3 rpynamu caMmoI0TIOMOTH MTOBUHEH OyTH orocepenkoBaHUM. TyT OCHOBHa yBara
NPUAUBIETHCS OOMIHY JIOCBIZIOM IMOCTPaXKAATUX BiJl XBOPOOH OATHKIB a00 MaIli€HTIB 1, TAKUM YHHOM,
BUPILICHHIO TMOBCSIKACHHUX OOMEXEHb, BHUKIMKAHUX XBOpoOow. Lle MOxyTh OyTH MiXCiMelHi
po0JIeMH 3 po3’ICHEHHSM I TIOCTPaXAAJIol TUTUHH, OpaTiB 1 cectep abo mapTHepiB. CuTyaris 3
XBOPOOOIO B IUTIYOMY CAJIKY, ITKOJII Ta HA POOOYOMY MiCIIi TAKOK MOXKE BUKJIKATH KOHQIIKTH. [j1s
IIOTO TPYIH CaMOJOIOMOTH OMYyOIiKYyBalld MaTepiall y BUIJISAAI Opolryp, KHAT Ta KOMIKCiB. Tyt
PEryJIsIpHO TMPOBOJAATHCS 3yCTPiuli Ta MPOCBITHHULBKI 3axoqu. TakoX Moxe OyTH opraHi3oBaHa
NICHXOCOI[iaJIbHA TOTTOMOTa.

Y Himewunni, ABctpii Ta IlIBeiinapii qocTymHi Taki rpymu caMo0MOMOTH:

dsai - Himeripki rpyrma caMo0noMOrH 3 BpODKEHHUX iMyHoaedinuTiB (Www.dsai.de )
OSPID - ABcrpilichka rpyma caMo0INOMOTH 3 IEPBHHHUX iMyHOAe(iMTIiB (WWW.0espid.at)
SVAI - IlIBeliniapchka acorriaiisi 3 BpOJDKEHUX iMyHOAe(imTiB (WWW.SVai.ch)

3aranbHOJEpKaBHI ~ CTPYKTYpOBaHI Ta 3aTBEp/KEHI KypCH HaBYaHHS TMAIll€HTIB
HPOIMOHYIOTHCS MAIliEHTaM Ta iX poandaM y hopmi ceminapiB y Buxiani qai (Www.pid-Schulung.de).
Jpyre BUJIaHHSI JOCTYIIHE 3a HACTYITHUM MOCHJIAHHSM: http://www.pabst-
publishers.com/Medizin/buecher/images/modus 9783958530751.pdf. OcHoBHa yBara B HaBYaHHi 3
3ananbHUX 3aXBOPIOBAaHb OPraHiB MaJOTO Ta3y MOJIrae B MONIMIICHHI PO3YMIHHS 3aXBOPIOBAHHS 1
Teparii, TOMy HaBYaHHS TaK0>K KOPUCHO JUIS TALI€HTIB 3 BHYTPIITHHOBEHHOIO 3aMiCHOIO TEPaITi€lo
IMYHOTJIOOYJIIHOM.

KJIIOUYOBA PEKOMEH/JAILIS 19:

Bci BapianTu nikyBaHHS MOBHHHI OyTH MOSICHEHI 1HAMBIAyaJbHO 1 JETAJbHO TAaIlieHTaM Ta iX
OsM3bKUM. Y pasl BIACYTHOCTI MEIUYHUX MPOOJIEM, PIIIEHHS 111010 KOHKPETHOT (hOpMHU 3asIBKU Ma€e
Hacamrepes 3aJIe)KaTH B BIAMOBITHUX 1HAMBIAyalbHUX TIEpeBar.

Koncencyc excnepriB: NOBHHH KOHCEHCYC

KJIIOYOBA PEKOMEHJAIIA 20:
Heo06xifHO NpOBOJUTH CTPYKTYpOBaHI1 HAaBYAHHS MAlli€HTIB.
Koncencyc excnepriB: NOBHHI KOHCEHCYC

HOTPEBA Y JOCIIKEHHI: BIIKPUTI IIMTAHHSA TA JAHI, AKI IOTPIBHO
3IBPATH

3 naHuX, BUSBJIEHUX B paMKax MiJrOTOBKM Ta OHOBJICHHS [JaHOi HACTaHOBH, HEOOXiIHI
MIPOCTICKTUBHI JOCTIPKSHHS AJIT HU3KH TIEPBUHHUX JC(IIIUTIB aHTUTUIOYTBOPEHHS. 30KpeMa, I
IPYyNH MAIEHTIB 31 3HMKEHUMH 3HaUeHHAMHE [gG 3 0OTpHMaHO0 peakiiero Ha BaKI[MHALIIO BiICYTHI
JlaH1, 10 BKa3yIOTh Ha MOPIr, MpH SKOMY MOKa3aHa 3aMicHa Tepanis imyHorjo0ymniHoM. Kpim toro,
IPOCTEKTUBHI JOCHIUKEHHS I1[0JI0 3aCTOCYBaHHsS IMYHOTJIOOYJIHIB Yy MAalli€HTIB 31 crieuupidyHuM
nedimurom arTutil (CIA) 1 ans mamienTiB 3 aedinurom miakiuaciB IgG 1-3 € megocratnimu. Ha
ChOTOJIHI HEe OYJIO JOCTaTHbO MIOCHIUKEHb IIOJ0 TOTO, YW OTPUMYIOTH IlepeBary Nali€eHTH 3
nediuuTOM aHTUTLA BiJ 3aMICHOI Teparii IMyHOIJIOOYJIiHOM MpH KIIHIYHUX CKaprax Ha IMyHHY
TU3PETYIALIIO.

B xomi BBeIeHHS CKPUHIHTY HOBOHApO/KEHHX HEOOXIJTHO BHUBYUTH TEPANEeBTHUHY
npoleaypy y namieHTiB 3 gyxe au3bkumu 3HaueHHsIMU TREC 1 KREC.

MoskHa TPUITYCTUTH, IO B HAWOMMKYI POKM BCE OLIbINEC MAIEHTIB TaKOX OyayTh
XapaKTepU3yBaTUCS 32 TCHETUYHUMH MTOKa3HUKaMU. TOMY METOI0 Ma€e OyTH BUKOPHCTAaHHSI 310paHuX
TEHETUYHUX JIAHUX JIJIS KPal[oro BU3HAYCHHS Ta KiacuQikallii Tpym maieHTiB.

Ockinpku 0arato Maiie€HTIB 13 3aXBOPIOBAHHIM Ha A€(IIUT aHTUTLUI MOBUHHI JIKYBaTHCS



http://www.dsai.de/
http://www.oespid.at/
http://www.svai.ch/
http://www.pid-schulung.de/
http://www.pabst/
http://publishers.com/Medizin/buecher/images/modus
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MDKIUCIUTITIHAPHO, BAXKIIMBUM € TIIBUILIEHHS KBali(ikallii 3 JIarHOCTUKY Ta Teparii Mae BaKIIUBE
3HAYCHHs B AMCIUILTIHI CIUIBHOTO criocTepexeHHs. sl i€l MeTH TUTaHYy€eThCs MyOJTiKaIlis [bOTO
KepiBHuLTBa B pi3HUX HIMEUBKHX >KypHajlaX, MPEACTABIATH iX Ha 3'137aX 1 MOCHIATHUCA HA HHUX
TOJIOBHIM CTOPiHIT PO UIBHUX TTpodeciiHNX acoliarii.
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JOJATKMU no nacranosu Therapie primérer Antikorpermangelerkrankungen

Pucynok 2: KortponsHuii crincok Metomonorii 3rigao 3 "SIGN" mis KOHTpOIbOBaHHUX JTOCTiIKCHB.

&

SIGN

KoHTpoabHUii cIHCOK METOAMK 2: KOHTPOJIHLOBAaHI JOCTiIKEeHHSA

InenTudikanis qociikeHHs (Bruowumu asmopa, Haszgy, pik nyonikayii, Ha3ey JHCypPHALY, CIMOPIHKUL)

Tema HacTaHOBHU:

Kirouose
nutanusg Ne:

Pernensenrt:

Iepiu Hisk 3aTTOBHUTH 1€ KOHTPOJBHHAN CIHCOK, BPaxyiTe HACTYITHE:
Uwu € JOKyMEHT PaHIOMi30BaHUM KOHTPOJIBOBAHUM JOCHTIKEHHSIM 200 KOHTPOJIbOBAHUM KITHITHUM
nociipkeHHsM? SIKIo BU cyMHIBaeTecs, IepeBipTe allrOpUTM PO3POOKH JOCHTIKEHHS, JOCTYTHHN
y SIGN 1 nepekoHaiitecs, 1110 y Bac € NMPaBUIbHUN KOHTPOJIBHUN CITUCOK. SIKIIO 11e KOHTPOJIbOBaHI
KIiHIYH] BUnpoOyBaHHs, muTaHHs 1.2, 1.3 i 1.4 He € akTyalbHUMU, a IOCIHIIPKEHHS HE MOXHA

1.

OIIIHUTH BHIIE, HIXK 1 +
Uu € MOKYMEHT aKTyaJIbHUM JUIs KIFOYOBOI pPEKOMEHJaIlii?

Amnaniz 3 Bukopuctanasim PICO

(pe3ynbTaT mopiBHAHHS iHTEpBEHIIN namienTa ado rpymu ocib). AKIIO HI BJIMOBTECH (amxue
BkaxiTh npuunHy). AKIIO TAK nepeiiniTe 10 3a10BHEHHS! KOHTPOIHHOTO CIHICKY.

CTIpuumHa BigmoBu: 1. JIOKyMEHT HE BIIHOCUTBCS 70 KIOYOBOI peKOMeHaaIii 2.

Po3pin 1: BayTpimHs o0rpyHTOBaHICTh

Y nanescnum yunom nposeoenomy PK/ oocnioicenni: du GUKORyembCR Hey
docnidycenni?
1.1 Y AociimKeHHI po3risaaeThCcs BIAMOBIIHE 1 YiTKO opieHTOBaHEe|Tak O Hio
NATAHH. He Moxy ckazatu O
1.2 [lpu3HaueHHss cy0’€kTiB B TpymH JIKyBaHHA BifOyBaeThes | Tak O Hio
PaHI0Mi30BaHO. He mMoxy ckazatu O
1.3 BuxopuctoByeThcs aieKBaTHUN METOJ IPUXOBYBAaHHS. Tak O Hio
He moxy ckazartu O
14 CxeMa JOCIiIKEHHS IPUXOBYE PO3MOALT NiKyBaHHA BiJ cy0 exTiB|Tak O Hio
1 JOCIIIIHUKIB. He moxy ckazatu O
1.5 CriouatKy JOCIiKeHHS JIIKYBaJIbHI Ta KOHTPOJIBHI rpynu cxoxi. |[Tak O Hio
He moxy ckazatu O
1.6 €IMHOIO BIIMIHHICTIO MIXK TPYIIaMU € JOCIiKyBaHe JikyBaHHs. |Tak O Hio
He Moxy ckazatu O
1.7 Bci  BimmoBimHI  pe3ynbTaTH  BUMIPIOIOTHCS — CTaHAapTHHM,|Tak O Hio
JIOCTOBIPHHUM 1 HaJIINHUM CITIOCOOOM. He Moxy ckazatu O
1.8 SAxuit BiAcOTOK 0¢i0 abo rpym oci0, HAOpaHWX B KOXKHY IPYyIy 3
JKyBaHHs, BUOYB JI0 3aBEPILIEHHS JOCIIIKEHHS. V
1.9 Bci cy0’exTu nociikeHHs aHAII3YIOThCA B TpyHax, 10 SAKuX BOHM| Tak O Hio
OynM BHIAJKOBHM YHHOM pO3IOJICH] (TakoX HaszuBaeThes|He Moxy ckazaTu O He
aHaJIi30M BIJIIOBITHO IO PE3YJIbTATIB PaHI0Mi3allil). 3aCTOCOBYETHCS
O
1.10 |[Skmo mociimKeHHS MPOBOAUTHCSA HA OUIBIN HiX OJHIA AUISHIN,| Tak O Hio
pe3yJbTaTH € 3ICTaBHUMM JUIs BCix J{isiHOK? He Moxy ckazatu O He
3aCTOCOBYETHCS

O

PO3LJI 2: 3BATAJIBHA OLHIHKA JOCJIIKEHHSA

2.1

Hackinbku 100pe Oyji0 MPOBEIEHO JTOCIIIKEHHS,
00 MiHIMi3yBaTH HEOO €EKTUBHICTH?
Koo nacmynnum uunom:

Bucoka sikicts (++)0
[MpwuitasaTHUH (+)0O

Hwusbka sikicTh (-) O
Henpuitastauit — Bigxwmmmty 0 O
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2.2 BpaxoByrour KITiHIYHI MIpKyBaHHs, Bally OI[HKY
BHKOPHUCTOBYBAHOI METOIOJIOTIi Ta CTATUCTHYHY CHITY
JIOCTIDKEHHS, UM BBOKAETE BH, IO 3araibHUNA e(eKT
00yMOBJIEHHIA JOCTIKyBaHUM BrummBom?

2.3 Uu pe3ynbTaT IbOT0 JOCIIKEHHS 3aCTOCOBYIOThCS
Oe3nocepelHbO 10 TPYNU TMAIlEHTIB, JUISL  SKUX
MpU3HAYEHA IS IHCTPYKILis?

2.4 Horarku. Ilizcymyiite BucHOBKH aBTOpiB. [lomaiite Oymap-siKi KOMEHTapi IIOAO BIIACHOI OIIHKA
JTOCITI/PKEHHS, 1 HACKIJIBKM BOHO BiJIIOBiZa€ Ha Ballle 3alUTaHHS, a TAKOXK 3a3HauTe Oynb-sKi chepu
HEBH3HAYECHOCTI, PO3IJISIHYTI BUILE.

Pucynox 3: Korrponsauii crincok Metomonorii 3rigao 3 "SIGN" 11t KOHTpOIBOBaHUX AOCIiIKEHb.

@ KonTponbunii cniucok meroauk 3: Koroprai gocaigskeHns
SIGN

InenTudikamis nociimkeHHs (Bruouumu asmopa, Ha3gy, pik nyonikayii, Ha36y JHCYyPHALY, CMOPIHKU)

_ Kirouose
Tema HacTaHOBU: Peniensenrt:
nutaHHsg Ne:

Ilepu Hisk 3aIOBHUTU €N KOHTPOJIBHUMN CIIUCOK, BpaxyWTe HACTYIIHE:

1. Yu giificHO 1€l MOKYMEHT € KOTOPTHHM JIOCIi/pKeHHsAM? SIKIO BM CyMHIBaeTecs, NepeBipTe
ITOPUTM pO3poOKu JocmimkeHHs, noctynauii y SIGN i nepexonaiiTecs, 0 Y Bac € NpaBHILHAN
KOHTPOJIBHUAN CIHCOK.

2. UYu € NOKYMEHT aKTyaJbHUM JUJIs KIIOYOBOI pexoMmeHpalii? Anaiiz 3 BukopucranHsm PICO (
pe3yJbTaT MOPIBHAHHS iHTepBeHIIi# narienta ado rpynu ocid). AKIIO HI BIIMOBTECH (anxue
BkaxiTh npuunny). AKIIO TAK nepeiaits 10 3a110BHEHHsI KOHTPOJIBHOI'O CHHCKY.

IIpuunna BigmoBu: 1. JIokyMeHT He BITHOCUTHCS 10 KIFOYOBOI peKoMeHmarii [ 2.

3BepHiTH yBary, 1o peTpocneKTUBHE AOCTiTKeHHA (TOOTO T0CiI:KeHHs1 0a3u faHuX a0o rpadikis) He
Mo:Ke OyTH OLIHEHO BUIIE, HixX +.

Pozpin 1: BHyTpiluHs 00IpyYHTOBaHICTH

, , Yu euxonyemuca ye y
Y nanesxcnum uunom npoeedeHomy Ko2OpmHOMY 00CIIOHCEHHI: . .
docnidcenni?
1.1 Y nmochipKeHHI PO3MISIIAEThCs BIANOBIAHE 1 4iTKO opieHTOoBaHe|Tak O Hio
NUTaHHS, | He moxy ckazatn
O
BUBIP TEMU
1.2 JIBi mocmipKyBaHi rpyn# BiqOUPalOTHCS 3 BUXIAHOT CYKYITHOCTI, siKi|Tak O Hio
MO’KHA TODIBHATH 3a BCiMa acleKTaMH, OKpiM JociipkyBaHoro|He moxy ckazatu He
acrmekTy. " O 3aCTOCOBYE
ThCSIO
1.3 B nmocnmimkeHHI BKA3ye€TbCs, CKUIBKHM JIIOACH mompocwin B3sATH | Tak O Hio
Y4acTh y KOKHIH 3 IOCIIPKyBaHUX TPyIL " He
3aCTOCOBYE
ThCSIO
14 OIiHIOEThCS Ta BPaXOBYEThCS WMOBIPHICTh TOTO, IO JesKi|Tak O Hio
JOCIIDKYBaHI TEMH MOXKYTh MaTH KiHLEBHI pe3yibTaT Ha MOMEHT, |He Moxy ckazatu He
KOJIM BHECEHHSI B CITUCOK OLIIHIOETHCS Ta BPaXOBY€ETHCA MPU aHami3i1. |0 3aCTOCOBYE
W ThCSIO

15 Sxwmii BimcoTok oci®6 abo rpym ocid, HaOpaHWX B MOCHITHUIIEKY TPYITY
BUOYB J10 3aBEpILICHHS AOCIiKEHHS. "
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1.6 Tlopisnsanus npogooumvcs Mmigic ywachuxamu ma mumu, xmo eubys 3|Tak O Hio
Qocniodcenns yepes cman 6id 6nausy 00cuioxncenns. " He wmoxy He
CKa3zaTH O 3aCTOCOBYETH
csig
OLIHKA
1.7  |Pe3synbTaTH 4iTKO BuU3Ha4eHi. V' Tak O Hio
He MOXY
CKa3aTu O
18 Orminka pe3ynbTaTy MacKy€eThCs IIPU PO3TOJIONIEHH] CTaHy Bif BIUTUBY | Tak O Hio
JOCHIKEHHs. SIKIIO JOCHiKEeHHs € PeTPOCIIeKTUBHIM, 1ie Moke He |He Moxy He
3acrocoByBatucs. ' CcKazaru O 3aCTOCOBYETHC
A0
1.9 Tam, me wmackyBaHHSA mpemapaTy Oylo HEMOXJIMBAM, € TeBHe|Tak O Hio
BU3HAHHA TOTO, 1[0 3HAHHS MPO CTaH BiJl BIUIMBY JOCTIKeHHsS MorJio |He MOXKY
BILIMHYTH Ha OLIHKY pe3yabTaTy. CKazaTH O
1.10 |[MertoauKa OIiHKHM BIUIMBY TOCTOBIpHA. * Tak O Hio
He MOXY
CKazaTH O
1.11 |Hdoxa3u 3 iHmUX pKEeped BUKOPUCTOBYIOTHCS ISl IeMOHCTpallii Toro,| Tak O Hio
110 METOJI OLiHKH Pe3yNIbTaTy € AICHUM i JOCTOBIpHUM. *! He Moxy He
CKa3aTu O 3aCTOCOBYETHC
S0
1.12 |PiBenb excro3uiii abo MPOrHOCTHYHUHN (HAKTOP OLIHIOETHCS He oanH | Tak O Hio
pas. He moxy He
CKazaTH O 3aCTOCOBYETHC
S0
BIUIMB ®AKTOPIB, IO CITOTBOPIOIOTH PE3VIJIbTATU
1.13 |BusBneHo Ta BpaxoBaHO OCHOBHI TOTeHIiHHI (akTopu, mo|Tak O Hio
CHOTBOPIOIOTH PE3YJILTATH, i 4ac Po3poOKU Ta aHamizi. <! He MOXKY
CKazaTH O
CTATUCTUYHUUN AHAJII3
1.14 |‘l1/1 Oynu Hazaui foBipyi inTeppamu? X |TaK i Hio
PO31JI 2: 3BATAJIBHA OIIHKA JOCJIIKEHHS
2.1 Hackinbku 1o0pe Oyiio mpoBelieHe AOCIHIPKEHHS, 11100 MiHiMizyBaTH |Bucoka sikicts (++) O
pHU3HK yrepemKeHocTi abo 3arryTanocTi? ™ [pwuitaarauii (+) O
HenpuiiHaTHUil — BigXuimmaTu
0
2.2 BpaxoByroun KIiHIYHI MIpKyBaHHsS, Bally OIIIHKY BHKOpHCTOBYBaHOI|Tak O Hio
METOO0JIOTI] Ta CTATUCTUYHY CUITY JOCHIDKEHHS, YU BBAXKAa€Te BH, 1110 € 4iTki|He MOXKY
JIOKa3H1 3B'I3KY MIXK BIUTUBOM Ta PE3yJIbTATOM? CKazaT O
2.3 Uu pe3yabTaTd I[OTO JOCHIKCHHS 3aCTOCOBYIOThCS Oe3mocepentHbo 10| Tak O Hio
TPy MAIEHTIB, JUIsI SKUX MIPU3HAYEHA IIs IHCTPYKITis?
2.4 Horarku. Ilincymyiite BucHOBKM aBTOpiB. [lomaiite Oynp-siki KOMEHTapi LIOAO BJIACHOT OLHKH

JOCHI/DKEHHS, 1 HAcKUIbKM BOHO BIiJIOBiZa€ Ha Balle 3alUTaHHS, a TakoX 3a3HayTe Oyab-sKi cdepu
HEBH3HAYCHOCTI, PO3TJISIHYTI BUIIIE.

Tabmus A: Tabmurst qoKa3iB U KIFOYOBOI peKOMEHAAIlii 2

IMocun
aHHA

Tun
AOCTiTKEH
Hsl/piBeHb

Y4yacHuku
(kinbKiCTB
i

Koe
Pimi
CHT

Brpyyann
1

Koutpo
Jb

HisiboBu

/1

OcHoBHUI
pe3yJabTart

MMpumitka

Hincymoxk
OIiHIOBAHH
1
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A0Ka30BOC |XapaKTepH |BUNA po3mip(-
Ti (CEBM |cTukn) JaHH H)
Oxford b
2011)
(Ouinka
MeTO/10J10T
it
BigmoBiaH
o 10 SIGN)
PanpomizoBani konTpoJsiboBaHi gocaizkenns (PKT) (nepeBipka MeTo10/10rii BiANOBITHO 10 KOHTPOJIBHOIO
cnucky SIGN 2):
Nolte |PK]I K-tp:20 |0% |14 Hus. [IBunxkic |PiBeHn B BucnoBok
etal., (xBopoba MAIliEATIB  |BTPYyYaH |Th TOCTPUX JIOTaTKOBO |aBTOPIB
1979 |PiBens 2 (-) |bpyToHa: OTpUMYBaJ |HS. rocTpux |iH(GEKmid npu My JTOCITI JKEHHS
9; 3BIA: u BBIT" 150 ingexmii. [1VIg: noxaneiio |: IVig
11) mr/kr KI' 0,1/micsn My 3HUXKYE
KOXHI 4 MOPIBHAHO 3  |TIEPEXPECH |piBEHb
THXHI B 0,3/micsp 3 |oMy iH(iKyBaHHS
MOPIiBHSHHI IMIg (n<0,05 |mociipkeH |OUTbII
3 IMIg 100 a6on< 0,01 |Hiy7 e(heKTHUBHO,
M/ KT michis mariedTie  |HiK IMIg
KI'/micss. BUKJIIOYEHHS |[4acToTa IPY XOPOIIiii
TpuBaicTb maIfieHTa 3 TOCTPUX MIePEHOCUMO
1 7-28 nedimuToM iHdekmiid  |cTi.
MICSIIiB. kritua T ta |mpu [VIg
B). CTaHOBUJIA
0,1/micsup
B BucHoBku
NOPIBHSIHHI |eKcTepTa:
30,4 Ha NpUIHATHA
MICSIIb TIPH |SIKICTh
IMlg. METOJMKH Ta
OOMEKEeHH |KITiHIYHA
Sg: 3HAYUMICTh
[TepexpecH |A0CTIKSHHS
e
JOCIIIIKEH
Hs He OyB
paH0Mi30B
aHuM abo
OB’ sI3aHU
M.
Amma [PK/] K-15: 34 83 |llepexpecH |/luB. Yacrtora |IVigkpame |Hamexuuii |BucHoBok
nnet |(bararouen |(3BIM: 24; (42 |e BTPYYaH |TOCTPHX 1 |IMiIXOAUTH KOJIEKTHB  |aBTOpiB
al. TpOBE cuaapoM  |(19% |mocmimken |Hs XPOHIYHHU |IpH NAli€HTIB  |IOCTIHKEHHS
1982 |mepexpecH |bpyrona: |) Hs 3 100 X "3axBoproBaHH |(Bci [gG :IVIgi IMIg
e 7; TII'M: 3) MT/KT THQEKIIH. |IX BEPXHIX <3r/nta |3
JOCIIIKEH KI'/micsap JIMXaJbHUX BIJICYTHICT |aHaJIOTOYiHO
HS) abo IVIg nuisixiB" (I |b BIIMOBII |10
Piens 2 MPOTATOM 0,006). Ha e(EeKTUBHICT
(+) 12 micsiB BaKIMHAI |fO.
KOXEH 10). Huzbka
(3arayibHa moMicsyHa | BHCHOBKH
TPUBAJIICTh nozalgs  |ekcmepra:
24 micsi). MmiHIManeH |Husbpka
UM PIBHEM |IIOMiCSIIHA
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npemnapary |no3a Ig 3
B MiHIMAJIBHU
CHpOBATLi |M piBHEM
kpoBi IgG  |mpemapary B
<3r/ . CHpOBATIi
bes kpoBi IgG <
MacKyBaHH |31/ 11,
s HWMOBIpHO,
npernapary. |Oynue
HEJIOCTaTHBO
10. Hemae
JaHHX PO
piBEHb
iH(piKyBaHHS
0e3 Teparii.
Roifm |PK/I K-tp: 12 |0% |Koxni 6  |/lus. Bunxkic |IlamienTtu 3 Cratuctuk |BucHoOBOK
an et (3BIA: 10; MAIliEHTIB  |BTpYyYaH |Th MiHIMaJIbHAM |a HE aBTOpIB
al., Pisensb 2 (-) [xBopoOa OTpUMYBaI |HS TOCTPHUX |piBHEM BUKOHYBAJl |IOCIIKEHHS
1987 Bpyrona: u 600 mr/kr iH(eKii. [mpenapary B |ack. :1VIg
2) KI'/ mic B CHpOBATIIi KJTIIHIYHO
X0 kpoBi 1gG > |HeBenmuka |edexTHBHUIMA
MepPexXpecH 5g/L mamu KUTBKICTh |00
oro MEHIIHNH BUTIAJIKIB. |3HHIKCHHS
JTOCTTKEH piBeHb YaCTOTH
Hs. 200 iH(piKyBaHHS iH(iKyBaHHS.
MI/KT JICTKUMH 1
KI'/micup TSHKKAMHA BucHoBku
MIPOTATOM iH(DeKIisIMH. eKcriepTa:
KOXKHHX 6 Kpiwm toro, Icnye
MICHALIB. CBIJTYaTh PO 3HAYHUH
T IBUILICHHS 3aJIMIIKOBHIA
FEV-1iFVC edexT npu
npy Teparii nepexoi 3
BBII' (m < OlIBII
0,001). BHCOKOI Ha

HIDKYY J103Y,
TOMY TEPMiH

6 MICALB €
3aHA/ITO
KOPOTKHM Y
SIKOCTI1
TEpPMiHY
CIIOCTEPEIKEH
HSl.
OocepBaniiini qocaigxeHHs (MepeBipka MeTOMOJIOTII 3TiAHO 3 KOHTPOAbHUM cnickoMm SIGN 3):
Bernat |IT1/] K-1b: 12 1 IVIg500 |dus. Pienr |V mamientiB, |Hemae BucnoBoxk
owska |(mepexpecH |aitei 3 (8% |mr/kr BTpyYaH |iH}piKyBa |sKi mpuiiMany |BKa3iBKH |aBTOpPiB
etal., |e nepBuHHNUM |0 KI'/Micanp |Hs HHSA IVig 500 mr/kr|Ha Cl. JIOCIIJIDKEHHS
1987 |mocnimken |aediuToM MTOPIBHSHO KI'/micsis, Hepemuka |: [VIgs3
HS) AHTHTII 3 150 mr/kr CTaTUCTUYHO |KUIBKiCTh | S00MI/KT
KI'/micsaup 3HavyHO HIOKYl |Bumazakis. |KI'/mic
PiBens 3 MTOKa3HUKH KITIHIYHO
(+) npu e(eKTUBHUI
CHHYCHTaX, npu
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OpoHXiTax,
OTHTAX 1
apTpuTax (m<
0,05).
3MEHIIICHHS
IHIB XBOPOOH
1 MEHIIIEe THIB
aHTHOI0THKOT
epamii (n<
0,05).

3HIDKEHHI
KIJIBKOCTI
iH(eKii

Oo0cepBaniiiHi 10cTiKeHHS] UM PeTPOCTIEKTUBHUM P BUNAAKIB 0e3 HeoOXiTHOCTI TeCTyBaHHS MeTOH0JI0Tii
Binnmosigno 1o SIGN:

Eibl et |TT/T K-tp: 16 |1 16 Hemae | 306inbineH |[nauBinyanpHa | Jlysxe pisHi |BUCHOBOK
al., (3BIJ: 6; [(6%) |mamienTiB us IgG.  |mo3a piui IgG  |aBTOpiB
1984 |PiBenr3 |koMOiHOBa OTpUMYBAJ CyMicHic |Bapilo€eTbes B |Tiepen JOCITi JPKEHHSI
Ha u 220 Mr/kr Th Ta mexax 54-500 |mouatkom |: [VIg3
rirmoramMmar KT /micsaus piBeHb MI/KT JOCITIKEH | XOPOIIIO0
no0ymiHeMi MPOTATOM in¢ikyBa |KI'/micsp. M (IgG:  |mepeHocumic
s 3; 14 micsius. HHSI Iloaennuk i3 |Bix 0,4 10 6|THO.
xBOpoOa 3TiHO indopmariero |1/m). Hemae |OcobmuBo
bpyrona: 5; [IOJIEHHH |TIPO 1HQEKII0 |CTaHIAPTU3 |CIPUATINBO
I'IM: 1; Ka JIOCTYITHUI OBaHUX J03 |1
nedinuT namienTa. [mumre gt 8 |(125-470  [3acrocyBaHH
miaKIacy mamieHTiB, 1e  |Mr/kr KI'). |sg Bemukux
LGGI Ta nopiBHIOeThcs |HeBenuka |mo3 Ig.
LGG2: 1) piBEHb KiJIBKICTB
inpikyBaHHs, |BUNAAKiB. |BucHOBKH
SIK 1 TIpU eKcrepTa:
HOPMaJIbHIN Henocrathi
TTOTTYJISIIII]. KJIIHIYHI JaH1
1010
4acToTH
iH(iKyBaHHS.
Hewmae
TIOPIBHSIHHS 3
iHTEepBaIIOM
Teparii.
Cunni [T111 K-1b: 43 21 |IVIgs JluB. Hui IIpu IVIG He BucHoBok
ngham (3BIA: 32; [(49%|no30t0 BTpyYaH |XBOpoOW |MOPIBHSHO 3  |NOB'SI3aHE, |aBTOPIiB
- PiBens 3 XBOpoOa ) 300mMr/kr  |HA T4 JIHI 3  |[OTEpenHIiM  |aJie JIOCIIIJIDKEHHS
Rundl Bbpyrona: 3, KI'/micup aHTUOIOT |3HIDKEHHAM  |oOcepsauiii |: IVIQ
es et iHI: ) MPOTSTOM ukoreparn |IMIg B nHi HE KJIIHIYHO
al., mpu IMIg 12 micsuiB 1€10 pu JIOCIiDKeH |e(eKTUBHUI
1983 aHTHOIOTUKOT |HA 31 )01 (0)1 (6)
epamii (1064 |3HaYHMM  |3HMKEHHS
MOPIBHIHO 3 |epeKToM  |4acToTH
2980 nHsMM) 1 iH(pIKyBaHHS.
3MEHIICHHS BucHoBku
JTHIB XBOPOOH eKcrepTa:
(327
MOPIBHSHO 3
1131 muem).
Cunni [I111 K-15: 21 0% |IVIgs Jus. Hui Ipu IVIG BucuoBok
ngham (3BLJ: 19; JT03010 BTpyYaH |XBOPOOH |IIOPIBHSHO 3 aBTOPIB
- PiBens 3 xBOpoOa 300mMr/kr  |HA Ta JIHI 3  |TIOTIEPEIHIM OCIIIKEHHS
Rundl Bpyromna: 1, KI'/micits AHTHOIOT |3HIDKECHHIM : 1IVIg
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es et araMMariio MPOTATOM ukotepan |IMIg B aui KITIHIYHO
al., Oyminemis 3 12 micswiB €10 pu e(eKTUBHUI
1984 TUMOMOIO: aHTUOIOTUKOT 010
1) mpu eparii (1820 3HIKCHHS
IMlIg HOPIBHSAHO 3 4acToTU
3249 nasamn) i iH(iKyBaHHS.
3MEHIICHHS BucHoBkn
ITHIB XBOPOOH eKcrepra:
(258
TIOPIiBHSHO 3
834 mHaMn).
Skull |Perpocmext|K-1b: 18 He |IVIgs Hemae |JlHi ITin wac Hesenuka |BuchHoBok
& WBHHI a1 |(XBOpoOa |BHMa |CepeaHbOM XBOpoOH, |Tepamii KUTBKICTh ~ |aBTOpIB
Kemp, |pumagkie  |bpyrona: |raers|y 420 mr/kr ITH1 B qacToTa BUMNANKIB. |IOCIIIKEHHS
1996 10; TII'M: |csa KI'/micaip. JKapHi, |MTHEBMOHI{ Hemae : JaHl MOKHA
Pisens 4  |3; 3BI/: 3, IIHI 3 CTaHOBUTH KOHTPOJIBH |TIOPIBHSATH 3
iHMIi: 2) artubior |0,05/pix oi rpymu. |"Liese et al.”
UKOTEpaIl |JIIKyBaHHA Ta HIDKYE
i€10. 0,6 nHs B cepeHbol
cTarfioHapi/pik no3u 422
JKyBaHHS. MT/KT Macu
Tija KOXHi 3
THXHI.
BucHoBkH
eKcTepTa:
Pan
BUIAIKIB 0€3
oAPOOUITh
npo
MOTIEPEHIO
KIIIHIYHY
KapTHHY,
TOMY
BIIBEIECHHSA
HEMOXKITUBE
oe3
0OMeXEHb.
Quarti |Perpocnext|K-1b: 31 He |IVIgs3B Hemae |Yactota |3HMKEHHS BucrHoBok
eret |WBHUWIA psI |AMTHHA 3  |BHMA |CEPETHHOM TOCTPUX  |4aCTOTH aBTOPIB
al., BUNAJIKIB  |XBOpOOOI [raerhb|y 390 Mr/kr iHQeKniil |O6akTepianbHUX JIOCHIDKEHHS
1999 BpyTtona cs MacH Tijia Mo imig  |iH(EeKIii Bif :
Piensr 4  |mpu Mg KOXHi 3 yac [VIg. 0,4 no 0,06/pik Cratuctnyn
MPOTATOM THXHI. (n<0,01). 0 JIOCTOBIpHE
HE MEHIIIe 3HUKECHHS
48 micsALiB. 4acTOTH
3aXBOPIOBaH
ocTi Ha
OakTepiaibHi
1HOeKil mpu
IVig.
Agha |Perpocniekt|K-1i: 23 He |[IVIg3300- |nemae |I[loka3Huk |3HMKEHHS BucroBok
moh  |uBHMH psix |manienTH 3 |BuMa [400 Mr/kr u HIOPiYHOT aBTOPIB
amma |BUIIaAKIB |araMMmarJio |Ta€Th|MacH Tijla ITHEBMOHI |4aCTOTH JIOCHIJDKEHHS
di et Oyminemie |csi  |koxHi 3-4 1701 mig |3aXxBOPIOBaHOC : 3HWKEHHS
Pieenr 4 |10 THXHI. qac Ti Ha YacTOTHU
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al., Teparii 3 |ITHEBMOHIIO 3aXBOPIOBaH
2004 VIg. Bix 0,82 mo 0CTI1 Ha
0,1/mariento- IMHEBMOHIIO.
pIK. ITiJT 9ac
tepanii [VIg.
Leder |Perpocmekt|K-16: 96  |0% |IlopiBusnH |/uB. PiBenb  |3HMKEHHS Oxpemuii |BucHoBoxk
man & |uBHUI TAIi€HTIB 3 S0 1T |BTpydYaH |iHQiIKyBa |4acTOTH aHami3 aBTOPIB
Winke |6ararouent | XBopoOoio gac IVIg  |Hx. HHSA iH(IKyBaHHS |MAIl€HTIB 3 |IOCIIHKEHHS
Istei n, |poBwii bpytona. 0e3 pi3HUX  |mpH cemcuci  |mpodinakT
1985 |rpynoBuit BKa31BKH cucrem [(0,035 WYHOIO [lepeBaru
aHais. JTO31 Ta OprafiB. |MOPIBHSHO 3 |aHTHOIOTHK |IpUIOMY
IHTEpBaIYy. 0,005/martienT |oTepami€ro |iMyHOTI00YT
PiBens 4 0-piK) Ta abo Oe3 Hel |iHy
1H}EeKITiIX HE OYEeBHU/IHI,
IHC (0,057 |mpoBomuBC |aje TSDKKI
MOPIBHSAHO 3 |41 a0o vacri
0,008/martient |Cratuctuy |iHGEKI
0-piK). Hi J1aHi TaKOX €
BIJICYTHi. |3HAYHOIO
HoctatHs |mpobiiemoro
KITBKICT  |TIpHW Teparmii
Bumankis. |Ig.
Lucas |ITepcnektu [K-Th: 105 |He |[louaTkoma |[He Hozalg |Hdozalg OmucoBe  |BucHOBOK
etal., |BHuii (3BIJ: 90; |Buma |Tepamis [g |BuMmarae |MOpiBHSH |iHIWBIAYyaJlbHO|JOCHIIPKEH |aBTOPIiB
2010 |moHOIEHTp |XBOpOOa  |TaETH |3 HO3010 ThCSA 03 Bapiloe MK |HS BEJIMKOI |IOCITIPKEHHS
WYHUN Bbpyrona: |ca  |[400mr/kr pizaumu  |0,2-1,2 T/Kr  |MOHOILICHTD
rpynoBuii  |15) KI'/micsup kiminiuan |K[/Micsup) — |m4HOT 3aBxau Clig
aHai3 a6o 600 MU rpynu Opi€EHTYBaTH
MTI/KT HpOSIBAMH HpOTSATOM  |Cs Ha
PiBens 4 KT /micsin (3axBOpIO TPUBAJIOTO |IHIUBIAyaNb
y MaIi€eHTiB BaHHS nepiony HE
3 JIETEHIB, gacy (>700 |BuzHAUYEeHHS
OpOHXOEKT CIUICHOME MaIiEHTO- |I03H.
azaMu. rais, POKIB). [MamienTam 3
30UIBIIEHH LIUTOIIEH]T OpOHXOEKTa3
s 03U 110 , aMH MOTPiOHI
150 Mr/kr eHTepoIIa O1IBIII
MacH Tijia Tii TOIIO) BHCOKI 103U
Ha MiCALb IS
npu JIOCSTHEHHS
CTIHKHX aHAJIOTIYHOT
iH(eKIisaX 0
(>1 tsoxKuX MiHIMaJIbHOT
abo >3 o pisns IgG
MOMIPHUX B CUPOBATII
TH}eKIii) KpOBI.
ITawiedTy 3
XBOPOOOIO
Bpyrona
MoTpedyIOTh
BHUIIIOTO
MiHIMaJIBHOT
o pieusa IgG
B CHpOBATIIi
KpOBi B
CepeaHbOMY

TSt




166

JTOCSITHEHHS
BiJICYTHOCTI
iHGeKmii.
Tabnms B: Tabmuis moka3iB s KIFOY0BO1 pekoMeHamii 3a
HMocwua| Tun Yuyacnuku | Koe | Brpyuann | Koutpo | HliiboBu | OcHoBumii | IIpumitka | Ilizcymox
aHHA |JocaimkeH |(KiIbKicTh | (iui 1 Jb )7 pe3yJbTart OIiHIOBAHHSA
Hs1/piBeHb |i €HT po3mip(-
J0KAa30BOC |XapaKTepH |BUNAa u)
Ti (CEBM |cTHKN) AaHH
Oxford b
2011)
(Ouinka
MeTO/10J10T
i
BiAmoBiaH
o 10 SIGN)
PannomizoBani konTpoJsoBaHi gocainkenns (PKT) (nepeBipka MeTo10/10rii BiANOBIAHO 10 KOHTPOJIBLHOI0
cnucky SIGN 2):
Nolte |PiBenn K-t6:20 (0% |14 Hus. IlIBuakic |PiBeHb B BucnoBok
etal, |PKI2(-) |(xBopoba MAI€HTIB  |BTpYYaH |Tb TOCTPHUX JIOJJAaTKOBO |aBTOPIB
1979 Bpyrtona: OTpUMYBaJ |Hsl. rocTpux |iHeKid npu My JTOCIT IPKEHHS
9; 3BIA: u BBIT" 150 ingexnii. [1VIg: noxanemo |: 1Vig
11) MT/KT 0,1/micsun My 3HHKYE
KOXHi 4 MOPIBHSHO 3  |TIEpEeXpecH |piBeHb
THKHI B 0,3/micstp 3 |oMy iH(iKyBaHHS
MOPiBHIHHI IMIg (n<0,05 |mocmimkeH |OiTbII
3 IMIg 100 abon< 0,01 |Hiy7 e(eKTUBHO,
Mr/ KT micis nariedTie  |[HiK IMIg
KI'/micsis. BUKJIIOYEHHS |4acToTa MIPU XOPOIIIii
Tpusanictb MaIfenTa 3 TOCTPUX MIEPEHOCHMO
1 7-28 nedinuToM iHdekmi  |cTi.
MICSIIiB. kit T ta  |mipu [VIg
B). CTaHOBUJIA
0,1/micsiup | BucHOBKHM
B eKcrepra:
MOPIBHSHHI |IPUIHATHA
30,4 Ha SIKICTB
MICSIIb IIPY |METOJUKH Ta
IMlg. KJTIHIYHA
OOMexeHH |3HaYHMICTh
s JOCIIIIKEHHS
IlepexpecH |.
e
JOCHIKEeH
Hs He OyB
paHIOMI30B
aHuM abo
OB’ I3aHU
M.
Amma |PK/] K-1p: 34 83 |llepexpecH |/luB. Yactora |IVigkpame |Hamexuuit |BucHOBOK
nnet |(bararouen |(3BI: 24; |42 |e BTPYYaH |TOCTPHUX 1 |MIIXOANUTH KOJICKTUB  |aBTOpiB
al. TpOBE cuaapoMm  |(19% | nocnimken |Hs XPOHIYHHU |TIpU MAIi€HTIB  |IOCIiIKEHHS
1982 |mepexpecH ) Hs 3 100 "3axBoproBanH |(Bci IgG - IVIgi IMIg
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e BpyrtoHna: MI/KT X SIX BEPXHIX <3Br/nta |3
npocimimken |7; TIIM: 3) KI'/micans 1HQEKIIIHA. | IMXaITBHUX BIJICYTHICT |aHAJIOTOYiHO
HA) abo Mg nuisxiB" (: |b BIANOBIAL |10
MPOTATOM 0,006). Ha e(peKTUBHICT
PiBens 2 12 micsuiB BaKLMHAL |10.
(+) KOXKEH 10). Huzpka
(3araipHA momicsaHa | BHCHOBKH
TPUBANICTh no3algs |ekcmepra:
24 micsi). MmiHiManeH |Husbka
VM piBHEM |IIIOMiCSIHA
npenapary |nosalg3
B MiHIMaJTbHUM
CHUpOBATLi |piBHEM
kpoBi IgG |(mpemapaty B
<3r/m. CHUPOBATIIL
bes Kkpogi IgG <
MacKyBaHH |31/ 11,
o WMOBIpHO,
npemapary. |oymae
HE/I0CTaTHBO
10. Hemae
JAaHUX TIPO
piBEHb
iH(iKyBaHHS
0e3 Teparii.
Roifm |Pisens K-16: 12 0% |Koxui 6 Jus. IIsuaxkic |ITamientu 3 Cratuctuk |BucHOBOK
anet |PKT2(-) |[(3BIA: 10; MAli€HTIB  |BTpYyYaH |Tb MiHIMaJIbHUM |a HE aBTOpiB
al., XBOpoOa OTpUMYBAJ |HA TOCTpUX |piBHEM BUKOHYBAJI |IOCIIKSHHS
1987 Bpyrona: u 600 mr/kr iH(eKuiil. [mpenapary B |ach. 1 1VIg
2) KI'/ mic B CHPOBATIIL KJIIHIYHO
X011 kpoBi 1gG > |HeBenuka |edexTUBHUIA
repexpecH 5g/L mamu KUTBKICTh  |II[OJIO
oro MEHIIU BUTIAJIKIB. |3HIDKCHHS
JIOCIIIKEH piBeHb 4acTOTH
Ha. 200 iH(iKyBaHHS 1H(IKyBaHHS.
MI/KT JISTKUMH 1
KI'/micupb TOKKAMA BucHoBku
MIPOTATOM IHQEKIISIMH. eKcrepra:
KOXHHX 6 Kpim Toro, Icnye
MICSILIIB. CBiJT4aTh PO 3HAYHUHA
M IBUIICHHS 3aJTMIIKOBHHA
FEV-11FVC edexT mpu
npy Teparii nepexoi 3
BBIT" (1 < OB
0,001). BHCOKOI Ha
HWXKYY J103Y,
TOMY TE€PMiH
6 MicsIIiB €
3aHaJITO
KOPOTKHM Y
SIKOCTI
TEpPMiHYy
CIIOCTEPEIKEH

Hi.
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Oo0cepBaniiini nocjixkenHs (mepeBipka MeToI0/0Tii 3riqHo 3 KOHTPOJbHUM criuckoM SIGN 3):

301
(mepex
pecHe
JOCHTIT
JKEHHS

)

PiBensn

3

A
(mepexpecH
e
JOCTIKeH
HA)

PiBens 3

(+)

A
(mepexpecH
e
JOCTIKeH
HS)

PiBens 3

(+)

18I

(rep
expe
CHE

JOCIT
iKe
HHS)

PiBe
HE 3

00|
(mepexpecH
e
TOCTIHKEH
HA)

PiBens 3

(+)

1A
(mepexp
ecHe
JIOCTIL K
CHHS)

PiBens 3

(+)

I
(mepexpec
HE
JTOCTTiIKe
HHS)

PiBens 3

(+)

I
(mepexpecHe
JTOCITI PKSHHS1 )

Piens 3 (+)

180
(mepexpecH
e
JTOCTTKEH
HS)

PiBens 3

(+)

180
(mepexpecHe
JTOCITi IPKEHHS

)

Pisensb 3 (+)

O0cepBailiini 1ocTiTKeHHS Y¥ PeTPOCNHEKTUBHUI PsiJl BUNAIKIB 0€3 HeoOXiTHOCTi TeCTyBaHHA MeTOI0I0Tii
BinnmoBigno 10 SIGN:

Eibl et |T11 K-tp: 16 |1 16 Hemae |30inbmieH | [nauBimyanbHa| dyxe BucHoBOK
al., (3BI: 6; |(6%) |mamienTiB us IgG.  |mo3a pisui IgG  |aBTOpiB
1984 |PiBerr 3 |komOiHOBa OTpUMYBal CyMicHIC |BapirO€TbCsA B |mepen JTOCIT IPKEHHS
Ha u 220 mr/kr Tb Ta Mmexax 54-500 |mouatkom |: IVIg3
rimorammar KI'/micaup piBeHb MI/KT JIOCITI/PKEH | XOPOIIIOI0
noOymiHeMi MIPOTATOM indixyBa |KI'/micsp. ua (IgG: MEPEHOCUMIC
a:3; 14 micsuus. HHS [loaennuk i3 |Big 0,4 10 6|TH0.
xBopoOa 3TiJHO indopmartiero |1/1m). Hemae |Oco6mmBo
Bpyrtona: IIOJIEHHH |TIPO 1HQEKII0 |CTaHJaPTHU3 | CIIPUATIUBO
5, TII'M: 1; Ka JIOCTYITHUUN OBaHMX JI03 |11
nedinuT nanienra. [nume s 8 [(125-470  |3acTocyBaHH
MiaKIacy mamieHTiB, ne  |Mr/kr KI'). |q Benmukux
LGGI1 Ta nopiBHIoeThcsl |HeBenuka |no3 Ig.
LGG2: 1) piBEHb KUTBKICTb
iHOiKyBaHHS, |BUNAJAKIB. |BUCHOBKH
SK 1 IpH eKcriepTa:
HOpPMaJIbHIN HenocraThi
TTOTTYJISIIIIT. KJIHIYHI JaHi
I10]10
4acTOTH
1H(IKyBaHHS.
Hemae
MTOPIBHSHHS 3
iHTEepBaJIOM
Teparnii.
Poicpm |I1/] K-1b: 7 0% |7 namienTiB |[Hemae |Yactota |3HIKEHHS Heenuka |BucHoBok
aH Ta (3BII: 5; OTpUMaIIn TOCTPUX |4aCTOTH KUIBKICTh ~ |aBTOpIB
criBas |PiBens 3 XBOpoOa 600 mr/xr TSOKKUX ~ |3aXBOPIOBAHOC |BUIAJKIB.  |IOCIIDKEHHS
T., bpytona: MacH Tina iHpeKIii |Ti Ha TOKKI Craructuk |: IVIg
1985 2)3 IVIg 3 iH(dekmii Bim  |a HE KJIIHIYHO
"XpOHIYHO MPOTATOM HeoOxiHi |25 (mpu IMIQ) |BukoHyBan |edhexTHBHUIA
10 CUHO- 7-18 CTIO 10 4 (ipu ach. 1010
JIET€HEBOIO MICSIIIB. rocmitani |1V1g). 3HUKCHHS
XBOp000I0" 3amii YacTOTH
, T00TO >1 (meniHroe 3aXBOPIOBAH
rocTpa Huedarir, HSl TOCTPUMU
iH(eKis CEeNTUYHU iH(peKIisIMH
Ha MICAIb i apTpwur, 3
npu CHHYCHT, HEOOXIiTHICT
BBEJCHHI ITHEBMOHI IO

IMIg 100
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MI/KT MacH s, CUJIbHA rociTamizailg
Tijla KOXKHI niapes). ii.
2-4 TKHI
(MiHIMATTBH BucHoBku
uil piBeHb eKcrepra:
npenapary CratuctuyHi
IgG B JaHi
CHPOBATIIi BiJICYTHI.
KpoBi < 3
/7).
Cunni [I111 K-15: 43 21 |IVIg3300 |[dus. Hui Ipu IVIg He BucHoBok
ngham (3BIA: 32; [(49% |mr/kr BTpyYaH [XBOpPOOH |TOpIBHSHO 3  |TOB'si3aHE, |aBTOPIB
- PiBens 3 XBOpoOa ) KI'/micanp |Hs Ta JHI 3 |[IOTMEPEAHIM  |aye IOCIIIKEHHS
Rundl Bpyrona: 3, MIPOTSATOM aHTHOiOT |3HWKEHHsAM  |oOcepsariiii | 1VIg
es et iHIII: 8) 12 micsis ukoteparn |IMIg B nai HE KIIIHIYHO
al., npu IMIg €10 npu JOCHIJKEH |eeKTHBHUI
1983 aHTUOIOTUKOT |HA 31 11010
epamii (1064 |3HaYHWM  |3HWKEHHS
MOpiBHIHO 3 |edeKkToM  |4acToTh
2980 mHsAMH) i iH(IKyBaHHS.
3MEHIICHHS BucHoBKkH
JTHIB XBOPOOH eKcrepra:
(327
MTOPIBHSHO 3
1131 nHem).
Cunni T11 K-1p: 21 0% |IVIg3300 |dus. Hui [pu IVIG BucHoBok
ngham (3BIA: 19; MT/KT BTpYyYaH |XBOpoOU |MOPIBHSHO 3 aBTOPIB
- Pisens 3 xBOpoOa KI'/micsaup |Ha Ta IHI 3  |TOTEepeTHIM JTOCIIKEHHSA
Rundl bpyrona: 1, MIPOTATOM aHTHOIOT |3HWKEHHSM 1 1VIg
es et araMmarJio 12 micsimiB ukorepan |IMIg B qHi KIIIHIYHO
al., OymiHemis 3 i€10 npu e eKTUBHUI
1984 TUMOMOIO: AHTHO10TUKOT 1I00
1) npu epamii (1820 3HIKEHHS
IMIg HOPIBHSHO 3 4acTOTU
3249 nHAMM) i iH(iKyBaHHSI.
3MEHIIEHHS BucHoBku
JIHIB XBOPOOH eKcrepra:
(258
MOPIBHSHO 3
834 gusiMn).
Skull |Perpocmexr|K-1b: 18  |[me |IVIgB Hemae  |JIHi ITix yac Hesenvka |BucHOBOK
& WBHHI a1 |(xBOopoOa |BHMa |CepeaHbOM XBOpoOH, |Tepamii KUIBKICTh ~ |aBTOpIB
Kemp, |pummagkie  |bpyrona: |raers|y 420 mr/kr IIH1 B qacToTa BUIIAJIKIB. |IOCIIIKEHHS
1996 10; TII'M: |csa KI'/micsupb. JIKapHi, |MHEBMOHIT Hemae : TaHl MOYKHA
Pisens 4  |3; 3BIA: 3, IHi 3 CTaHOBHTh KOHTPOJIbH |TIOPiBHATH 3
iHIIi: 2) agTubior |0,05/pik of rpynu. |"Liese etal."
WKOTEepaIl |JIKyBaHHS Ta HIDKYE
1€10. 0,6 a1 B CepeHbOL
cTarfioHapi/pik no3u 422
JIKyBaHHSI. MT/KT Macu

Tija KOXHi 3
THKHI.

BucnHoBku
eKcrepra:
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Pan
BUIIAJKIB 0e3
MoAPOOUITH
po
MOTICPETHIO
KIIIHIYHY
KapTHHY,
TOMY
BlABEAEHHS
HE

MOKJIMBE 0O€e3
00OMEIKEHb.

Quinti
etal.,
2007

IK
(mocmimken
HS
JIEKIJIbKOX
LEHTPIB)

PiBens 3

K-11: 224
MMAII€HTH 3
3BI/]

0%

IVIigs
II03010
400Mr/kr
MacH Tijia
KOXHI 2-3
THOYKHI.

JluB.

BTpYy4YaH
HSL.

Yacrora
iH(iKyBa
HHSA 1
ayTOIMyHI
TET.

3HauHe
3HUKCHHS
3aXBOPIOBAHOC
Ti
MTHEBMOHI€10
Ta TOCTPUM
cepenHiM
otuToM (<
0,001). 3naune
301bIIEHHS
3aXBOPIOBAHOC
Ti XpOHIYHUM
CUHYCHTOM Ta
XPOHIYHUM
3aXBOPIOBAHHS
M JIeTeHb (1<
0,001).

[Iepcnextu
BHE
JTOCITiKEH
Hs 31
BUPaXXCHU
M e(EeKTOM.

Hemae
iHopmarrii
po
MiHIMaJIbH
Wi piBeHb
npenapary
IgGB
CUPOBATII
KpOBI.

BucnoBok
aBTOPIB
JOCIIIKEHHS
IIpu
peryIsapHOM
y IVIg
BiJ3HAYAETHC
s 3HAYHE
3HIDKEHHS
YaCTOTH
3aXBOPIOBAH
Hs
IMHEBMOHIEIO
Ta cepeaHIM
OTHTOM.
301abIIEHHS
CUHYCHTIB 1
XPOHIYHUX
3aXBOPIOBAH
b JIETEHIB.
BucHoBKkH
eKcrepra:
Koroptae
JIOCTIKEHHS
, sIKe 1o0pe
JIEMOHCTPYE
iH(peKIIHHN]
1
HeiH(eKuiiH
ui epeoir
XBOpOOH.
BinxuieHus
Bix mo3u Ig
3a00pOHSIETH
csl.

Lucas
etal.,
2010

Ilepcniektu
BHUU
MOHOIICHTP
WYHUN
TpyHoBui
aHai3

PiBens 4

K-tb: 105
(3BL: 90;
xBopoOa
bpytona:
15)

HC
BHMa
Ta€Thb
Ci

IToyaTkoBa
Teparris Ig
3 7103010
400Mr/kr
KI'/micsans
abo 600
MI/KT
KI'/micsaup

HC
BUMarae
ThCs

Ho3zaIg
MOPIBHSAH
03
pi3HUMH
KIIIHIYHH
MU
nposiBaMU
(3axBOpIO

Ho3za Ig
1HAMBITyaJIbHO
Bapiloe Mix
0,2-1,2 r/kxr
KI'/micsip)

OmnucoBe
JIOCIIIKEH
HS BEITUKOT
MOHOLICHTP
WIHO1L
Tpymnu
MPOTATOM
TPUBAJIOTO

BucnHoBok
aBTOPIB
IOCHIKEHHS

3aBxau cirig
OpiEHTYBATH
cs Ha

IHUBIAyab
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y TaIliEHTIB BaHHS repioay HE
3 JIETEHiB, gacy (>700 |BU3HauCHHS
OpOHXOEKT CIUIEHOME Mali€HTo- |I03MU.
azamm. rais, POKiB). [TamienTam 3
301UTbIICHH IUTOTICHI 1 OpOHXOEKTa3
s 03U 110 , aMU MOTPiOHI
150 mr/kr eHTepoIa O1IBIII
MacH Tija Tii TOMIO) BHCOKI JTIO3H
Ha MiCSIb TS
npu JIOCSTHEHHS
CTIKHX aHAJIOTIYHOT
iH(eKIisaX 0
(>1 ToxKHX MiHIMaJIbHOT
abo >3 o piBus IgG
MOMIPHUX B CHPOBATIII
iH(eKii) KPOBI.
[NamienTn 3
XBOPOOOIO
Bbpyrona
noTpedyIoTh
BHUIIIOTO
MIiHIMaJIBHOT
o pisus IgG
B CHPOBATIII
KpOBIi B
CepeHbOMY
JUTS
JIOCSTHEHHS
BiJICYTHOCTI
iHOeKIil.
Busse |Perpocnekt|K-tp: 50 |me |IVIg3 Hemae  |[loxa3sHMK |3HMKEHHS BucHoBOK
etal., |MBHUIi s |MAIIEHTIB 3 |BHMA | 103yBaHHS " 3aXBOPIOBAHOC aBTOPIB
2002 |Bumazxis |3BIJ racts |M 300-400 IMHEBMOHI |Ti Ha JOCIII IDKEHHS
ci MI/KI Macu 11011 |ITHEBMOHIIO 3 :
Piens 4 TiJla KOXKHI1 yac 84% 06e3 CTaTUCTUYHO
3-4 TrKHI Tepanii 3 |nputiomy [VIg 3HaYNMe
Vig. 1o 22% mipu 3HWKEHHS
IVig (m<0,01). YaCcTOTH
3aXBOPIOBaH
HS Ha
ITHEBMOHIO.
de A K-tp: 24  |me |[IVIg200- |memae |YacTtoTa |3HMKEHHS BucroBok
Gracia nopociux |BuMma |300 mr/kr/3 TSDKKUX 1 |4acTOTH aBTOPIB
etal., |PiBens 4 Mali€HTa 3 |Ta€Th | THKHI JIETKUX | TSDKKHAX IOCHIKEHHS
2004 3BIJI cs iH(DeKIii. |iHpeKIin Bifg :
1,3+1,2/pik no CTaTHUCTUYIHO
0,2-+0,5/pik 3HAYMUMeE
(m<0,01); 3HUKEHHS
3HKCHHS 4acTOTH
JaCTOTH 1H(IKyBaHHS.
JISTKUX
iH(DEeKIIiH Bif
4,944,1 no
2,2+2,0/pixk

(11<0,01)
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Quarti |Perpocrext |K-Tb: 29 He |IlopiBusHH |[Hemae |YactoTa |3HMKCHHS Crartuctry |BUCHOBOK
erTa |WBHUU psAJ |HAIEHTIB 3 |BUMA |5 0 1 i iH(iKyBa |4acTOTH Hi gaHi aBTOpIB
cmiBaB |Bunaakis |['I'M tumy |raeTsb |uac HHA. TSOKKUX 1 BIJICYTHI.  |JOCIIJUKCHHS
T., 2 csi  |mpuilomy MIOBTOPIOBAHU : 3HIOKEHHS
2004 |PiBens 4 IVIg. x abo Y4acTOTH
Hemae XPOHIYHHUX iH(iKyBaHHSI.
iHdopmMartii 1H(EKITIH.
po 103U
Ig.
MinimMansH
Wi piBEeHb
npenapary
B
CHpOBATIIi
kpoBi IgG
>4-5r1/n
Levy [Perpocnekr|K-Tb: 56 HE |He HE HE HE HE HE
etal., |MBHUII psl |XBOPHX HA |BHMA |BHMAra€ThC |BUMAarae |BUMaraeT |[BUMAaraeTbCsi |BHMaraeThbC |BUMAraeThes
1997 |Bumagkis |[['IT'M racTh |5 THCS bCSA Pl
csl
Piens 4
Tabmuus C: Tabauus q0Ka3iB sl KIFOYOBOT peKOMeHAaIl 5
Hocun |Tun VYuacuuku | Koe | Brpyuanns | Kontpo | HinboBuii| OcnoBuuii | [lpumitka | Ilimcymox
aHHA  |IocIifpkeH |(KIBKICTS 1 |diltie b po3mip(- | pe3ynbTaT OI[iHFOBaHHS
Hs/piBEHb |XapakTepuc| HT n)
JTIOKa30BOCT | THKH) BHIIA
i (CEBM JTaHH
Oxford s
2011)
(Owinka
METOIOJIOT]
i
BIJIIOBIAHO
10 SIGN)
OO0cepBaniiini focaigxeHHs (MepeBipka MeTOx0JI0TiI 3TiTHO 3 KOHTPOJABLHUM crickoM SIGN 3):
Abdou [I11 K-t: 10 (0% (IVIgs3 HE OcnoBuu |Bamora Hemae Bucnosox
etal., (pizHi 400mr/kr  |Bumarae |i knac Ta |teparii IVIgi |iHpopmanii |aBTOpIiB
2009 |[PiBeus 3 nediuTi KI'/micsaup |ThCs HigKiIac  |3MEHIIEHHS po JIOCHIDKEHHS
(+) mijiKnacy MPOTIATOM IgG. 4acToTh KIJIBKICTB
1gG: 6; 12 micsauiB HIBuakict |iHdikyBanHs |BuMiptoBaH |[VIg Moxe
MOpYLIEHH i3 micauis b nporsiroM 3 |Halg3 MIPUHECTH
S QHTUTLI KonTponsa iH(IKYBaH |MICSIIB, JIHI  |METOI0 KITHIYHY
pH e HS, THI 3 |HAa cTalioHapi, |1ilarHOCTYB |KOPHCTh
MTHEBMOKOK CIIOCTEPENk aHTHUOI10TH | AHI 3 aHHA Ta MaIfieHTam 3
y: 4, 3 IKUX €HHA B KOTeparli€ |aHTUOI0TUKOT |BIANOBIIHY |Ae(ILIUTOM
TIO€/THAHI: MOPIBHSHHI 10 1 JIHI Ha |eparri€ro Ta X piBHIB mijiKnacy
4) 3 cTauioHap |momimmenHs |migknacy  |IgG abo
TIOTIEPETHD 1. SIxicTe  |sxocti xuTTA. |1gG mpu crienuigan
010 JKUTTAL. 36impmenns  |1VIg. M JehiuTOM
BiJICYTHICT MiAKIIaciB HeonHopin |MTHEBMOKOKO
10 Tepamii. lgG1 ta lgG2. |Harpyna. |BHX aHTHTINL.
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Biacyruicte  |IlepexpecH
30inbLICHHST  |Wid Au3aliH | BUCHOBKH
mpu 1gG3. 3 eKcrepTa:
MAacKyBaHH |MeToau4HO
SIM HEIOCTAaTHHO
npenapary |AJs Toro,
abo 106
mianedo  |copmymnroa
BIZICYTHIH. |TH
lamyseBe |pexomenmarii
(hinancysa |10.
HHSL.
Hesennxka
KLUTBKICTB
BHIIAJIKIB.
Bernat |I1/] K-1p: 9 0% |V mepri 12 [He PiBenn 3menmenHs |Hemae BucnoBox
ow niTel 3 MIiCAIIiB BHMArae | CHHO- KUTBKOCTI HIB |iH(OpMaItii |aBTOpiB
ska- |PiBensn 3 (-) |meditmmrom IVIg ne ThCS JICTCHEBU |Tepallii 3 po JTOCITDKEHHS
Matus migKIacy 3aCTOCOBY€E X 3aCTOCYBaHHS |KUIBKICTH |
zkie 1gG3 abo ThCS, TOTIM ek, M BUMIpIOBaH |3HaYHE
wicz KOMOiHOBa MIPOTATOM IHI 3 aHTHOIOTHKIB |HA Ig 3 KITiHIYHe
etal., HUM 12 mic [VIg antu6iotu [(123,2 B METOI0 MOJINIICHHS
1991 nedinuToM B 11031 400 KOTeparli€ |TTOpiBHAHHI 3 |A1arHOCTYB |TIPH
miaKIacy MT/KT 0. 34,4 nasAMuy, 11: |aHHS Ta 3aCTOCYBaHH
1gG3 ta KI'/micans CBucra4i |He BignoBianu |i [VIg.
lgG4 i XpUNH i  |pO3paxoBaHO) |X piBHIB
pEUINBY BHKOPHCT |i JHIB migknacy |BucHoBKH
FOUUMHA aHHSA xBopobu (24 |1gG npu eKcrepra:
CHHOITYJIbM crepoini. |nopisasHo 3 |IVIg. MeTonu4Ho
OHAJIbHUMHU 2,3; m: He HeonHopin |HemocTaTHRO
iHDeKIisIM pO3paxoBaHo). |Ha Tpyma  |IJIsl TOTO,
ui MMAlI€HTIB 3 |1100
OpoHXiaNbH BHCOKOKO  |chopMyitoBa
OI0 aCTMOIO YaCTKOIO  |TH
(x-1b: 7). OpOHXiaJIbH | peKOMeH Al
of actMH 1 |I0.
4aCcTHM
BUKOpHUCTA
HHSIM
CTepoiziB
K
MOYKJINBA
NpUYHHA
nedinury
miKIacy
1gG.
Hesennxka
KUIBKICTD
BHMIIAJIKIB.

O6cepBaniiini 10caiaKeHHS YA
Bignmoigno 10 SIGN:

PeTPOCNIEKTUBHUI PN BUNAAKIB 0e3

HeO0OXiTHOCTI TeCTYyBaHHS MeTOH0JIOTii

Olinde
r-
Nielse

Bararonent
POBi,
PETPOCIICKT

K-1p: 132
npu
JaediuTi

0%

IVIgs
100Mr/kr
KI'/twxnen

HC
BUMarae
ThCs

Pecmiparo
pHi
iH}eKITii,

3HMKEHHS
AHTUMIKpOOHH
X

Bucoxka
JacTKa
MMAII€HTIB 3

Bucnosok
aBTOPIB




174

net |uBHI psIAM |TiOKIACY b 110 pecmipaTopHu |acTMOIO (K- |OCTIIKECHHS
al., Bunankie |lgG xnacis MOPiBHIHO notpedyto |X iHdekuiit Ha |Tb: 102),
2007 1gG1 (x-Tb: 3 Teparmiero Th >50%y xponiune |IVIg
Pisens 4  |36), IgG1 VIg. JikyBanHs |92/132 00OCTPYKTHUB | IPH3BOAUTD
(x-16:20), aHTHUO10TH |MauieHTiB (I< |HE 110
1gG3 (x-Tb: KaMHu. 0,001). 3aXBOPIOBA |pecCIipaTopH
33) a6o B HHSI ux 1HpEeKIiH,
TTO€THAaHHI JIeTeHiB (K- |10
(x-TB: 43). Tb: 32) ab0 |moTpedyroTh
TepeXpecH |JiKyBaHHS
ui aHTHOIOTHKA
CHHIPOM  |MH, AJS
OpoHxiaibH | migkiacis 1-
a 3 1gG.
actmMa/X03
JI (x-TB: BucHoBku
30) i eKcriepTa:
OpoHXO0eKkT |MeToauaHO
azamu (K- |HEIOCTaTHBO
Tb:17). JIJISL TOTO,
Hemae 106
iHpopMmariii |chopmyitoBa
npo TH
KITBKICTE  |peKOMeHpaIll
BHMIPIOBaH | 0.
Hi Ig 3
METOIO
JIIarHOCTYB
aHHA Ta
BIAITOBIAHA
X piBHIB
mijKIacy
IgG npu
IVig.
Tl'anyzeBe
¢inancyBa
HHS.
Abrah |Perpocriext |K-16: 17 |0% [13/17 Hus. Kminiyna |[lpunmbenns |Heenmunka |BucHOBOK
ami an |MBHUIA psil |MAI[€HTIB 3 MAI[i€HTIB |BTpydYa |BIAMOBI/G. |JIIKyBaHHS KIJIBKICTh ~ |aBTODIB
etal., |Bumagkie |medimmmrom OTpUMYBaJ |HHS. yepes BUITAAKIB. |IOCIIIKEHHS
2009 migKnacy nlVigs BiacyTHicTh  |OO0'eKTHBHI
Pieenr 4 |LGG3 no3i 300- noJiinmenHs y (mapamerpu |IVIg crin
400 mr/kr 2 mamieHTIiB.  |HE 3aCTOCOBYBa
MacH Tina Kiiniune BUKOPHCTO |TH B SIKOCTI
KOXHI 2-3 MOJIIILIEHHS Y |BYIOTBCS K |CTaHAAPTHOL
THKHI 10 martienTiB. |KiHIIEBUH |Tepartii mpu
Hesminno B |pe3ynbTar. |medinuri
OJTHOT'O Craructuu |1gG3.
naii€eHra. HI gaHi
BiZicyTHi. |BucHOBKH
eKcrepTa:
Tematuuni
JIOCITi JPKEHHSI
HE
JEMOHCTPYIO

Th XOJHUX
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YITKUX
JIOKa3iB.
Barlan T11 K-1b: 22 VY nepui 12| dus. Yacrora |3HMKEHHS IIpenapar |BucHoBOK
etal., MAIiEATH 3 MICSAIIiB BTpY4YaH |iH(]IKyBaH | 4aCTOTH IVIg me aBTOpIB
1993 |PiBeus 4 nedinuToM aHTUOIOTHK |HSL. HAL. iHQIKyBaHHS |MICTUB JIOCHIDKEHHS
miAKIacy omnpoddinak TMP/SMX 'y |lgG3. : Tepamis 3 Ig
1gG3 ta THKa 10/22 MOXe
penuanBy TMP/SMX TIaIli€HTIB: PO3TIISIaTHC
FOUYUMH .12 MIPHU CUHYCHUTI sy MaIli€HTIB
iH(peKIiIM Mall€HTIB Big 6,6+/-2,7 3
u. 3 Hux 12 OTpHUMYBaI no 1,3 +/-0,8 PELUAUBYIOY
MaIieHTiB U Tepariio mopivHo (1< UMU
3i 31VIgs 0,01) i mpu iHpeKIisImMH,
CKapramu, o031 OTHTI Bif SIKI TAKOXK
HE3BAKAIOY 400Mr/kr 9,0+/-3,2 no 30epiraroTsc
U Ha Macu Tiia 15+/-0,6 s B yMOBax
aHTHOI0TH KOXHi 3 mopivHo (1< aHTHO10THKO
Korpodina THOKHI 0,01). poiTaKTHK
KTUKY qepes u.
(miroua CTIHKY Y12
peJoBHHA i IBUTIECHY MAali€HTIB, K1 BucnHoBku
HE CXWIBHICTB OTPUMYIOTb eKcriepTa:
TMP/SMX hi (o) TEpaIo 3 OcHOBOIO
). iH}iKyBaHH IVig, EKCIIEPUMEH
1. JIBoe IIBUIKICTH Ty 3
MaIieHTIB CUHYCUTY aHTHOI0THKO
OTpUMYBaJ 3HMXKYETHCS 3 npodiaKTHK
u 600 8,2+/-3,7 no 010 200
MI/KI' MacH 1,8+/-1,3 Tepariero Ig
TiJla KOXKHI IopivHo (< Mae OyTH
2 TYKHI. 0,01). JIOCTOBIpHE
3HMKEHHS BUSIBJICHHS
4acToTH PELHIUBYIOY
3aXBOPIOBaHH ux
sL cCepeHIM OaxTepianbH
OTHUTOM BIJI uX iH(EKIIi.
4,6+/-3,7 no
0,3+/-0,5
IopivHo (<
0,01).
Tabnus D: Tabmurst [okasiB Ui KIFOYOBOI peKOMeHaaIii 7
[ocun | Tun VYuacuuku | Koe |Brpywanns | Kontpo | Limi OcuoBumii | Ilpumitka | Ilincymoxk
aHHS  |JIOCHI/DKEH |(KUTBKICTH i |irie b pe3ynbTaT OLIIHIOBaHHS
HSI/piBEHb |XapakTepw | HT
JIOKa30BOCT | CTHKH) BUIIA
i (CEBM TaHH
Oxford s
2011)
OO0cepBaniiini qocaigxeHHs (MepeBipka MeTOX0JI0TII 3TiTHO 3 KOHTPOJABHUM crinckoMm SIGN 3):
Speck |ITepcrexrn |51 martient (0% |Tpancrman |Iamient |Onyxaud |TToku Hi Kpim €HoTO
mann |BHe Tais u 0e3 a1 reHeTHYHA iH(deKIii, |3aMilIeHHs
KOTOpPTHE npuyuHa, Hi  |Bukiaukanu |1gG
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et al,
2016

JIOCIIIJKEH
Hsl,
OaraToreHT
poBe
IOCIIIKEH
Hsl,
obcepBarriii
HE
IOCIIIKEH
Hs

PiBens 3

(+)

CTOBOYpOB
UX KJIIITUH

TPaHCILI
agTamii

OasanpHi T-
KJIITHHHI

rnapamMeTpu HE

3MOTJIAIHINBI
JTyabHO
nepeaoavuTH
repeBaru

TpaHCIUTAHTAIII
i cTOBOYpOBHX

KINTHAH JUTA
MMAII€HTIB 13

KOMOIHOBaHUM
iMyHOnIEeDiHT

oM

X
30y THUKaM
Y THIHHUX
3arnaJjicHb,
12%
MaIiE€HTIB
3a3HaIN
BipyCHUXIH
Gbexuiit iy
51%
BUSIBIISLITH
IMYHHY
TU3PETryJs
0.

HEOCTATHBLO
JiGic:
OLIBILIOCTL
MMaIi€HTIB 3
KOMOIHOBaH
UM
nedimuroM
T/B kaiTHH.

OO0cepBaniiini 1oc/TiKeHHS YM PeTPOCNIEKTHBHU PsiJl BUNAAKIB 0e3 He0OXiTHOCTI TeCTyBaHHSI MeTOM0JIOTil
BignoBigno 10 SIGN:

De la |Koroprae |[179 He |Tpancmnan (Hemae |BmwxuBan |PizHuti y Kpim IgG, (IIpu X-
Moren |mocmimKeH |MalieHTiB, |3acT |Talis HS IICJIS  |BYOKHMBaAHHI Mall€HTH 3 |acoLiiOBaHO
aetal, |us, 673 0COB |CTOBOYpOB JIarHOCTH |HEMae i MY CHHIPOMI
2017 |oOcepparmiii |TpaHCIUTaH |YETHh |WUX KIITHH KH - 0e3 1 TaKOXK lNnep-1gM
HE Talli€ro, ci |B TiCIs MOBUHHI  |depe3
nocmimpkes |109 6e3 MOPiBHSHHI TpaHCIIa OoTpUMYBaT |aeQiluT
HA, TpaHCIIaH 3 HTawii u Jiranmy
OaraTomeHT |Tarii BBEJICHHSIM cToBOYpO aaTroioTHK |CD40
pose iMyHOTI100 BUX ompodinak |TpaHCIUIAaHTA
JIOCHIDKEH YIIiHY Ta KJIITHH THKY 1 mist
HA, aHTHOI10THK KHITATATH |CTOBOYPOBUX
PETPOCTIEKT onpodinak MTUTHY KIIITUH MOXeE
VBHE THKOIO BONy, 1100 |BHJIIKYBaTH
JIOCIIIKEH 3armobirTd  |3aXBOPrOBaH
HS 3apaKeHHIO |HA,
KPHUIITOCIIO |0COOJIMBO 10
punieo BUHUKHEHHS
cepho3HuX
YCKJIaJIHEHB.
Tpancmianrta
i
CTOBOYpOBHX
KJIITHH HE
JEMOHCTPYE
nepeBaru B
TPHUBAJIOCTI
HKUTTS
MOPIBHSHO 3
KOHCEPBATUB
HOIO
Tepami€ero.
IIpu
KOHCEPBATUB
Hilt Tepamii
BKpaii
BaKJIUBO
3aXUCTUTH

malicHTa Bijg
3apakKeHHs
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KPHIITOCIIOP
UJI€I0.
Allew [Koroprae |7 mamientiB|ne |Tpancruian (Hemae |OpykanH |7 nauientiB, |/oka3 IIpu X-
eltet |mocmimxen (3 X- 3acT |Tauis S SIKI KOHIIEIIIIT - |aconioBaHO
al, HA, acoIIiifoBaH || 0COB |CTOBOYpPOB BriTikyBanucs |JociimKeH |My CHHIpOMI
2015 |oOcepBariii |omy YETh |UX KIITHH BiJl XBOpOOH, |HS: lnep-IgM
HE CHHIpOMI |CsA OinbITe HE Tpancmian [gepes
mociimken |[imep-1gM OTPUMYIOTH  |TaIlis nedimut
HA, gyepes 3aMilIeHHs CTOBOYpOB |Tiranmy
OTHOUEHTp |AediuuT 19G ux xritua  |CD40
OBE Jiranny MOJKeE TPaHCIUIaHTa
nociimken |CD40 BUJIIKYBATH |11is
HA, (IrMmi), rmmi. CTOBOYPOBHX
PETPOCIIEKT |BCi KJTITHH MOXE
UBHE npoiuum BUJIIKYBaTH
JOCHI/KEH |TpaHCIIaH 3aXBOPIOBaH
HSI Tarfiro Hs, 0COOJIMBO
bi (4]
BUHHUKHEHHS
CEepHO3HUX
YCKJIAAHEHB.
Al Koroptre |11 He |Tpancmnan [Hemae |OmyxanH |V Bcix xBopux [Kpim IgG, |Ilpu
Saud |mocnmijKeH |maii€eHTiB 3 (3acT |Talis ST BiJT pPO3BHHYJNACS |HAlli€HTH 3 |ayTOCOMHO-
etal, |us, ayTOCOMHO |0COB |cTOBOYpOB TSOKKHX ~ |mHEeBMOHis, y |['TTMI pelLecuBHOM
2013 |oOcepsarii |- YETh |MX KITITHH, iH(peKmid |TprOX 3 MOBUHHI |y
HE PELIECUBHH |CSI  |BBEICHHS Ta BiX THEBMOIIMCTO3 | TAKOXK yCIaAKOBaHO
JOCHIDKEH |M iMyHOTJI00 [UPIOTOCH [OM, Y 'ATH 3 |OTPUMYBAT |My CHHIPOMI
HA, nedinuToM VIIiHY, OpHUAMAIH |CKIEPO3YIOUH |H l'inep-1gM
onuouentp |CD40 AHTUOI10THUK HOU M XOJIQHTITOM. |aHTHUOI0THK |BHACIIIOK
OBE (I'rm3s), ornpodinak ingpexmii |/Boe onpodinak |nedinury
JIOCIIKEH |aBa 3 THKA HaIl€EHTIB THKY. CD40
HA, TpaHCIIIaH YCIIIITHO [MutHY niepeoir
PETPOCIEKT | Talli€lo NPOUIIITN BOJTY MoXKe OyTH
VBHE nepecaaKy, HEOOXiIHO |cTabiIbHUM
JOCIIKEH 4eTBepo 100pe |KUM'ATUTH, |IpU
H MIPOXOJIATh o0 3aMileHH]
npodinaktuky |3amodirtu |IgG, ane
. JIBO€E CHIIBHO |3apaKeHHIO |MOXKe OyTH
XBOpHX. TpO€ |KPUNTOCHO |TaKOX TyXKe
NAIi€HTIB pUdISIMU.  |HECTIPUSTIINB
MOMEpJI0 Ha UM yepes
paHHBOMY XPOHIYHI
erari. iH(peKIii,
0co0IMBO
KPHIITOCIIOP
nmii.
Tpancmiianrta
is
CTOBOYPOBHX
KIIITHH MOXE
BUJTIKYBaTH
XBOpOOYy.
Miot |Koroprae (29 He |Tpancnnan [Hemae |OpyxanH |TpancruanTan (Ilokasanss |[Ipuwxusnen
etal, |mocmimkeH |mamieHTiB 3 |3acT |TaIlis ST i mo TCK HA Yy 24
2017  |ms, X- 0COB |CTOBOYpOB CTOBOYPOBHX |[IOBHHHI  |MaLli€HTIB,
oOcepBailiii |acomiioBaH UX KIITAH KJIITHH HE € pO3TISAIaTH | peaKIlis




178

HE UM VETD Tepariero cs "TpaHCIUIaHT
JOCTIKEH |nediuToM |cs BHOODY IS BUKIJIIOYHO |aTa MpPOTH
HA, NEMO BCiX MAIl€HTIB |iHOUBiAyan |rocmoaapa” y
OaraToreHT 3 mepimuToM  |BHO 13 mari€eHTiB.
poBe NEMO. 3anexxkHo  |Cemepo
JIOCHIDKEH BIJ OMEPIIU
HA, IMyHOJIOT'1Y |mmicTs
PETPOCTIeKT HOTO TpaHCIUIAHTA
VBHE ¢denoTumy. |wii
JOCTIKeH CTOBOYpOBHX
HS KITITHH.
He Bci
IPOSIBH
XBOPOOH,
0c00JI1BO
KOJIITH,
BUJTIKOBYIOTh
cs 3a
JIOTTIOMOT 010
TCK.
Chand |Koropthe |4 namienta [He |Tpancmian [Hemae |Omyxans |TpancmtanTair |B ycix 334
rak JOCTIKEH |3 3acT |Tamis ST is YOTHUPHOX |MAIIE€HTIB 3
asan et |, JIe(iuTOM |0COB |CTOBOYpPOB CTOBOYPOBHX |MAIli€HTIB |HedinuTom
al, obcepsgartiiit [NEMO, YETh |UX KIIITUH KIIITHH BuseneHa |NEMO
2016 |me TOB'SI3aHUM | CST MOJXKITUBA Y MIOBTOPHA |YCIIIITHO
JIOCHIJDKEH |3 X [ALIE€HTIB 3 aKTUBAIlisS |IPOMIILIH
HA, nedinutoM Bipycy nepecajxy.
OJTHOIICHT NEMO. micns daxTop
OBe nepecaku | PU3HUKY
JOCITIPKEH CTOBOYpOB |MikoOakTepia
HS, HUX KIITHH. |JIBHOI
PETPOCTIEKT iH(bekmii mpu
WBHE YCKIIQJHEHO
JOCIIIKEH My aHaMHe31
HS TiCIIst
nepecaku
CTOBOYpOBHX
KIIITHH?
Sulliva|Koroptue |154 HE |He Hemae |Iagexuii |Kpim inpexmin OnHiei
netal, |[gocmikeH |malieHTH |(3aCT [3aCTOCOBYE Tpomborr |i 3aminu IgG
1994  |us, 0OCOB |ThCA WUTOTICHIS |TPOMOOIUTOIIE HEOCTATHLO
oOcepBamiit y€eTh AyToimyH |Hil, TyXe JUTS
HE csl iteT 4acTo O1nbIIOCTI
JOCITIJPKEH Jlimpomu |3ycTpivaerses MAIE€HTIB 3
HA, ayTOIMYHITET Cunnpomi
OaraToneHT Ta JiMPOMHU BickorTa-
poBe Onppiva,
JIOCHIJDKEH OCKUIBKH
HA, OKpiM
pPETPOCTIEKT npodiaKTHK
VBHE u iHdekiH,
JOCITIDKEH KOHTPOJIb
Hs IMYHHOT
JIA3PETYIIAIIT
Mae
BUpiLIaTbHE

3HAYCHHA
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TUTS
POTHO3Y
3aXBOPIOBaH
HAL

Macca |I[lepcnextn |77 e |He memae |IHdexmii |[do 20-piunoro Ommuiel
ri et al, |Bue [NawieHTiB [3aCT |3aCTOCOBYE XpoHiuHa |BiKy [TOJIOBUHA 3aminu IgG
2018 |mocmimkeH OCOB |ThCS Jlimbonp |marfieHTiB HEJIO0CTaTHBO
HS TPYTIH, YETH omicepari | OTpIMyBaIH TUTS
oOCHpBaIlii cs S iMyHOCYyTIpecH OinpIIocTi
HE 3axBOPIOB |BHY TepaIlito MAIi€HTIB 3
OCIIDKEH aHHA APDS,
HS [IUTYHKOB OCKLIBKHU
o- OKpiM
KHUIITKOBO podiTaKTHK
r'O TPaKTy 1 iH(peKIin,
HuTomneni KOHTPOJIb
st IMYHHOT
TU3PETyIISI
Mae
BUpILIATbHE
3HAYEHHS
JUTS
POTHO3Y
3aXBOPIOBaH
HSL

Picard,|Ormsizx yeix [100 HE HE Hemae |ladexuii |[adexuii y KommiekcH |OnHiei

Casan |myOumikalliii |aIfieHTiB 3 |3aCTO |3aCTOCOBYE MAIIEHTIB 3 uli orisan, |3aminm IgG

0vVa, |CTOCOBHO |nedillUTOM |COBY |ThCS nedinuToM SAKAUT HEJIOCTATHLO

Puel, |mauientiB 3 [NEMO a6o|erbes NEMO a6o JOKJIAIHO |IiIs

2011 |pmediumurom |IkBa IxBa: 90% OTIHCYE OinbIIOCTI

NEMO 30yIHUKA iH(eKIiiHY | TAI[iEATIB 3
II010 TXHIX rHoro, 40% i ¢peHoTHT |HedinuTOoM
iH(peKIiHA MikoOakTepil, |narientis 3 |[NEMO a6o
X 19% BipycHux |nedinuram |IkBa.
3aXBOPIOBA iHGeKii, u NEMO
Hb i30JIbOBaHA abo IkBa.
MTHEBMOILIMCTHA
ITHEBMOHIS Ta
iHdekmii
Candida
Tabnus E: Tabnus goka3iB Uit KIFOYOBOI peKOMeH a1 9
ocun | Tun VYuacuuku | Koe |Brpyuanns | Kontpo |LinsoBuii| OcHoBuuit | Ilpumitka | Ilizcymox
aHHA |JIOCHIJDKEH |(KUTBKICTH 1 |dirie b po3mip(- | pe3ynbTar OIIIHIOBaHHSI
HS/pIBEHb |XapakTepuc| HT n)
JTOKa30BOCT | TUKH ) BUTIA
1 (CEBM TaHH
Oxford s
2011)
(Orminka
METOJI0JIOT]
i
BIJIIOBIAHO

1o SIGN)
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PanpgomizoBani konTpoanoBaHi gocaixkenns (PKT) (mepeBipka MeToa010Tii BiAMOBIAHO 10 KOHTPOJIBLHOTO

crnucky SIGN 2):
Nolte |PKII K-15: 20 0% |14 JluB. [IBugkic |PiBeHb B BucHoBOK
etal., (xBopoba MAIliEHTIB  |BTPYyYaH |Th TOCTPHX JIOTaTKOBO |aBTOPIB
1979 |Pisens 2 (-) |bpyToHa: 9; OTpUMYBaJ |Hsl. rocTpux |iHGeKuiil npu |My JOCITi DKEHHSI
3BII: 11) u BBIT" 150 indexii. [IVIg: moganemio |: 1Vig
mr/kr KI' 0,1/micstn My 3HIKYE
KOXHi 4 MOPIBHSIHO 3 |TIEPEXPECH |piBeHb
THOKHI B 0,3/micsaup 3 |omy iH(iKyBaHHS
MTOPIBHAHHI IMIg (n1<0,05 |mocmimken |OibIn
3 IMIg 100 abon< 0,01 |miy?7 e(eKTHBHO,
Mr/ KT micis namieHTiB  |HiX IMIg
KI'/micsttrs. BHKJTIOUCHHS |4acToTa TIPH XOPOIIiH
TpuBanicTs TaIienHTa 3 TOCTPHUX IIepEHOCUMO
1 7-28 nediuToM iH(ekmiin  |CTi.
MICSIIIB. kit T ta  |npu [VIg
B). CTAaHOBHMJIA
0,1/micap
B BucHoBku
MTOPIBHAHHI |€KCIIEpTa!
30,4 Ha NPUHHATHA
MICSIb TIPH |SIKICTh
IMlg. METOIMKH Ta
OOMexeHH |KiTiHIYHA
o 3HAYHMICTb
[TepexpecH | AOCTIIKEHHS
e
JOCITiJDKEH
Hs He OyB
paHaoMi30B
aHuM abo
OB’ SI3aHU
M.
Amma |PK]] K-1b: 34 83 |IlepexpecH |dus. Yacrora |IVigkpame |Hamexuuit |BucHOBOK
nnet |(baratonen [(3BI/: 24; |42 |e BTPYyYaH |TOCTPHX 1 |MIIXOAUTH KOJIEKTHUB  |aBTOpIB
al., TpOBE curgpom  |(19% |mocmimken |Hs XPOHIYHU |TIPH MAI€HTIB | XOCIIIKEHHS
1982 |mepexpecu |Bpyrona: 7;|) Hi3 100 X "3axBoproBaHH |(Bci IgG :IVIgi IMlIg
e I'I'M: 3) MT/KT iH(eKIiN. X BEpXHIX <3r/mta |3
JIOCIIIKEH KI'/micsaup IUXAITbHAX BIJICYTHICT |aHaJOTOYiHO
HS) abo Mg nuisxis" (m: |b BIAMOBiAL |10
MIPOTATOM 0,006). Ha e(eKTUBHICT
12 micsiiB BaKIMHAI |fO.
Piens 2 KOXKEH 10). Huspka
(+) (3arayiipHa niomicsiuHa | BUCHOBKH
TPUBATICTh nozalgs  |exkcmepra:
24 micsmi). MiniManbH |Husbka
UM piBHEM |IIOMiCSYHA
npenapary |no3alg3
B MiHIMAJIbHUM
CHpOBATIi |piBHEM
kpoBi IgG |mpemapary B
<3r/m. CHpOBATII
bes kpoBi IgG <
MacKyBaHH |31/ 7,
'y HMOBIipHO,
npenapary. |oyne
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HEJIOCTATHBO
10. Hemae
JaHHX PO
piBEHB
iH(iKyBaHHS
0e3 Tepanii.
Garbet [PKJT K-16: 12 (3 |1 Pangomizo |/lus. JHi 3 3menmenas |['amyzeBe |BucHoBOK
tetal., imionatuyn |(8%) |Bane IVIQ 3 |[BTpyuaH |TMXOMaHK | THIB 3 ¢binaHncyBa |aBTOpiB
1989 |Pisens 2 (-) |oro 300 Mr/xkr |HsA OI0 1 AHI 3 |IUXOMAHKOIO: |HHS. JOCIIIKEHHS
MaHrinoram KT koxHi 4 anatu6iot |30 guiB (IMlg) - 1Vig
MarnoOyiH THXHI a00 uKotepari|mopiBasHO 3 | be3 KJTIHIYHO
emiero B IMIg 25 €10. 10 nHAMHU MacKyBaHH |e(peKTUBHUIA,
JIOpOCIOMY MT/KT (IVIg xoxHi 4 |a ane TUTbKU
BiIIi) KI'/tmxnen THXKHI) mpemapary. |upu 3-
b B SIKOCTI MTOPIBHSHO 3 2 THKHEBOMY
epexpecH masivu (IVIg  |Heeenuka |BBenenni 300
oro KOJXKHI 3 kinpkicts  |Mr/kr KT,
OCIIKEH THOKHI). BUNANKIB. |CTaTUCTUYHO
HA 3MEHIICHHS 3HAYHO
MPOTATOM JIHIB Kpare
24 THXHIB aHTHOI0THKOT 3HIKYE
(daza eparrii: 511 KLUTBKICTB
"BUMHBaHH nuiB (IMIg) iH(iKyBaHHS.
a" 4 MTOPIBHSHO 3
THKHI). 296 nHIMU
[Motim (IVIg xoxHi 4
BBEJICHHS THXHI)
Mg 300 MOPIBHSHO 3
mr/kr KI' 54 nHsIMH
KOXHI BCi 3 (IVIg xoxHi 3
THXHI Y 8 TxHi). T1<
MAIli€HTIB. 0,03).

Oo6cepBalliiiHi 10cTiIKeHHS] UM PETPOCIEKTUBHUM Pl BUNIAAKIB 0€3 HeoOXiTHOCTI TeCTYBaHHS MeTOA0JI0Tii
Bimnmosimno 10 SIGN:

Liese
etal.,
1992

Perpocnext
WUBHUH P
BUIAKIB

PiBens 4

K-15: 29
MMALICHTIB 3
XBOPOOOIO
Bbpyrona

0%

[opiBHAHH
s piBHS
iH(iKyBaHH
a1 6e3
Teparnii Ta 3
IMIg
(<100mr/xr
KT koxHi 3
THXHI) B
MOPiBHSHHI
31VIg
(<200
MTI/KT
KOXHi 3
THXHI) B
MOPIBHAHHI
3 IVIg npu
350-600
mr/kr KI'
KO>XHi 3
THOKHIL

JluB.

BTpyYaH
HA.

PiBenb
iHpiKyBa
HHS
pi3HHX
cucTeM
OpraiB i
JtH1
nepebyBa
HHS Ha
CTauioHap
1.

3MEHIIEHHS
JIHIB
crarfionapy (I
0,005) 1
SHUKCHHS
ITHEBMOHI{
(O17TBIIT BUCOKI
nmo3u 1Vig
3amicth IMIg
m: 0,038).

V marienTis,
K1 IpuAManu
IMIg, Oys

MM ABUILIEHUNA
PHU3UK
OaxTepianbHOT
0 MEHIHTITY B
1700 pazis.

BucnoBok
aBTOPIB
TOCIIIKEHHSA

MiHiManbHU
i piBeHb
npemnapary B
CHUPOBATIII
kpogi IgG
MOBHUHEH
MiTpUMYyBaT
ucs > S5t/m.
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Tabmuus F: Tabmuist qokasis i Kiito4oBoi pekoMenaaitii 10

Ilocun
aHHsA

Tun
JOCTIKEH
Hs1/piBEHD
JIOKa30BOCT
i (CEBM
Oxford
2011)
(Ominka
METO0JIOT]
i
BIAIIOBIAHO
10 SIGN)

YuacHukH
(KimbKicTh 1
XapakTepuc
TUKH)

Koe
¢inie
HT
BHUIIA
JIaHH
i

Brpyuanns

Koutpo
b

HinpoBuii

po3mip(-
u)

OcHoBHUH
pe3yybTat

[pumitka

[Mlizcymox
OI[IHIOBAHHS

OocepBailiiini 70CTiIKeHHS Y¥ PeTPOCHEKTUBHUIA PsiJl BUNAAKIB 0€3 HeoOXiTHOCTi TeCTyBaHHS METO0JIOTii
BinnosinHo 1o SIGN:

Gardul |bararouent|K-1b: 47 0% |Bruus HE SIxicTh V nirteii i3 He BucHoBoOK
fetal,|poBi IIK |(miTu: 15; Teparii 3 Ig |BuMarae |)kuTTs, | Tepari€ero PaHIOMI30B |aBTOPIB
2004 nopocii: 32 (IVlg ThCS no's13aHa |SClg aHe. JIOCITDKEHHS
Pieenb 3 |abo 3BI/I: MOPIBHSHO 31 HiABUINYEThCS | Bupakenu
28; 3 SClg) na 3II0POB'SIM | 3aTaNTEHUI i epext B |lomamrHs
nedirur SKIiCTh (HRQOL) |cran 3q0pos's |TIK. Tepartis 3
miaKIacy JKUTTS BignosiaH |(m: 0,01), SClg
IgG: 2; 0 110 OibIn TTOKpaIye
iHmi: 17) iH(opMarl |akTHBHA pi3Hi
i y4acTh B aCIeKTH
famnieHTa |MKodil i SIKOCTI
3 rPOMaJICBKOMY HKUTTA,
3aTBEPK |)KHUTTI (I 006yMOBIIEHOT
eHol 0,02). CTaHOM
aHKeTH. |Y IOpocCiIuX 310POB'SL.
Kpamuin
JKUTTEBUHN
TOHYC (II:
0,04),
NICUXIYHE
310poB's (II:
0,05) 1
couianbHe
(yHKIIOHYBaH
Ha (1: 0,01)
Fasth |11/ K-tp: 12 |0% |Ilepexignu Indopman |Menme uacy |['anmyseBe |BucHoBOK
& JUTeH 3 171 i1 Ipo TUTS (dinancyBa |aBTOpiB
Nystro |Pieens 3 MIEPBUHHOIO BiAcTarioH SIKICTB nepeOyBaHHs |HHSL. JIOCIIIJIDKEHHS
m, HEIOCTaTHI apHOi KUTTA B mikapHi un  |He :
2008 CTIO Teparii TAIiEHTIB |BiBIyBaHHS |paH0Mi30B|/{omamrHs
AHTHUTLI IVIg , Jikapst (It aHe. Teparis 3a
(amOynaro obymosie [0,029). Hesennka |gomomororo
pHOI) Ha HY Honinmenns |kxinbkicts |SCIg
JIOMAIITHIO CTaHOM  |acIIeKTiB BUTIAJIKIB. |TIOKpAIIye
Tepariio 3 3JIOPOB'sI, |SIKOCTI XKHUTTS, pi3Hi
SClg 16%. 3TiAHO 00yMOBIIEHOT aCIEKTH
3aTBEPK |CTAHOM STKOCTI
SHUX 3JI0POB'S. KUTTS,
aHKEeT Ta 00yMOBIIEHOT
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"BHKOPHC CTAaHOM
TaHHA 3/I0pPOB'SL.
MEIYHOT [ToTpebyeTbe
JOTIOMOTH s HeJacTe
" CHIJIKyBaHHS
3 JiKapeM.
Nicola |baratonami |K-t6: 44  |0% |Ilepexim  |He Tadopmarr | ITicms 12 Bupakenn |BHCHOBOK
yet |oHaNBHI TAI[IEATH 3 BiJI Tepamii |BUMarae |ist mpo micamiB 81% | edexT.  |aBTOpIB
al., IK 330MT i Hei miVIg |Tbes SIKICTB rpymu A i 69%|He JOCITi JDKEHHSI
2006 pEryJspHO (rpyma B) KUTTA rpynu B paHIOMi30B|:
Pigenr 3 |10 abo Teparmii TTAIi€HTIB |BiIMTOBITHO amHe. Jomanrast
TEpaIi€ero IVigs , BIJI1AIOTH Teparis 3
IVIg. crarfioHapi 00yMOBJIC [TIepeBary SClg
(amOymaTo HY Tepartii B TTOKpaIrye
pHO) abo CTaHOM  |JIOMAIITHIX pi3Hi
MPaKTUKU 3II0POB's, |yMOBaXx. ACTIeKTH
(rpyma A) 3TiAHO SKOCTI
IO Teparii 3aTBEPIK HKUTTA,
SCIg B SHHUX 00yMOBIIEHOT
JIOMAIITHIX aHKeT. CTaHOM
YMOBaXx. 310POB'SL.
Cepenns
no3a SCIG
144 mr/xr
KT'/trxnen
b3
MIBUIKICTIO
noToky 20
MII/TON 1
Makc. 15
MJI Ha
Micle
BBEJICHHSI.
Berger |11 K-1p: 51 0% |Ilepexomut |He Iadopmar ([Tomimmuenns: |[anyseBe |BucHOBOK
etal., (Hditm: 9; u 3 [VIg Ha |BuMarae |ist mpo SIKOCTI )KHTTS, |(piHAHCYBa |aBTOpIB
2010 |PiBen» 3 |[opocuni: cTaIfioHapi |TbCs SKICTh 00yMOBJICHOT |HHSI. JIOCITIJDKEHHS
42) (amOynaro KUTTS CTaHOM He ;
pHO) Ha TMAI[IEHTIB |3/OPOB'S, y pasaomizoB| lomarntHs
JTOMAILIHIO , nitei (1 aHe. Teparis 3
Tepartio 3 ooymogie [0,047) i SClg
SCIG HY Jopociux (I MOKpaIlye
craom |0,037). pizHi
3JI0pPOB'S, aCIIeKTH
3rigHO SIKOCTI
3aTBEPIK KHTTS,
EHUX 00yMOBJIEHOI
aHKeT. CTaHOM
310POB'SL.
Hoffm |baratonent [K-t6: 82 |0% |Ilepexomur |He Indopmarn ([Tomimmuenns: |['axyszeBe |BucHoBOK
ann et |posi [IK  |mamienriB u 3 [VIg Ha |Bumarae |is mpo SIKOCTI KHTTS, |(piHAHCYBa |aBTOPIB
al., (3BL: 44; cTalfioHapi |TbCs SIKICTB obymomieHoi |Hus. He JIOCHIDKEHHS
2010 |PiBenr3  |xBOpoOa (amOynaro KUTTA CTaHOM paHIOMi30B|:
Bbpytona: PHO) Ha MAII€HTIB |30POB'S. aHe. Jomanrnas
13; BKI: JTOMAIITHIO , Teparis 3
4; nediuut Teparniio 3 o0yMoBIe SClg
i IKIacy SCIG HY MOKpaIrye
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IgG: 4; CTaHOM pi3Hi
SID: 9; 3/10pPOB's, aCIIEKTH
iHIIi: 8) 3TiAHO SIKOCTI
3aTBEPIUK KHTTS,
SHHUX 00yMOBIIEHOT
aHKeT. CTaHOM
3I0POB'S.
Scheu |Perpocmekt |K-16: 61  |0% [IVIg (k-TB: IIBuaxkict |Beworo 15 V narientis| BucHOBOK
erle in |uBHMI psn |namieHT 3 30) b BUIMAJIKIB 3 IMyHHOIO |aBTOpIB
etal., |Bumankie |3BI[ic.m. MOPiBHIHO ayTOIMyH |IMYHHOIO TpoMOOTIeHi | JOCTiKEeHH
2018 AyTOIMyHH 3 SClg (k- HOT TpoMOOTIeHiT |€ro S
Pienr 4 |a Tb: 31). Tpomborie |6e3 cyTTeBoi  |cmoctepiras|IIpu Tepamii
LIUTOMCHIS Cepennsa Hii. pi3HULI MK  |cs SCIgiIVIg
no3a Ig BUJIaMH CTaTHCTHYH |CIIOCTEPITaET
477,5 mr/kr teparmii (SCIg: |0 3HauHU# |bCA
KT/ mic. 8, Mg: 7). HU3BKUI  |TOpIBHAHHA
piBens IgG |KinbKicTh
(1 <0,001). |Bumankis
IMYHHOT
TpomOorneHii
. 80%
BUMAIKIB
BifOyBamnucs
3
MiHIMaJIbHU
M piBHEM
npenapary B
CUPOBATIIi
kpoBi [gG <
7 r/n, numie
3 emizonu
mpu OLBII
BUCOKHUX
piBHsx IgG
(m <0,05).
Stubbs |[Mynetune |K-tb: 139 |0% |Teparis JTus. Bararoda |TTamienTn 3 BurcHOBOK
etal., |HTpoBHWil |maii€eHTiB 3 IVIgabo |BTpyuaH |KTOpHHI |OpOHXOEKTa3a aBTOPIB
2018 |perpocmexT |araMMario SClg HAL aHai3 MU OynH JIOCITPKEHH
WBHUH OymniHemie KIIIHIKO- | O1JIbIIT Sg:
rpynoBuil |10 IMYHOJIOT1 |CTapIIoro Tpu ocHOBHI
aHawi3 YHUX BiKY (II: (dakropu
maaux y |0,001), manu PO3BHTKY
Piens 4 MaIi€HTIB |OUIBII YacTi OpOHXOEKTaT
3 OakTepiajibHi WIHOT
OpOHXOEK |ITHEBMOHIi Ta XBOpOOH —
Ta3aMH Ta |CEPEIHIA OTUT BiK > 18
6e3 aux  |(m: 0,001 i pokiB (RR:
0,004 14,2),
BiJIMOBIJTHO), icTopis
BiJ3HAYaIH [THEBMOHI T
ripuri (RR: 3,9) Ta
MIOKA3HUKHU IVIg 3amicts
FEV-1 (m: SClg (RR:
0,001) i 3,2).
Mi3HIHN BucHoBkn

eKCIepTa:
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MO0YaTOK MoxuBo,
Tepamii Ig. 110 3HAaYHO
y CTapIIui BiK
OesrocepeTHb TAIli€HTIB 13
oMy OpOHXOeKTaT
MOPiBHAHHI WYHUMU
IVIg ta SClg 3aXBOPIOBaH
y TaIli€HTIB, HAMA
SIKI TIpUAMAITH CHIBBIAHOCHU
Vg, TBCS 3
criocTepiranac hopmoro
s O1ITBII 3aCTOCYBaHH
BHCOKa sI Tepartii.
yacrora
3aXBOPIOBaHH
ST
OpoHXOEKTa31
B (1: 0,02),
HE3BaXKAIOUH
Ha
CTaTUCTUYHO
JOCTOBIpHI
BUIL
MiHIMaJbHI
piBHI
npenapary B
CUpPOBATIIi
kpoB Ig (p:
0,004).
Tabnums G: Tabmurst qokasiB U KIFOYOBUX pekoMeHaanii 12a i 12b
Iocun | Tun VYuacuuku | Koe | Brpyuanns | Koutpo | LinsoBuii| OcHoBuuit | Ilpumitka | Ilizcymox
aHHS  |JOCHiKeH |(KUIBKICTS 1 |diltie b po3mip(- | pe3ynbTaT OI[iHFOBaHHS
HSI/piBeHb |XapaKTepuc| HT n)
JOKa30BOCT | THKH) BUIIA
i (CEBM TaHH
Oxford s
2011)
(Oninka
METOI0JIOT]
i
BIJITOBIAHO
1o SIGN)
PanpomizoBani konTpoanoBaHi gocaimkenns (PKT) (nepeBipka MeTo10/10Til BiAMOBIAHO 10 KOHTPOJIBLHOTO
crnucky SIGN 2):
Roifm |PK]] K-1p: 12 0% |KoxHi 6 JluB. IIBunkic |ITamienTn 3 Cratuctuk |BucHOBOK
an et (3BIA: 10; MaIlli€HTIB  |BTPYYaH |Th MiHIMQJIBHAM |2 HE aBTOPIB
al., PiBens 2 (-) [xBopoOa OTpUMYBAJ |HS rOCTpUX |piBHEM BUKOHYBaJl |OCIIKEHH
1987 Bbpytona: u 600 mr/kr iH(eKiil. [mpenapary B |ack. sa: IVIg
2) KI'/ mic B CUpOBATII HeBenuka |KIiHIYHO
x0i kpoBi 1gG >  |kimbKicTh  |€(PEKTUBHHIMA
MepexpecH Sg/L manu BUMAJKIB. |IOJO
oro MEHIINH 3HIDKEHHS
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JTOCITI JDKEH piBEHb YaCTOTH
Hs. 200 iH(iKyBaHHS iH(iKyBaHHS
MT/KT JICTKUMH 1
KT /micop TSOKKUMA
MIPOTATOM THEKIISIMH. BucnoBku
KOKHUX 6 Kpim Toro, eKcrepra:
MICHIIIB. CBi4aTh IO Icaye
HIIBUIEHHS 3HAYHUN
FEV-1iFVC 3aTUIIKOBUM
TIpH Tepaltii edexT mpu
BBII' (m < repexoi 3
0,001). OLIBII
BHUCOKOI Ha
HIDKTY 703,
TOMY TepMiH
6 MicCH1IB €
3aHaJTO
KOPOTKUM y
SKOCTI
TEepMiHY
criocTepexe
HHSL.
Nolte |PK]I K-tp:20 |0% |14 Jus. [IBunkic |PiBeHn B BucnoBok
etal., (xBopoba MAIliEHTIB  |BTPYyYaH |Th TOCTPHX JIOJTATKOBO |aBTOPIB
1979 |PiBens 2 (-) |bpyToHa: OTpUMYBal |HS. rocTpux |iH(GEKmid npu My JIOCITPKEHH
9; 3BIA: u BBIT" 150 ingexmiin. |BBIT: nojansio |s: [Vig
11) mr/kr KI' 0,1/micsip B |My 3HIDKYE
KOXHi 4 MIOPiBHAHHI TIEPEeXpecH |piBeHb
THKHI B 0,3/micsitib 3 |omy iH(iKyBaHHS
MOPIiBHSHHI IMIg (m<0,05 |mociiJkeH |OUTbII
3 IMIg 100 abon< 0,01 |Hiy7 e(heKTHUBHO,
M/ KT micis nariedTis  |HiXK IMIg
KI'/micsup. BUKJIFOYEHHS |4acToTa npu
TpusamnicTs TaIfiedra 3 TOCTPUX  |XOPOIIii
1 7-28 nedinuToM iH(peKkid  |TmepeHoCuMO
MICSIIIB. krituH T ta  |mpu [VIg  |cTi.
B). CTaHOBUJIA
0,1/micsp
B
nopiBHsIHHI | BUCHOBKH
30,4 Ha OLIIHIOBAYa:
MiCsIIIb IPY |IPUHHSATHA
IMlg. SKICTh
OOMeXEeHH |METOOUKHA Ta
S KITiHIYHA
IlepexpecH |3HaUyIIICTH
e JIOCITiJPKEHH
JIOCIIKEH |51
Hs He OyB
paHI0MI30B
aHuM abo
OB’ SI3aHU
M.
Eijkho |PK]T K-t6:43 |2 IVig 3400 |/dus. PiBenr  |3arannHa Hemae BurcHOBOK
utet |(Gararouen |(CBI/I: 24 ((5%) |mr BTpyYaH |iH}iKyBa |4acToTa KOPHCTI BiJl |aBTOPiB
al., TpOBE XBOpoOa (mutHHA)  |HA HHA, iH(piKyBaHHS |roOCIHiTali3a |JOCHiPKEHH
2001 a60 300 mMr rOCIITaNi |HIKYA MPU i, ST
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nmocmmkeH |bpyrona: (mopocii)/x 3ar1is, THI |OUTBIT BUCOKIH |Tporryck | bimbmn
HS) 19) r KT koxHi anTtubakt |mo3i BBII (2,5 |cTamionapy |Bucoka 1o3a
4 THXHI B epianbHOT |+/- abo BBIT"
Pisens 2 MTOPIBHAHHI Tepamii, |2,4/mamieHTa |pecmipaTop |3HIKYE
(++) IVIg 800 JIHI 3 Ha pik abo 3,5 |Hi piBEeHBb
MOr JHUXOMaHK | +/- inpexnii. |iH}ikyBaHHA
(muTHHA) 010 2,6/mamienra |Hemae
abo 600 mr Ha pik). I1: iHpopmarrii
(mopocii)/x 0,004. po BucHoBku
r KI" xoxxHi «pEeryIspHi |eKcneprTa:
4 TIKHI mos3u Ig». |Bukopucran
MPOTATOM Hs TIAPHOTO
KOXHHX 9 T-TECTY HE
MICHIIIB. HIIXOIUTH
®daza JUISL LIbOTO
"MpOMUBaH ITUTAHHS.
Ha" 3
MICHII.
Pruzan |PKJ] K-1p: 21 Hesi [[VIg3200 |Jdus. Yacrora |Hemae [ongifine |BucHoBok
ski et MAIiEHTH 3 |IOMO |MT B BTPYYaH |Ta CYTTEBOL MacKyBaHH |aBTOPIB
al., Pisenr 2 3BI/] MOpIBHSHHI [HSI. TSOKKICTB | Pi3HUII a JOCIIIKEHH
1996 |(+) 3400 mr B iH(EeKIiH. npernapary. |s:
MOPIiBHSHHI Koporkuii |Hemae
3 600 mr/kT epion icToTHOL
KI'/micsp CIIOCTEPEX |pi3HMIII B
Ha KOXHI 6 €HHS. piBHI
MiCSIIIiB iH(iKyBaHHS
Ochs |PKI K-15: 35 HeBi |Teparris JluB. Miuimans |[TinBumenus |bes BucuHoBok
etal., namieHTie  |momo |BBII' 100 |BTpy4aH |Hui MiHIMaJbHOTO |MacCKyBaHH |aBTODIB
1984 |PiBens 3 (-)|(3BIA: 31; MT/KT HAL. piBeHb piBeHb b JTOCITI JKECHH
xBOpoOa KI'/micsmp Iperapar |Iperapary B |Ipemnapary. |s:
Bpyrona: B VB CHpOBATII [MigBumenHs
3) MOPIiBHSHHI cuposarii [kpoBi IgG MiHIMaJIbHOT
3400 Mr/kr kposi IgG |npubnusHo Ha 0 piBEeHb
KI'/™micsaup 250 mr/mt ps npenapary B
koxHUX 100 CHPOBATII
MT/KT kposi IgG
KI'/micans IPHUOIIH3HO
Ha 250 Mr/mn
JUTSL KOYKHIX
100 Mr/kr
KI'/micsane.
O06cepBaniiini nociinxenHs (mepeBipka MeToa0/0rii 3riqHo 3 KOHTPOJLHUM criuckoM SIGN 3):
Bernat |I11 K-1b: 12 1 IVIg JuB. PiBenn V namientiB, |Hemae BucHoBOK
ow ska|(mepexpecH |miTeii 3 (8% [500mr/kr |BTpyd4aH |iH(iKyBa |sAKi MpUiiMaad |BKa3iBKA  |aBTOPIB
etal., |e nepBuHHNM |0 KI'/micanp |Hs HHSA IVig 500 mr/xr |Ha Cl. JOCJIIKEHH
1987 |nochimken |medinurom B KI'/micss, Hepemuka |s1: IVIg3
HS) aHTHUTLI MOPIBHAHHI CTaTUCTUYHO |KUIBKiCTh | S00MI/KT
3 150 mr/kr 3HavyHO HIKYl |Bumazakis. |KI'/mic
PiBens 3 KI'/micsaup MOKa3HUKH KJIIHIYHO
(+) pu e(heKTUBHUI
CHUHYCHUTAaX, npu
OpoHxiTax, 3HIDKEHHI
OTHTAX 1
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apTpurax (m< KUTBKOCTI
0,05). iH(eKIi
3MEHIIEHHS
ITHIB XBOPOOH
1 MEHIIIE THIB
AHTUO10THKOT
epamii (<
0,05).
Sorens |I1]] K-16: 10 HeBi |[ligBumen |/IuB. Minimans |Bincythicts  |HeBenuka |BucHoBok
en & (3BI: 9; |momo |Hs no3u BTpYYaH |HUH 3HWKEHHS KIJIBKICTh ~ |aBTOpiB
Polma XBOpoOa Teparii HAL. piBEHB MTBHIKOCTI BHITAJIKIB. |AOCIIIKCHHS
r, bpytona: BBII" Big npemnapart |iHpikyBanHs |HeomHopin
1984 1) MOYaTKOBOL VB npu pieHi IgG |Huit nepiox |BincyTHicTh
100mr/kT CUpOBAaTIi |> 4 1/1L. CIIOCTEPEX |3HIKEHHS
KI'/mic mo KpOBi SHHSI. IIBUIKOCTI
250 mr/kr IgG. 3/10 iH(iKyBaHHS
KI'/mic [opiBusH MAIlieHTIB  |TIpH PiBHI
MpOTSTOM 7 HS HE IgG>41/m.
-20 MIBUIKOCT JOCsATaIIn
MicALiB 1 MiHIMaiIbH |BHCHOBKH
3apa’keHH Oro piBHA |eKcrepra:
3 npemapaty |OOMexeHa
MiHIMAaJIb B OL[IHKA
HUM CUPOBATIll |aHUX.
piBHEM kpoBi [gG>
npernapar 4g/m.
y B Henocratn
CUPOBATIIL A KJIIHIYHA
kposi [gG XapaKkTepuc
>4 r/nB THKa
MIOPiBHSAH TPYIIIH.
Hi 3 < 4r1/.

Oo6cepBalliiiHi 10cTiIKeHHS] UM PETPOCIEKTUBHUM Pl BUNIAAKIB 0€3 HeoOXiTHOCTI TeCTYBaHHS MeTOA0JI0Tii
Bimnmosimno 10 SIGN:

Liese
et al.,
1992

Perpocnekr
WBHUH psijg
BUNAIKIB

PiBens 4

K-1b: 29
MAI[I€HTIB 3
XBOp00OIO
BpyTtona

0%

[lopiBHAHH
s piBHS
iH(iKyBaHH
a1 6e3
Teparnii Ta 3
IMlIg
(<100mr/xr
KT koxHi 3
THXHI) B
MOPiBHSIHHI
3 Mg (<200
MI/KT
KOXHi 3
THKHI) B
MOPIBHSHHI
3 Mg npu
350-600
mr/kr KU
KOXHI 3
THOKHIL

JluB.

BTpyYaH
HA.

PiBenn
iH}iKyBa
HHS
pi3HHX
cUCTEM
OpraHiB i
IIH1
nepedyBa
HHS Ha
CTalliOHAp
i.

3MeHIIeHHS
JIHIB
crarioHapy (It:
0,005) i
SHIKEHHS
ITHEBMOHIT
(61yBII BUCOKI
nosu [Vig
3amicTh IMIg
m: 0,038).

V narii€enTis,
K1 TpUAMAaITi
IMIg, 6yB

M ABUILEHUI
pU3UK
OakTepiaJbHOT
0 MEHIHTITY B
1700 pa3is.

BucnoBok
aBTOPIB
JTOCIII JKEHHS

MiHiMaIbHH
i piBeHb
npenapary B
CUpOBATIIi
kposi IgG
MOBHHEH
MiATpUMYBaT
ucst > St/
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Eiblet [TI[ K-te: 16 |1 16 memae |36inbinen |[uauBigyansHa|lyxe pisHi | BHCHOBOK
al., (3BIA: 6; |(6%) |nmauieHTiB s IgG.  |mos3a piBHi IgG  |aBTODIB
1984 |PiBenr3 |komOiHOBa OTpUMYBAJ CyMicHic |BapilO€eTbcs B |Tiepen JOCITi DKEHHSI
Ha u 220 Mr/kr Th Ta Mexax 54-500 (mouatkom |: [VIg3
rirrorammar KI'/mic piBEeHb MI/KT JIOCITIJKEH | XOPOIIIO0
no0ymiHemi MIPOTATOM ingpikyBa |KI'/micsmp. M (IgG:  |mepenocumic
ST00TO: 3; 14 wmic. HHS [lomennnk 13 |Bixg 0,4 10 6|TIO.
XBOpoOa 3TiIHO iHpopmartiero |r/m). Hemae |OcobmmBo
bpyrona: 5; IIOJICHHH |TIPO 1HQEKIIO |CTaHIAPTU3 |CIPUATINBO
T'TM: 1; Ka JOCTYITHUH OBaHUX J103 |AJIA
nedinuT namienra. [ymme it 8 |(125-470  |3acTocyBaHH
migKnacy namienTis, e |mr/kr KI'). |s Benmukux
LGG1l & nopiBHIOEThCs |HeBenuka |mo3 Ig.
LGG2: 1) piBEHB KIiTBKICTE
indikyBaHHs, |BUNAAKiB. |BucHOBKH
SIK 1 TIpU eKcriepTa:
HOpMAaJTbHIH Henocratsi
TTOTTYJISIII]. KJIHIYHI JaHi
010
4acToTH
iH(iKyBaHHS.
Hewmae
MOPIBHSIHHS 3
IHTEpBAJIOM
Teparii.
Schiff |T11 K-tp: 16  |HeBi |Teparmis us. 30inbireH |[linpumenns |HeBenuka |BucHoBok
etal., (3BIM: 12; |momo |BBIT" BTpy4aH [Hi [gG.  |103M MpU3BENIO|KiJIbKICTh  |aBTOPIB
1984 |PiBensn 3 xBOpoOa 100Mr HAL. CywmicHic |10 BHITQAKIB. |HOCIIKEHHS
Bbpyrona: 2; 3aMiCTh Th Ta 30inpmenns  |Koportkuit |: [VIg3
I'I'™M: 2) 300 mr 4acToTa |MIiHIMQJIBHUN |TIEpion XOPOIIIOI0
KI/MICSIITh iH¢ikyBa |piBeHb CIIOCTEPEX |TIePEHOCUMIC
HpOTATOM 6 HHS npemnapary B |€HHs T10. Yactora
MICSIIIB. CHpOBATII 3apakKeHHs
kposi IgG 3 1 HE
/1 mo 2 r/mn. 3HIDKYETHCS
Xopora npu OibIIn
CYMICHICTb. BHUCOKIH 11031
Yacrora 19G.
3apaKeHHS He
3HUKYEThCS BucHoBku
pu O1TBII eKcrepTa:
BHCOKIH 1031 3rigHo 3
IgG. Cy4aCHUMH
3HaHHSIMU,
MiHIMaTbHAN
piBEHb
npenapary B
CHpOBATIi
kposi IgG
3aHA/ITO
HU3bKUH.

Tabnuus H: Tabmuis nqokasis Ui KIFO40BOI pekoMeHaariil4 )
Pexomennartist yacTkoBo Oyira oTpuMana 3 motogHoro KepiBauirsa ciinbHoi pododoi rpynmu DGHO, OGH, SGH, GPOH
i DGTIL:
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Jxepen |[Pexomennanii  Ta|PiBeHb moka3iB Ta|Cnucok Ipumitkn MeToanuyHa
o iHpopmaniss  nmpo|pexoMeHaANIH Jitepatypu oniHKa
po3ainu/HyMepanis
Matzend|ITokazanus mo|PiBens mokasie 3 (3a|Neunert et al.,|B anrio- | [apopmarii
orff  et|Tepamii He MOBMHHO|TaHUMM Oxford|Blood aMepHUKAHCHKIM |Bil  aBTOpIB
al., 2018 [3anexaru BukrouHo| CEBM2009); 2011;117:4190- |cucremi HeMae
BiJl CXWJIBHOCTI [10|KOHCEHCYC 4207 OXOpPOHH
KpOBOTEY 1 KITBKOCTI | €KCTIEPTIB 3I0pPOB’S
TpoMOonuTiB. Crix PEKOMEHY€ThC
BpPaxOBYBaTH CTaIit0 s Tepamis BiJ
3aXBOPIOBAHHA, MTOPOTOBOTO
mepebir XxBopoOu Ta 3HAYCHHS
1HIII (paKTOPH. TPOMOOLHUTIB <
30/nl.
Koptukocrepoinu  |PiBen»  mokasy 3 |Pizzuto et al.,
CHiJ 3acTOCOBYBaTH |(BiAMOBIIHO no|Blood
st tepamii nepmioi | Oxford CEBM|1984,64:1179-
JTiHiT. IMamienty|2009); 1183.
HeoOXimHUH Tpadik,|peKoMeHIalis Kiacy
npo Te, SIK JIOBro 1 B|A. Godeau et al.
AKIA 11031 CIIi Lancet
BBOAWTH CTEPOIAH i 2002;359:23-
KOJIM iX mOTpiOHO 29.
MOBHICTIO
NPUITAHKUTH. McMillan. Ann
Intern Med
1997;126:307-
314.
Tabmuug I: Ornsy ony0sikoBaHUX BUNAJKIB iMyHouuToneHil npu 3B1J]
IMocuiaa |Tun Y4yacHuku Ionepeans Tun Brpy4yanns |Pesyabrat |[IpumiTkn
HHA JAociaKeHHs | (KiJbKicTD i Tepamist
/piBeHb XapaKTepUCTHK |(Tepamii)
JA0Ka30BOCTi (M)
(CEBM
Oxford 2011)
Leickly |Perpocnextus|K-tb: 1 (3BI[]i |Crepoinu Ir CR HeBenuka
etal., HE AIT'A) KUIBKICTB
1987 JIOCHIJDKEHHS BUIIAKIB.
BHUIIAJKIB
Pisens 4
Saulsbur |Perpocnextus |K-tb: 1 (3BI/] Ta |Crepoingn, MG | dana3zomn CR Hesenuka
yetal., |He ITID) KUTBKICTB
1991 JIOCHIJDKEHHS BUIIAKIB.
BHUIIAJKIB
Pisens 4
Longhurs |Perpocniextu|K-16:4 (3BI[] Ta |Ctepoinu, MG, |Antu-D CR Hegennka
tetal., |me ITID) Aza, NancoH, iMyHOTJI00YTiH KUTBKICTB
2002 JIOCHIJDKEHHS BiHKPHCTHH, BUIIAKIB.
BUIIAJKIB CsA,
CIUTEHEKTOMIst
Piens 4
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Wakim et|Perpocnextus|K-t6: 1 (3BIIi |Crepoimn, MG, |RTX CR (mami |Hesenuka
al., 2004 |ue AIT'A) CILJICHEKTOMIS, po KUIBKICTH
IOCIIIKEHHS MTX PETHUKYJIOI | BUTIAJIKIB.,
BUNAIKIB utu B %, a
He Hb)
PiBens 4
Carbone |Perpocmextus |K-16: 1 (3BIJ] Ta |Crepoinu, MG, |RTX CR Hesennka
etal., HE ITII) Aza, BIHKPUCTHH KUTBKICTB
2005 JIOCHIDKEHHS BUIIAKIB.
BHIIAJIKIB
PiBens 4
Mahehas |PerpocnextuB|K-1b: 1 (3BI/] Ta |[Crepoinu, Mg, |RTX CR Hesenuka
etal., HE ITII) BIHKPUTHH KUTBKICTB
2006 JOCII KEHHS BUIAKIB.
BHIIAJIKIB
PiBens 4
Kimet |Perpocnektus|K-1b: 8, 3 sskux RTX OR:90% |HeBenuka
al., 2007 |ue K-15:2 (AJITIC KUIBKICTH
nmocmimkeras |ta [TI) BUIAKIB.
BUNAIKIB K-tp: 2 (3BIJ ta |Crepoinn, IVIG
ITII) Crepoinn, IVIG
PiBens 4 K-16: 2 (CBO1 |IVIG
AIT'A/CE) IVIG
K-t6: 1 (KIJ 1 Crepoinn, IVIG
AITA)
K-16: 1 (HIA i
AIT'A)
Al- Perpocnextus |K-t: 1 (3BIJ ta |Crepoiau, IVIG, |RTX CR Hegennka
Ahmad et|ue ITID) CIUICHEKTOMIs KUTBKICTB
al., 2010 |mocmimkeHHs BUIAJKIB.
BUNAIKIB
PiBens 4
Bride et |TTepcniektuBH |K-1b: 14, 3 sskux |Crepoinu, IVIG, |Panaminua OR: 100% |Heenuka
al., 2016 |e K-1p: 12 (AJITIC IMMF, RTX, KIIBKICTE
JIOCITI/DKEHHS |1 IIUTOIIEH1s) BIHKPUCTHH, 6- BHIIAJIKIB.
MP, nenakron
Piens 4 K-t:2 (3BIJ] i
IUTOTICHIs)
Carrabba |Perpocniektn |K-16: 1 (3BIJ] Ta |Ctepoinn, MG |Enrpombomar  |PR Hesennka
etal., BHE ITID) KIJIBKICTB
2016 JOCJIIKEHHS BHMIIAJIKIB.
BUIIAJIKIB
PiBens 4
Deenick |Perpocrnextu |K-1b: 1 (3BIJ] Ta |Crepoinu, MG  |Panamiiun CR Hesenuka
etal., BHE ITIT) KUJIBKICTH
2018 JOCJIIKEHHS BHMIIAJIKIB.
BHUIIAJKIB

PiBens 4
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Seve et |Perpocnektr |[K-1b: 18 (3BIJl i |Crepoimu sx'® |Crnnenextomis |OR: 83% |Hepenuka
al., 2008 |Bue AIT'A) TiHIs AK2™ JTiHis KUTBKICTh
JOCITi DKEHHS teparii (OR: teparnii (K-1b:6) BUTIA]IKIB.
BUIIAIKIB 83%)
Aza +cmepoiou |OR: 100%
PiBens 4 (K-mv:2)
Aza (K-1p:1) CR
Luxnogocgamio
+cmepoio (K- |CR
mo:1)
Gobert et |Perpocniextn |K-15: 33, 3 sxkux |Crepoimn, MG, |RTX OR: 86% |Hesenmnka
al., 2011 |Bue K-15:22 (3BIJ] i |anti-D Ig, MTX, KIJIBKICTD
bararonentpo |ITIT) JlaHa3011, BUTIA/IKIB.
BE CIUIEHEKTOMIS,
JOCII KEHHS BIHKPHUCTHH,
nukiaodochamin
Piens 4
N:4 3BT i Crepoinu, BBIT, OR: 75%
AIT'A) BIHKPHCTHH,
nukinodochamis,
Aza, nanazo,
CIUIEHEKTOMIS,
POMIILTIOCTUM
K-t6:7 3BIJ]i |Crepoigu, MG, OR: 86%
CE) CIUICHEKTOMIS,
BIHKPHCTHUH
Michel et |Perpocriektu |K-16:21 (3BIJ]  |Crepoimu, MG  |Aza (K-Tb:5) OR: 80% |Herenuka
al., 2004 |Bue ta ITII) Janazon (K- OR: 33% |KidBKICTB
JIOCHIDKEHHS Tb:3) OR: 66% |Bumajaxis.
BHIIAJIKIB Crneunexkromist | mmst ITTI;
(K-1B:6) 33% ns
PiBens 4 BCIX
IMYHOITUTO
neHii

Anti-D 1g: Anti-D imynoenobynin, Aza: azamionpun; CsA: yuxnocnopun A; 1VIg: enympiwnboeennuil
imynoenooynin;, MMF': mikogenonam mogemun; MTX: memompexcam, 6-MP: 6-meprkanmonypun; RTX:
pumykcuma6b. CR: nosna pemicia;, PR: uacmxoea pemicia;, OR: 3acanvna epexmusnicmo mepanii; HP:
Hemae 8ionogioi. AII'A: aymoimynna cemonimuuna anemis, ITII: imynompomoboyumonenis, CE: cunopom

Esanca.

Ta6mumg K: Tabawms qoka3iB sl KIIFOYOBUX pekomenaamiid 17b 1 18a 1 18b

Pexomennanist oTpuMaHa 3 akTyaJIbHOTO KepiBHUITBA €BpoIeichkoro pecnipatopHoro ToBapructsa (ERS):

dxepen |Pexomennanii Ta|PiBenb A0Ka3iB Ta|Cnimcoxk pumiTkn MetoauuH
0 iHpopmanis mnpo|pexoMenaanii JiTepatypu a OIiHKa
po3aiiin/mymepan
is1
Polverin|ITurannas 5 (crop.|Mu mnpomonyemo tpuBane|Altenburg J., de|lloku o |Cucremaru
0 et al.,|10-13): Ym  e|mikyBanHs aHTHOioTHKaMu |Graaff C.S., |Hemae YHI OTJISIH;
2017 | mOBrocTpokoBe JUTS JIOPOCITHX 3|Stienstra Y., et al.|pangomizoBan |(hopmar
JiKyBaHHS OpoHxoekTazamuy, ski MatoTh [(2013).  JAMA, |ux PICO
aHTtuOioTMKaMu  |TpH abo Oimbie 3aroctpensb|309(12): 1251-9. |koHTpoOIBOBaH
(>3 wmicamiB) y|Ha piK (ymoBHa ux
MOPIBHSHHI 3|peKoMeHallis, oMipHa IOCIIIKEHD
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BIJICYTHICTIO
TiKyBaHHS
e(eKTUBHUM
JIOPOCIUX
MaIi€HTIB 3
OpOHXOCKTaTUYHH
M
3aXBOPIOBAHHAM?

y

SIKICTh JTOKa3iB). Bcei
HACTYIHI pexoMeHIaii
BIJHOCSTBCS 10 XBOPHUX 3
TprOMa 1 OinpIre
3arOCTPEHHSMH Ha PiK.

Mu npomoHyemMoO TpHBaJIE

JKyBaHHS IHTTAI THUM
aHTHUOIOTUKOM JIOPOCIIUM 3
OpOHXOEKTa3aMHu Ta
XpOHIUHOIO iHGekmiero P.
aeruginosa (ymoBHa
peKoMeH A, cepenHs
SIKICTh JJOKa3iB).

Mu IponoHy€eMO MaKkpoJIian
(asuTpoMminuH,

EPUTPOMIIINH) IS
JOPOCIHX 3
OpoHXOCKTa3aMHu Ta
XpoHiYHOIO iH(pekmiero P.
aeruginosa, SIKUM
IHTUIIMIMHAA ~ aHTHOI0THK
MPOTUIIOKA3aHUH, HE
MIEPEHOCUTHCS abo
HEJOIITBHUAN (ymoBHa
peKoOMeH A, HU3bKa

SIKICTB JJOKa3iB).

Mu IponoHy€eMO MaKkpoJIian

(asuTpominuH,

epUTPOMIIIMH) Ha JIOJIATOK
10 abo 3aMiCTh
IHTISLIHHOr0 aHTHO10THKA,
JIOPOCIIAM 3
OpoHXOEKTa3aMHu Ta
XpoHiYHOIO iH(pekmiero P.
aeruginosa, SKi  MaroTh
BUCOKY 4acToTy
3arOCTPEHHS, HE3BAKAIOYH

Ha TPUHAOM IHTANSAIIHHOTO
aHTHO10THKA (ymoBHa
PEKOMEH AT, HHU3bKa

SIKICTh JJOKa3iB).

Fan L.C, Lu
HW., WeiP., et
al. 2015). BMC
Infect Dis,
27:15:160.

Wong C, Jayaram
L, Karalus N., et
al. 2012). Lancet,
380(9842): 660-7.

Serisier D.J.,
Martin M.L.,
McGuckin M.A.,
et al. (2013).
JAMA, 309(12):
1260-7.

CTOCOBHO
[all€HTIB

3

OpoHXOeKTa3a

MH
TICPBUHHUMUC
WHIPOMAaMU
nedinuTy
AHTUTILIL.

1

Mu
JIOBTOCTPOKOBI
(asuTpominuH,
EPUTPOMIIINH) JITIS JOPOCITHX
3  OpOHXOEKTa3amu, He
iHpikoBaHumu P. aeruginosa
(ymoBHa peKOMeH allis,
cepeHs SKICTh I0Ka3iB).

MIPOIIOHYEMO
MaKpoIian

Mu npornoHyemMo TpuBaie
JKyBaHHS nepopaibHUM

aHTuOioTHKkoM (BUOIp Ha
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[Mutanus 9 (c. 16):
Uu € perynaspHa
(hizioreparis
(ounteHHs
IMXAIBHUAX IIUISAXIB
Ta/abo  JereHeBa
peaOimiTarist)
OLIBII KOPHCHOIO,
HDK Harman (0e3
(hizioreparrii) y
JOPOCIINX

ALl €HTIB
OpOHXOEKTATHYHU
M
3aXBOPIOBAHHAM?

3

OCHOBI CIIPHHHSITIUBOCTI JI0
aHTUOI0THKIB i
MEPEHOCUMOCTI  MAIli€HTIB)
IUISL TOPOCIHMX JIIONEeH, sKi
CTPaXJar0Th Ha
OpOHXOEKTaTU4YHy XBOPOOY,
gki He iHdikoBaHi P.
aeruginosa, sAki  MaroTh
MPOTUITOKA3aHHS 10
MaKpOJiIiB,
HEMIEPEHOCHMICTh JO HHUX
abo HeeeKTUBHICTh
(ymoBHa pexoMeHanis,
HU3bKa SKICTh TOKa3iB).

My nponoHyeMo TpUBaE
JKyBaHHS IHTATAII THUM
AHTHO10TUKOM TUTS
JIOPOCIINX mozaen 3
OpOHXOCKTAaTHYHUMH
3aXBOPIOBaHHSIMH, HE
3apayxeHUMHU P. aeruginosa, y
SIKUX nepopaibHa
aHTHO10THKOMIPO(DiTaKTHKA
MPOTHUIIOKA3aHa, HE
MIEPEHOCUTHCS abo
HeeeKTUBHA (ymoBHa
peKOMeH A, HU3bKa
SIKICTh ITOKa3aHb).

Tpusany
aHTHO10THKAMH ihit
pO3TISAaTH  JIMIIE  TCIA
onTuMizarii 3arajJbHUX
aCTEeKTiB JKyBaHHS
OpOHXOEKTATUYHOT XBOPOOH
(ounmeHHs JIMXaTBHUX
NUIAXiB ~ Ta  JKyBaHHS
OCHOBHHMX  MpHYHH, IO
MOJUQIKYIOTHCS).

TEeparrito

Mu npornoHyemMo marjieHTam
3 XPOHIYHHUM MPOTYKTUBHUM
KanuieM a0o yTPYyAHEHHSIM

BiJITOKY MOKPOTHHHS
HABUYHUTHUCSA TEXHII
OUHUIIEHHS IIUXaJIbHUAX

NUIAXiB, 00 BUKOHYBaTH 3
KBaJIi(iKOBaHUM JUXAIbHUM
¢izioTeparneBToOM

BUKOHYBATH OJIMH YU JIBa

Lee AL, Biirge
AT, Holland AE.
baza ganux
"KokpaHiBCbKOi
criBmpari"”

Pen.

2015; 11:
CDO008351.

Bradley J, Moran
F, Greenstone M.
Cochrane

DatabaseSyst Rev
2002; CD002166.
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pasum Ha JeHb (HE CyBopa
pEKOMEH AT, HU3bKa
SIKICTh JOKa3iB).

Mu PEKOMEHIYEMO
JIOPOCIUM  TAallieHTaM 3
OpOHXOEKTa3aMHu Ta
HOPYIICHHIMHU

Mpane3aaTHOCTI, TNpUIMaTH
ydacTb y mporpamax 3
JereHeBoi peaOimiTarii Ta
peryisipHO 3aiimMaTucs
¢iznuHMME BrpaBaMu. Yci
BTPYYaHHS TIIOBUHHI OyTH
aZlanToBaHi [0 CHUMIITOMIB

MarfenTa, (biznuHUX
MOKJIHBOCTEH Ta
0C00IMBOCTEN

3aXBOPIOBAHHS (cyBopi
peKoOMeHaIlii, BHCOKa

SIKICTh JJOKa3iB).

Tabmuus L: Ornsx myOGuikarii 1uist JIiKyBaHHs TPpaHyJIeMaTo3HO-TIM(OIHUTAPHOTO IHTEPCTUIIAIBHOTO 3aXBOPIOBAHHS
nerenis (I'JII3JT) npu 3B/

Brpyyanus k- |Tun Pe3yabTar ABTOp Ta piK
Th |JIEr¢HEBE
ypaskeHHs
MonoTepamnii
Crepoinu 17 |TJI3JI (14)|CR: 4 (29%)/PR: 4 (29%)/NR: 6|Boursiquot et al., 2013
* (42%) Wislez et al., 2000
KOIT (1) |CR:100% Kohler et al., 1982
JIIT (2) CR: 1 (50%)/PR: 1 (50%) Matsubara et al.,, 2008;
OR: 65% Tashtoush et al., 2018 (* Aza
danach MMF maintenance)
[Hdnikcimad 4 |TJTI3J1 PR:3(75%)/NR:1(25%) Franxman et al., 2014;
Boursiquot et al., 2013
MMF 3 (TJII3J1 PR:2(66%)/NR:1(33%) Bucciol et al., 2017
Boursiquot et al., 2013
RTX 2 |TJI3JI CR: 1 (50%)/PR: 1 (50%) Boursiquot et al., 2013
Huknodocpamin |2 TJII3JI NR: 100% Boursiquot et al., 2013
CsA 2 |JHOII(1) CR:1 Davies et al., 2000;
IJI3JI(1) [NR:1 Boursiquot et al., 2013
OR: 50%
Tiapokcuxmopoxin |1 |TJI3JI NR: 100% Boursiquot et al., 2013
Panaminuu 1 (TJI3J1 PR: 100% Boursiquot et al., 2013
IVIg 2 |TJI3J CR: 100% Arish et al., 2006
Hasegawa et al., 2017
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Kom0inoBana
Teparnis
RTX ta Aza 9 |TJI3JI CR: 1 (11%)/PR: 7 (77%)/NR: 1|Chase et al., 2013; Pathria et
(11%) al., 2016; Moctezuma et al.,
2017
RTX ta MMF 1 |TJI3J1 CR: 100% Jolles et al., 2017

Aza: Aszamionpun; CsA: yuxnocnopun A; IVIg: enympiwnvosenne 6eedenns imynoenooyuinie;, MMF:
mixogenonam mopemun; MTX: memomperxcam, RTX: pumyxcuma6d. CR: nosua pemicis,; PR: uvacmkoea pemicis;
OR: 3aeanvra egpexmusnicmo mepanii; HP: nemae 6ionogioi.

Tabmusa M: Ornsg omy0OJiKOBaHUX BHIIAIKIB JIIKYBaHHS 03aJIETEHEBOTO TPAHYIEMAaTO3HOTO ypakeHHs ripu 3BI/]

Brpyuanus k- |Jlokanizauis |Pe3dyabrar ABTOp Ta piK
Tb
KyTaH
IVIg 2 |kyraH CR: 100% Aghamohammadi et al.,
2010; Pujol et al., 1999
Iadnikcimab 4 |kyTtaH CR: 100% Hatab & Ballas et al., 2005;
Malbran et al., 2010;
Franxman et al., 2014
Erepuacent 2 |kyraH CR: 100% Lin et al., 2006; Smith et
al., 2001
Crepoinu 2 |Kyran CR: 1 (50%)/PR:1 (50%) Boursiquot et al., 2013
Crepoinu ta AzA |1 |Kyran PR:100% Mitraetal., 2005
BicmepajabHn
i
Crepoinu 54 |Tleuinkosuii |CR:1 (100%) Spickett et al., 1996;
1)
Hupxoswuii (2) |CR: 0/PR: 2 (100%) Fakhouri et al., 2001;
Stigant et al., 2002
Ieuinkosmit  |CR: 2 (12%)/PR:6 Boursiquot et al., 2013
a7 (35%)/NR: 9 (53%)
Jlereneuii CR: 3 (23%)/PR: 4
(13) (31%)/NR: 6 (46%)
Cenesinka/JIK |CR: 5 (42%)/PR: 5
(12) (42%)/NR: 2 (16%)
LIKT (4) CR: 0/PR:0/NR :4 (100%)

Kictkosuit CR: 0/PR:1 (50%)/NR: 1
MO30K (2) (50%)
ZNS (3) CR: 3 (100%)

*31 Iar. 3 51
X
rpaHyJeMaTo3
HO 3MiHEHi
Oprasu OR: 32/54 (59%)
Huxnodochamin |6 |Jlereneswmii (2) [CR: 4 (40%)/PR: 3 (30%)/  |Boursiquotetal., 2013
[MeuinkoBuii  |NR: 3 (30%)
(5)
[ame (3)

*6 ITaT. 3 10 x
rpaHyJjeMaTo3
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HO 3MiHEHI
Oprasu
[admikcimad 6 |[leuinkoBmiii |CR: 1 (17%) Thatayatikom et al., 2005;
JIETEHEBUI PR: 4 (66%) Franxman et al., 2014;
NR: 1 (17%) Boursiquot et al., 2013
OR: 83%
Iiapokcuxmnopoxi |4  |Jlerenesuii (1) [CR: 1 (14%)/ PR: 1 (14%)/ |Boursiquotetal., 2013
H IMeuinkoBmit  [NR: 5 (71%)
(2)

[ame (4)

*4 Tlar. 3 7x
rpaHyJIeMaTo3
HO 3MiHEHI
Opranu

RTX 3 |Jleremesmii (2) |CR: 3 (50%)/ PR Boursiquot et al., 2013
IMeuinkoruit  [3(50%)/NR: 0
(2)
[amme (2)

*3 [lar. 3 6 X
rpaHyJIeMaTo3
HO 3MiHEHi
opraHu

MTX 2 |[euinkormii |CR: 1 (33%)/PR: 1 (33%)/ |[Boursiquotetal., 2013
Q) NR: 1 (33%)
Iamme (2)

*2 Iat. 33 x
rpaHyJieMaTo3
HO 3MiHEHi
opraHu
Aszationpux 2 |Meuinkosuit |NR: 100% Boursiquotetal., 2013
)
Iame (1)
Jlerenesnii (1) |NR: 100% Boursiquotetal., 2013
Jlerenennii (1) |NR: 100% Boursiquotetal., 2013
Jlerenesnii (1) |PR: 100% Boursiquotetal., 2013
IMeuinkoBuiti |NR:1 Mitraetal., 2005

B KICTKOBOMY
MO3KY

Aza: Azamionpun; CsA: yuxnocnopun A; IVIg: enympiwnvogenne esedenns imynoznobyninie;, MMF: mixogenoram

mopemun;, MTX: memompexcam; RTX: pumyxcuma6d. CR: nosua pemicis; PR: uwacmkosa pemicis; OR: 3azanvha
epexmusHicmv mepanii; HP: nemae ionogioi

MMF

CyA

Pamaminmu
Crepoinu Ta AzA

[ [P P P

Tabmms N: JocmimkenHs mobivyHux edexTiB Teparmii iMyHOrI00yTiHOM

ABTOp & pik |Tun |IlamieaTn |K-Tb|Cxema gikyBanHsa |Pe3yabrar in
aocJai CIIOHCOP
JKeH CTBOM
Hl raaysi
Imbachetal.,, [II |[3BIA=53; |68 |Yorupu indysii He BusBneno renatuty A |Tak
1991 Henocraua IVIg 200 mr/kr 3 iB
MiIKIIAcy = IHTEepBAJIOM 2
10; THOKHI, TIEPioJ
1HII=5 crocTepexeHHs 24
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TTiCIIS TIePIIIOT

iHOYy3il
Brennan et al., |T1/] 119 |Ilonepenns 19 AR B 2031 indys3ii: 2 |ui
1995 cTabuibHa 103a Mg |moMipHuX, 17 nerkux;
300-500mr/kr/Mmic;  |cOopusaTIHBI (hakTOPH:
po3moyaTo LIBUJIKA [IBUAKICTh
JIOMaIITHIO Tepamiro |iHdy3ii, antutina IgA,
iH}eKTii
Brennanetal., |IIJI |TlepBunnuii [459 |Mg crabinmsro 300- |IIIBuakicTs peakiii 0,8% |Tak
2003 nedinuT 600 mr/kr/mic, B npotsaroM 2 pokis, 0,1%
AHTHTII, JOMaITHIX yMoBax |momipHa, 0,6% momipHa,
IUTH 1 a0o B cramioHapi, HeTsDKKa HanO11er AP 3
Jnopoci Makc. 4 MJ1/XB, BHUCOKHMH TTOKa3HUKAMH,
13508 indys3iit saranpHa 111 AP, 91
MIPOTATOM 2 POKiB, 5 |nerka, 20 moMipra y 59
PI3HUX TIPOJYKTIB  |MAIli€HTIB, HEMAE HisKOT
IVig Pi3HUII MK MPOAYKTaAMHU
(Aghamoham |RCS |xBopo0a 71 |[ocriitno naBatn  |AR 12,3%, abcomoTHHI |Tak
madi et al., Bpyrona=25 IVIg 6inbir visk 7 152 AR y 35 martienris;
2004 2004 : pokis, 400-500 86% BCiX peakiriit
3BIJ1=31; MI/KI/MiCSLb, "momipHO", 2 TSHKKI
Hedimur peaxuii (00unBi 3 ned.
HmigKIacy = IgA), 3HauHO
5; T IBUIIYBABCS MIOKa3HUK
AT=S; y MaIieHTiB 3 nedinuTom
HIgM =2 IgA (16,7%) 1 <0,001;
AR, noB's13aHuii 3
MIBUAKICTIO 1H)Y3iT Ta
3HAYHO 3HHKEHOIO
HIBHJIKICTIO TPOTYTOM
npyroro poky (14,5% B
niopiBHsHHI 3 10,1%);
1<(,02)
Tcheurekdjian, [TI |3BIA=33; |65 |cmocrepexenHs 3a 6 |BHyTpimHboiH(Y3iitHMIT |Tak
et al., 2006 Hediuut Mic; Gamimune Ny |AR: 17%
miKIacy = TIAII€HTIB 3 [oct-ingy3iftamiit AR:
14; nonepeanim BBIT'; |41%
CHA=20; TaKuit ke rpadik 48/65 marieHTiB 3
xBopoOa J03yBaHHS, SIK 1 MIpeMeTUKaIli€r0 Ha
bpyrona=2; pasie; OCHOBI MOTIEPEHBOT
T = 6 CIIOCTEPEIKEHHS i | peaKiii
(moaBiHiHUIH qac iHQy3iii 72 T
JIiarHo3 y micys HeT;
JeSTKUX
MAI€HTIB)
Quintietal., [T1J] |3BI[] 13 |13 mamieHTiB 3 JIBi TSOKKI peaxitii Ha Hi
2008 TSOKKAMHA SClg, onuH nepeHic
MOOTYHUMH IbTEePHATUBHUM
peakuisimu Ha IVIg, |mpemapar, iHmmi
IVIg 6yB MIEPEHOCUTH O1JIBII

ckacoBanmuii; SClg
OyB Ha3HAUYEHUH
TTiCHIs MpeMeTuKaItii
T1IPOKOPTH30HOM 2-
5 Mr/KT,

MTOBIIBHUMHU TEMITAMU;
11 nerkux peakui,
acolLifoBaHUX 3
iH(py3ier0
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400Mmr/kr/™Mic
LIOTWXHS

Ta6muusg O: TabnnuHe MogaHHST OCHOBHUX JOCIIIKEHD

ABTOpPH

Tun
JA0CJTi
JIKeH
HA

IanienTn

K-

Cxema JiikyBaHHS

Pe3yasbTar

Ochs et al.,
1980

RCT

3BIJ=18;
xBOpoOa
bpyrona=7;
iHIi=4

29

IVIG-5% 31 3HIKEHOIO
nyxHicTio B 10% mansTo3u
(Gamimune) B nopiBHsHHI 3
5% mnpenapatom R/A 6e3
MaJIbTO3H B SIKOCTI
crabinizaropa; 3 micsimi 100-
150 mr/xr KI'/micsanp;
MIepexpecHe JOCIIHKeHHS §

Besneunnii exBiBageHT

Pirofsky,
1987

RCT

330MT

39

Hoswuit npoxyxt IVIg pH 4,25
(Gamimune-N)
MaKCHUMaJibHa mBUAKICTE 0,1
mi (0,5 mr) /KT/XB B
nopiBHsHHI 3 [VIg 31
3HIDKEHOIO JTyxHicTio pH 6,8
(Gamimune) §

Hewmae icrorHux
BIAMIHHOCTEN B Oe3Ireri
Ta e(peKTUBHOCTI

Steele et al.,
1987

RCT

3BIA=8;
XBOpoOa
BpyTtona=2

10

[orounwmii [VIg; 6 no3/mic
200 mr/kr Macu Tina
HaTUBHUI 200
moaudixoBanuii [VIg,
MEPEXPECHE JIOCIIIDKCHHS

3 eKBiBaJIEHTHOIO
e(hEeKTUBHICTIO

Zuhrie et al.,
1995

1A

330MT

21

AJb(daraodin B mopiBHIHHI
3 caHAOIJI00YJIiHOM a00
Gamimune-N; 6 micswiB
anb(ario0ymiHy B
3aJIe)KHOCTI BiJl IOTIEPETHBOT
JI03H, TIepEXpecHe

JIOCTI KEHHS

Aabdaraodyain
€KBIBAJICHT

Schiff et al.,
1997

RCT

3BIA=17;
XBOpoOa
Bbpyrtona=7;
HIgM =1;
Cunnpom
Hesenoda =
L;
[inep-l1gE=I

27

[Motounuii IVig 3
cargoryo0yiHoMm (n = 17),
Gamagard (n =49) abo
Gamimune (n = 4);
MepexXpecHe JOCIIHKeHHS
HOBOTO Ipenapary
InTparao0yain F nporsrom
6 Mics11iB a00 MOTIePETHHOTO
mpernapary; 103a BiIMOBITHO
1o mornepenaboi qo3u (300-
400 mr/kr KI'/21-28 nHiB)

EdexTuBHICTB,
TIEPEHOCHUMICTE 1 Oe3meka
InTparaodiny F
eKBiBaJIeHTa

Ballow et
al., 2003

RCT

330MT

40

Tpu no3u IGIV-C 10%
(Gamunex) a6o IGIV-SD
10%; mepexpecHe
JOCTIKCHHS

EdexTuBHicTS,
TIEPEHOCHUMICTE 1 Oe3meka
€KBIBaJICHTHI

Roifman et
al., 2003

RCT

3BIA=90;

172

Tpusae npuiiom [VIg; 9
micsuiB [VIg-SD 10%
(Gamimune) abo HOBUH

PiBens iH(ikyBaHHS
3MEHIIMBCS 32
nonomoromo IVIG-C
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INimorammario
Oyminemis=>55

IVIg-C (Gamunex 10%),
paHI0Mi30BaHUH, IOBINHE
CJIiTe TOCHTIIKEHHS,

(piuHUii piBEeHb
in¢ikyBanns 0,18 B
nopiBHsHHI 3 0,43),

1HIT=2 TOCTiKeHHs y mapanensHux |besmexka i
rpynax NEepEeHOCUMICTh
€KBiBaJICHTHA
Wolfetal.,, ([II1 |ITI1=27, 36 Tpusae mpuiiom IVIg; 300-  |EdexTHBHICTS,
2003 AIIA =36 800 mr/kr KI'/21-28 nuis [IEPEHOCUMICTD 1 Oe31eKa
IVIG-N y nopiBHsHHI 3 €KBiBaJICHTHI
CaHI0TI00YJ i HOM; 71032
BIJIMTOBITHO IO TIpemapary 3
MONEPETHHOTO OCHIHKEHHSI
Berger & g |3BLA=37; 51 Tpusae npuiiom [VIg; 300-  |EdexTuBHiCTS,
Pinciaro, XBOpoOa 600 mr/kr KI'/21-28 nuis MIEPEHOCUMICTS i Ge3meKa
2004 bpyrona=12; ®aedoramma 5% npoTAroM |€KBiBaJICHTHI IHIIMM
HlgM=1, 12 mic; MakcuManbHa npoxaykram [VIg
iHme=1 mBuakicTs 0,1 miu/kr KI'/xB
(300mr/KT/TOM)
Ochs & A |3BL=28; 46 Tpusae npuitom VIg; 400- EdextusHicTs,
Pinciaro, XBOp00O 600 mr/xr xr/21-28 nuiB MIEPEHOCUMICTB 1 Oe3meka
2004 bpyrona=13; Oxraram 5% npotsirom 12 |ekBiBaJIeHTHI 1HIIMM
HigM=2; MICSAIliB; MAaKCHMaIbHA mpoaykram [VIg
iHIIe= 2 mBuaKICTh 3,3mr/kr KI'/xB
Matamoros |PC, |3BIA=12; 35 Tpu no3u @aedoramma 10% |EdexTrBHiCTS,
etal,, 2005 |CO |Hedimur B MOPiBHAHHI 3 MIEPEHOCUMICTB 1 Oe3meka
migKnacy = 5; ®uedoramma 5% mpemnapar |€KBiBAICHTHI IHITUM
XBopoOa IVIg, nepexpecHe npoaykram [VIg
bpyrona=3; JOCITIKEHHST; MaKCUMaJIbHa
HigM=2; mBUAKICTh iHOY3ii 0,04
BTOpUHHUI []] mir/kr KI'/xB
=13
Bjorkander |T1[] (3BIJ=18; 22 IVIg a6o SClg; Tpu no3u EdexruBHicTb,
et al., 2006 XBOpoOa JIEH30BaHOTO Tpernapary TIEPEHOCHUMICTE 1 Oe3meka
BbpyTtona=2; BIJITIOBIJTHO JIO MOTIEPEHBOI  |E€KBIBAJICHTHI 1HIIUM
1= = 2 no3u; 9 103 KIOVIG 10% *; |mpoaykram [VIg
MaKCHMaJIbHa IBHIKICTh
8mu/kr KI'/rox
Churchet |I1J] [3BIJ=41; 61 Tpusae nikyBanus [VIg; 300- |EdexTuBHiCTS,
al., 2006 XBOpoOa 600mr/kr KI'/21-28 nHiB TIEPEHOCHUMICTE 1 Oe3meka
Bbpyrona=5; BIJIMTOBITHO IO TIOTIEPEAHBOT | €KBIBAICHTHI 1HITUM
Hmi=15 no3u PIIKUM npoaykram [VIg
GAMMAGARD 10% *
npoTsiroM 12 Mic;
Berger, 2007 (I1[]  |3BIA=35; 46 [ocriitne nikyBanns 3 [VIg; |EdextusHicTs,
XBOp0Oa ®daedoramma 5% DIF MIEPEHOCUMICTB 1 Oe3reka
Bpyrona=10; npoTsiroM 12 micsuiB €KBIBaJICHTHI 1HIIUM
iHmi=1 npoaykram IVIg
Bergeretal., (TIZ |330MT 42 [ocriitne mikyBanns [Vig;  |EdextuBHicTs Ta
2007 Carimune NF pigkuii 278- |Oe3neka ekBiBaJeHTHI

800 mr/kr KI'/21-28 nHiB
MOPOTSIroM 6 MiCsILiB;
MaKCHMajlbHa IIBUAKICTH 3,5
mr/kr KI'/xB (Pinkwmii
Carimune NF Bignosinae

HoIepeaHiM NPOIYKTaM
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pinkomy CaHorI00yIIiHy
NF, expiBasieaTHOMY [VIG-
F10)

Steinetal.,, |IIJ] [xBOpoOa 80 [Mocriiine mikyBanust [VIg;  |EdexkruBHicTb,
2009 bpyrona=21; 300-600mr/kr KI'/21-28 aHiB |mEepeHOCHMICTD 1 Oe3mmeka
3BIJI=59 BIJIMTOBITHO JTO TIONICPEAHBOT | €KBIBAJICHTHI 1HITUM
no3u Privigen 10% npoxykram IVIg
npotsirom 12 wic;
MaKCHUMaJIbHa MIBUAKICTD 8
MI/KT/XB
Ballow, I [330MT 46 IMocriiiHe nikyBaHHs Mg; EdexTuBHicTh TA
2009 300-600mr/kr KI'/21-28 nHiB |Oe3neka eKBiBaJCHTHI
BiJIMTOBI/THO JTO MOTIEPEAHBOT | IHIITUM MPOAyKTaM Mg
no3u Paedoramma DIF 5%
npoTsiroM 12 mic;
Bergeretal., [IIZT  |xBopoba 46 [Mocriitne mikyBaHas Mg; EdexTuBHICTH Ta
2009 Bpyrona=Ss; 300-600mr/kr KI'/21-28 nHiB |Oe3neka eKBiBaJCHTHI
3BIJI=37; BiJIMTOBI/THO JTO TTOTIEPEAHBOT | IHIIINM MTPOAYKTaM
AT=1 no3u Paedoramma DIF 10%
npoTsaroM 12 Mic; mo4aTkoBa
mBuakicts 0,01/kr KI'/xB,
MOCTYTIOBE TTiABUIIIEHHS 3
MaKCUMAJILHOKO IIBUIKICTIO
0,08 mu/kr KI'/xB (480/kr
KI'/rom)
Kreuzetal.,, [TIZ |3BIO=20; 51 [Nocriiine mikyBaHHs Mg; EdextuBHicTs,
2010 BpOJI’KEHA BIJIMIOBI/THO JI0 MOTIEPEAHBOT | OE3MEUHICTS 1
aramaryiooymi pifeky’t MIEPEHOCHMICTh
HeMis = 12; InTpaTekT mporsirom 12 €KBIBJICHTHI 1HITUM
HIgM = 5; MiCSI1iB; MAKCUMaJIbHA MPOAYKTaM
AT=5; inmi=9 mBuaKicTh 2,4 ma/xr KI'/rog
Borte & Pac, |I1[{ |Hditm=18 Ta |23 Tpusae npuitom Mg a6o TL y mamieHTiB, mo
et al., 2011 MUTITKY = 5; SClg; BBenieHHSI/BUBEICHHS; |TIEpEXOASTh 3 Mg
3BIJI=7; 40 THKHIB HiBUIIYETHCS, Oe3meka i
xBopoOa Hizentra nosa, exBiBajieHTHA |TIEPEHOCHMICTH
Bpyrona=15; MOTIePETHIN cXeMi
ARAG=1 JKyBaHHS; MaKCUMallbHa
HMIBHJKICTH iHQY3i1 35 miu/ron
Jollesetal., |I1J] |3BI[J=28; 51 Tpusae npuitom Mg (n=27) |TL y nauienris, mo
2011 XBOpoOa ab6o Scig (n=19); 12 TiwkHIB |mepexoasTs 3 Mg
bpyrona=17; BBeJIcHHs/BuBeAcHHS; [lepiox | migBuUIyeThCs, Oe3meka i
ARAG=1 e(eKTHUBHOCTI 28 THXKHIB TIPH |[IEPEHOCHUMICTh
3actocyBanHi Hizentra B
11031, EKBIBAJICHTHIN
MOTIePEIHIN CXeMI JTIKyBaHHs
Wassermann [T1J1  (3BI:27; 49 [omnepenniii [VIg; SciG Koedimiear AUC 95,2%,
etal., 2011 I'imorammariio IIOTWOKHS ITPY 3acTocyBaHHI |ekBiBasieHT SC/IV,
Oyminemisi:15; Gammagard 10% ®, 130%  |cepenniii TL 12,02 r/n B
xBopoOa MOTIepeTHbO1 103U Mg nopiBHstaHI 3 10,50 /515
bpyrona: 3; npotaroM 12 TwxkHiB, 137% |piBeHb iHGiKyBaHHS
x4 MoTIepeIHbO1 103U Mg 4,1/manient/pik;

MPOTATOM 6 THXKHIB;
1HAMBITyaTi30BaHUN PEKUM
JTO3yBaHHS BiJIIIOBITHO IO
3QJUIITKOBOTO PIBHS
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Wassermann |IT1J]  |3BIJ1:49; 87 IVIg xoxHi 3-4 TrkHI BbiomoctymHicTs Ha piBHI
etal.,, 2011 lNnmorammario npotaroM 3 micauis (87 93,3% Mg; piBeHb
Oyninemis: nauienTiB), fSClg (rtHuPH20 |indexkuii Ha oqHOTO
17; xBOpoba ta 10% SciG) mpotsirom 14-  |mamienTa/pik mpu fSClg
Bbpyrtona:6; 18 micawiB (croyaTky 2.9714,51 Ha
nedinut HIOTHIKHSI, Ti3HiIe KoXkHi 3-4 |manient/pik npu [VIg
migkiacy IgG: TIXKHI (83 marieHTn) mpu
4; CI1A:4; mBuKocTi iH)Y3ii 160-300
I'I'M:2; igmmi: MJI/TOJ
5
Jollesetal., |II1 |3BII: 44; 61 Bigkpure po3mupene Cepiiosni 6akTepiaapHi
2014 xBOpoOa (mocmi | mocmimxenns SCIG 20% ingexuii mpu 0,05 (€C)
Bpyrona:16; |mxenH |(nmamientu €C 3 go3zor0 116 |Ta 0,06 (CILIA)
inmre (2-16 1 €C |MI/KI/TWXOEHD 1 ali€eHTH iH(bekmii/cy0'ekT/pik;
pokiB: 21; <16 |k- CIIIA 3 mo3or0 193 OyIb-aKa iHEKIIis mpu
pokiB: 40) 16=40; |Mr/kr/Trxaens). [loganemi  |3,3 (€C) Ta 3,4 (CLIA)
nocmin|52 ik (57/61), 104 TkHi |iHDeKkLii/cy0'ekT/pik
skeHHs |(41/61), 156 TmxHiB (27/61)
CIOA |maxc. 182 TixHi (4/61);
K-Th =
21)
Borteetal., [IIJ |dopocmi 49 IVig 10% xoxHi 3-4 Troxai  |Piuna gacToTa Beix
2017 namientu: 24; npoTsiroM 12-13 THXHIB, in(ekiii 4,38/marieHT
MaIieHTH SciG 20% mo 125 mr/kr (SCIg 20% 3 45,7 PHa
niegiarpii: 25; MIOTHKHS TIPOTATOM 52 pik); 8,92/mamient (SClg
THKHIB. 16% 3 3,7 Ha piK);
3BI: 32; 6,29/manient [VIg 10% 3
XBOpoOa Cepennst mBHIKICTb iHQY3iT |8,42 Ha pik)
Bpyrona: 9; 20 mu/rot; cepeaHiit 00'eM
ARAG: 2; iH(Dy3ii 16,6 mi/miciie
TI'II'M: 2;
1H1I1: 4;
Suezetal., |IIT |(2-16 poki: |77 IVIg 10% xoxHi 3-4 Twxni | PiyHa yacToTa BCix
2016 23; <16 pokis: (67%) abo SClg 16% koxni |iH(ekmii 2,41/mamieHra
54); 3BII: 26; 1-2 tmxHi (33%) npotsirom  [(SCIg 20% 3 83,7 Ha
CHA: 18; 13 TixuiB, SCIg 20% npu  |pik); 3,86/mauient (IVIg
XBOpoOa 145% IVIg 10% motmxkus  |10% 3 19,67 Ha pik)
bpyrona: 9; npotsiroM 12-16 THXHIB.
COA 3 CkopuroBasa J103a pOTAroM
nediuToM 12 +40 TxHiB.
nigkiacy IgG:
7, CHA 3
rirmorammariio
Oy/TiHEeMi€r0:
10; immmi: 7
Cepensst BUIKICTH 1HY311
60 mu/roj; cepenHii 00'em
iHOYy3ii 39,5 mu/micue
Krivan et al., (ditu: 26; 62 IVIg 10% xoxHi 3-4 TwxkHi  |EdextuBHicTs,
2015 & nopocii: 36; npotaroM 12 micsuis no 0,2- |0e3nedHicTb 1
2017 XBOpOOa 0,8 r/kr/mic. NepEeHOCUMICTh
Bbpyrona: 20; €KBIBaJICHTHI 1HIINM
3BI1:42) MIPOAYKTaM

* Ooun i moti sce npodykm npooacmuocsi ¢ CIIA i €8poni nio piznumu mopeosumu Mapkamu
§ IIpooyxyis 00020 i mo2o e 6UPOOHUKA 8 NOPIGHANHHT
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AR: Iobiuna peaxyisn; AE: Iobiune aeuwe; ARAG: Aymocomno-peyecusna acammaenooyainemis, AUC: Inowa nio
@apmakoxinemuunoio Kpueow, BdK: ®@edepanvna meouuna acoyiayis, CF: Kicmosunuii ¢iopos; CO: nepexpeche
docnioxcennsi;, CPD: Xponiune saxeoprosanns aecensv, 3BIJ: 3aeanvnuii sapiamusnui imynooediyum; HigM: Cunopom
einep-lgM; BIJI: Bipyc imynooegpiyumy nioounu;, HrQol: saxicme owcumms, 00yMo6ieHa 300p08'sim; 6/M:
BHYMPIWHbOM ‘3080, 6/6. enympiunbogenno, IMIg: enympiwunvom 'sazo6uii imynoenobynin; 1VIg: enympiwnbosennuil
imynoenobynin,; I1K: I[lepcnexmusna xoecopma; I1/]: [lepsunnuil imynooediyum; RCS: PempocnexmugHuil pso 6unaoxie;
RCT: panoomizosane rommponvosane oocniodcenns; RTI: Ingpexyii ouxanvhux wsixie; s.c. niowxipno;, CIA:
cenexmugnutl depiyum anmumin, SAE: Taxcka necnpuamausea nodia; SBI: cepiiosna 6axmepianvha ingexyis;, BKI]:
supasxcenuii Kombinosanuti imynooeiyum, SCIg: niowxipnuii imynoeno6ynin, TL: sanuwxosuti pigens, UAW:
Hecnpuamauguil enaus nikie; BOO3: Bceceimusa opeanizayis oxoporu 30opos'sa; XLA: xeopoba bpymona

Tabmuus P: Ilpenapamu imynoenobyniny moounu, docmynwui 6 Himeuuuni (3 uepgonozo cnucky/cneyianizoganoi

iHgopmayii)

Haszea % 3acmocye|Bmicm IgA |Maxkcumansnu |Illeudkicme énusannsn

npuU2OmMyeanHs aHHA it emicm IgA  |32i0H0 iHcmpyKuyin
8UpPOOHUKA

Beriglobin 16% miamkipa |95% 1,7 mMr/mn 10 mi/ron—22 mi/Ton

(160 mr/mu) 0,

Pozunn qns BHYTPIIIH

1H'eKTIi bOM'SI30BO

Cuvitru 20% migmkipH |98% 0,28 mr/mi 20 mur/iH'ek1itige Micie

(200 mr/m) 0

Po3uun misa

iHGYy3iH

Flebogamma |10% B 97% 0,05 mr/mn (0.6 MII/KT KI/TOJ Ha MOYATKY,

DIF 10% KparneyibH MOTIM 301UIBIIUTH TPOTSATOM

(100 mr/mi) 1500000) 30 XBWJIMH 10 MaKC.

Po3unn s 4,8 MII/KT KI/TOJI

iHOY3iH

Flebogamma [5% B 97% 0,05 mr/mi 0,6-1,2 mu/kr Kr/roz, Makc. 6

DIF 5% KparneibH MJI/KT KI/TOJ

(50 mr/mi) HITI0

Po3uun s

iHGy3ii

Gammagard |5% a6o B 90% 0,003 mr/ma 5%: Bix 0,5 10 4 MII/KT Kr/TOA

S/D 10% KparneabH 10%: Big 0,5 10 8 Mi/kr

(50 mr/mi abo §Z00020) Kr/roj

100 mr/mir)

Lyophilisat

GAMMANOR |16,5% migmkipH |95% 0,08 Mr/mi 10 mui/rop/Hacoc, makc. 20

M 0, mi/roa/Hacoc, Makc. 40

(165 mr/m) BHYTpILIH MII/TOJ

Po3unn s BOM'SI30BO

1H'eKIii

Gamunex 10%|10% B 98% 0,084 mr/mn 0,6—8,4 MuI/kr Kr/TON

(100 mr/m) KparneyibH

Po3unn s HIII0

iHOY31i

Hizentra 20% migmkipH |98% 0,05 mr/mn IMouatkosa 0,2-0,5 r/kr; 1-2,5

(200 mr/mu) 0 MJI/KT/TO

Po3unn mis 15 mur/roa/macoc, Makc. 25

1H'€KIII MII/TOL

Hyqvia 10% nigmkipa |98% 0,14 mr/mn lNanyponinaza: makc. 120

(100 mr/mi) 0 Mi1/Tox

Pozunn st ImynOTIIOOYMIHT: Makc. 300

iHGy3ii MJI/TONT
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Ig Vena 5% B 95% 0,05 mr/mi ITouaTkosa mo3a 0,46-0,92

(50 r/m) Kpanejib MJI/KT KI/TOJT; MaKc.

Po3uun s HHIIO 1,85 ma/kr Kr/Tof

iHbY3iH

Intratect 5% B 96% 2 Mr/MiI Big 1,4 mo 1,9 MuI/kr Kr/ron

(50 mr/mm) KpaneJjb

Po3unn s HHULIO

iHbY3IH

IQYMUNE 10% B 95% 0,028 mr/mi Makc. 6 mi/kr/ron

(100 mr/mm) KpaneJjb

Po3unn s HHULIO

iHbY3IH

KIOVIG 10% B 98% 0,14 mr/mn 0,5 no 8 mu/Kr Kr/rox

100 mr/mn KpaneJjb

Po3unn s HHULIO

iHQY3iH

OCTAGAM |10% B 95% 0,4 Mr/mn 0,6-1.2mm/xr xr/rox, 1o 7,2

10% KpaneJjb MII/KT KI/TOJ

Po3unn s HHULIO

iHQY3iH

OCTAGAM |5% B 95% 0,2 mr/mn Bix 1 1o 5 Mu/Kr Kr/ron

5% KpaneJjb

Po3unn s HHULIO

iHOY3iH

Pentaglobin  |5% B 95% 6 Mr/™m NG i Sgl: 1,7 mu/kr kr/ron,

(50 mr/mm) Kpamnejb IITSM 1 TOpOCTUM: HE OiTbIie
HUII0 15 ma/Kr Kr/rog

Privigen 10% B 98% 0,025 mr/mna 0,3 ma/kr kr/rof. 4,8 Mi/kr

100 mr/mi KpaneJjb Kr/ron - 7,2 MII/KT KI/TOJ

Po3unn s HHULIO

1HOY3iH

Subcuvia 16% migmkipa |95% 4,8 Mr/mMan 10 ma/rox - 20 mi/rox;

160 r/n 0, He OlnpIne 15 M1 B OqHIH

Pozunn mis BHYTPIITH YaCTHHI TiJla

1H'eKITIH bOM'I30BO

Tabmumsa Q: TabnuyHa mMpe3eHTallis MopyIIeHb MEPBUHHOTO Ae(IUTY aHTUTII Ha OCHOBI OHOBJIeHOI pemakiii "[UIS"
2017 (Picard et al., 2018)

I'enerny [3axBoproBanusi |CHPOBATKOBI Kuainiyna kaptuna |Ilocunann
HUH iMyHOTr100y1iHM |
aedinut
Bigcyrni B- | XL-BTK Arammarno0Oyninemi | Cepiio3Hi Winkelstei
KIIITHHA (XLA) o OakTepiaibHi netal.,
(< 2%) 1HOeKmil 2006
AR-
IGHM Minegishi
etal., 1998
AR-IGLL
Minegishi
AR- etal., 1999
CD79A
Minegishi
AR- et al,, 1999
BLNK Sawada et
al.,
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AD- 2003
LRRCS8 Dobbs et
al., 2007 &
AR- Ferrari et
CD79B al., 2007
Conley et
al., 2012
AR-
PIK3R1 Boisson et
al., 2013
AD-
TCF3
B-Zellen > 2%
Hegioom |3aranpanit IgG i IgA 3amxkeni |BapiatusHi:
0 BapiabenbHui | (31 3HWKeHNM IgM  |peruauByrodi
iMmyHomedinur  |abo 6e3 HbOro) iHGeKnii,
(3BIM) 6e3 mimbpodepdeparris,
KOHKPETHOTO ayTOIMYHITET
FEHETUYHOTO (ocobmBO
nedinuty ayTOIMYHHI
IATOTICHI),
rpaHyJieMaTo3Hi
3aXBOPIOBAHHS
XL- Hedimur INimorammarnoOymiH |penuanByOUi Jansen et
ATP6AP |ATP6AP1 eMis iHpeKmil, al., 2016
1 JeHKOIeHis,
renaTonarisi, MiJb Ta
HEePYJIOIUIa3MiH
3MEHIIINJIAChH
AR- Hedinut CD19  |TinorammarnoOyiiH |penuanByroUi Van Zelm
CD19 eMis iHbeKii et al., 2016
AR- Hediuut CD20 |I'inorammarnoOyiiH |penuanByodi Kuijpers et
CD20 eMis iH( ekl al, 2010
AR- Hedinut CD21  |T'inoramMmarioOyiiH |penuanByroUi Thiel et al.,
CD21 eMisd iHDeKii 2012
AR- Hediuut CD27 |I'inorammarno6ynin |Jlimbonpomnidepanis, |van
CD27 emis acomitioBana 3 BEG  |Montfrans
etal., 2012
AR- Hediuut CD81 |I'inorammarnoOyiiH |peuuanByoyi van Zelm et
CD81 emist iHdekuii, ayroimynna |al., 2010
LUTOIICHIS,
rIIOMepyJIOHepHUT
AD- Hedimur CTLA4 |NnorammarnoOyiin |PenunuByrodi Kuehn et
CTLA4 eMis iH(eKIii, al., 2014
nmimdonpourideparis,
ayTOIMyHHa Schubert et
LIUTOIIEHIS al., 2014
AR- Hedinut T'octpa Tsokki meBpomoriuni  |Sadat et al.,
MOGS |manHO3MI- HEJIOCTAaTHICTh CHMITOMH 2014
oJIirocaxapy Il |aHTHUTLI

OKO3naa3u
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AR-ICOS | Tedimur ICOS  |T'imorammarioOyJIiH |peryInByodi Grimbacher
eMis iHdeKIIii, et al., 2003
mimdonpoidepanis,
Icopias
AD- Hediuut lNnmorammarnoOymiH |pequauByUi Goldmann
IKZF1 |IKAROS eMis iH(eKmii etal., 2012
Kuehn et
al., 2016
AR-IL21 IimorammarioOyiH |3anaabHe Salzeret al.,
emis 3aXBOPIOBAHHS 2014
KHUIIICYHHKA,
KPHIITOCTIOPHII03
AD- limoraMmario0yIiiH |peruauBy0vi Kelleret al.,
IRF2BP2 eMisl, BiICYTHICTh  |iH(eKil, 2016
IgA ayTOIMYHITET
AR- INmorammarno6ymin |PenunuByrodi Lopez-
LRBA emist iH(peKii, Herrera et
mimdonpodmideparis |al., 2012
AyTtoiMmyHHa
UTOTICHIS
EnTepomnaris
AD- Curapom INimorammarno6ymin |bakrepianbHi Lucas et
PIK3CD |aktuBauii PI3K- |emis iH(eKIii, al., 2014a;
nenbta (APDS 1 iHOeKil, Ky Lucas et
AD- i1D) cnpuuntioe BEB, al., 2014;
PIK3R1 OpPOHXOEKTAa3H, Angulo et
mimdomnpomidepanis |al. 2014;
Deau et al.,
2014
PLCG2 |PLAID (medimur |Tinorammariao0ymin | XomogoBa Ombrello
AHTHTII, emist KPOMUB'SIHKA, etal., 2012
acoIifOBaHUX 3 ayTOIMYHITET,
PLCG2) anepris,
peUHMINBYIOUI
iHdekii
AR- 1gG 3nmxennit, (IgA |BoBuankomonionmii  |Salzeret al.,
PRKCD i [gM migBuIieHi)  |ayToimyHiTeT, 2013
nimdonpodideparis,
penuanBYOYi
iHGekmil
AD- Hedinut PTEN |TimoramMario06ymin |Jlimdonpomideparris, |Tsujita et
PTEN eMist ayTOIMYHITET al., 2016
AR- I'inorammarnoOynin |[Toniennokpunonaris |Alkhairy et
RAC2 eMis , al., 2015
KOaryJIonaTis,lTIOCTCT
PENTOKOKOBUI
TJIOMEpYJIOHeDPUT
AD- Hediut IgA 1 IgM 3HMKEH], |penUIUBYIOUi Wang et
TNFRSF [TWEAK BiJCYTHI aHTHTINA  |iHpekmii, bopomaskwu, |al., 2013
12 ITHEBMOKOKY TpomOoTIeHis,

HEUTPOTICHIS
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TNFRSF |dediuut I'inorammarioOytiH |3MIHIOETBCS Warn atz et
13C peLenTopis eMis al., 2009
BAFF
TTC37 |Hedimur TTC37 |HeamexsaTHa peLUIUBYIOYi Rider et al.,
peaxilisi Ha BakiuHy |iHgeknii, BomocsHi | 2015
MPOTH MHEBMOKOKY |aHOMaJTii, By3JIyBaTHIA
TPIXOPEKCHC
AR- Hedimur TRNTI |TimorammarioOysmin |Bpomkena Chakrabort
TRNT1 emist cunepobiaacTuaHa yetal,
aHeMisl, TIIyXoTa, 2014
3aTPUMKa PO3BUTKY
AD- Hedimur NFKBI |TimoraMmario0ystiH | peruIuByodi Fliegauf et
NFKB1 eMis iH(eKIii, al., 2015
aimdonpoideparis
AD- Hedpiur IimorammarnoOyin |perauBHi indekii, |Chen et al.,
NFKB2 |NFKB2 eMist ayomenis, 2015
€HJIOKPUHOIIATII,
nimbomnpodideparis
Kpurtnune
3HWKCHHS
piBus IgG i
IgAB
CUpOBATII
KpOBI 3
HOPMaJIbHAM
abo
MMABHILIEHUM
piBHeM IgM i
HOPMAaJIbHUM
piBHeM B-
kiituH (I'inep
IgM-curIpOM)
AR- I IgG 1 IgA 3nmxkeni, |PeunauByroui Revy et al.,
AICDA IgM B HOpMI ab0 iH(eKmil, 2000
(memamu MM ABHILIEHUH nimdaneHonarii
une
docnioonc
ennsa AD-
AICDA)
UNG Hediuutr UNG |IgG i IgA 3umxkeni, |Penunusyroui Imai et al.,
IgM B HOpMI 200 1HOeKmil, 2003
T ABUILIEHANA JgimbaaeHonarii
XL- rmMm i1 IgG i IgA 3umxeni, |Penunusyroui Korthauer
CD40L IgM B HOpMI abo iHGeKnii, etal., 1993
T ABUILIEHANA KPUITOCTIOPUIIT
AP- I'rMm I IgG i IgA 3umkeHi, |PenumuByroui Ferrari et
CD40 IgM B HOpMI abo iHGeKnii, al., 2001
T ABUILIEHANA KPUITOCTIOPUIIT
AR- IgG i IgA 3umxeni, |Cepiio3Hi Krackeret
INO8O IgM B HOpMI abo OakTepiaibHi al., 2015
M1 IBUILIEHAI iHdeKii
AR- IgGiIgA B HOopMi  |[To3uTHBHMIA Gardes et
MSH6 a0o0 Tpoxu 3HWKeHi, |(cimeitamii) anamue3 |al., 2012

IgM B HOpMI abo
TPOXH IiIBUILICHUH

MIPH 3TOSKICHUX
3aXBOPIOBAHHSIX
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IKBKG |Cungpom IgGiIgA B HOpMi  |PermmuByroui Jainetal.,
nedinuty a00 TPOXH 3HWXKEHI, |iH(EKIi, 2001
NEMO IgM B HOpMI 200 AHT1APOTUYHA
TPOXH IMiJIBUIICHUN |EKTOJIepMalIbHA
JTUCTLIA3IS
Hediuut
130THIIIB,
JIETKHX
JIQHITIOTIB 200
($yHKLIOHATBH
1 gedinnuTy 3
HOPMAaJIbHOIO
KiIBKicTIO B-
KIIITHH
Hegidomo |CenextuBHuit | lyke HU3BKI 10 [lepeBaxkHo
nedimut IgA BIJICYTHOCTI piBeHb |0C3CUMITOMHI
IgA, Bci iHmI peuranBYIOUi
130THUIH Ta MiAKIAcH |iH(EKIiT, He3HAYHO
IgG HOpManbHI i IBUIIICHU T
MOKA3HUK
ayTOIMYHHOCTI
Hegidomo | TumuacoBa IgG i IgA 3umxeni, |I[lepeBaxkHO
rinorammario0y | HopMaJbHi peakiii |0e3CHMITOMHO
JIHEMIS Ha BaKLMHALIO
TUTSIYOTO BIKY
Hegidomo |Jledinut [Migxnacu IgA Ta [lepeBaxkHo
migknacy IgG 3 |1gG 3sam3umnmcs 6e3cumMnToMHI 200
nedimurom IgA peIuanByOYi
iHDeKii
Hegioomo |[301b0BaHU OnuH abo KiJIbKa [epeBaxkHo
nedinuT nigkiacie [gG 0e3cuMnToMHI 200
migkiacy IgG 3HU3UIINCS, 1HOII peIuanByOYi
BIJICYTHS peakilist Ha |iH(eKmii
BaKILMHALIIO
negidomo |Crienudiuna 3HIKEHHS ITigBuieHa
HEJOCTaTHICTb |BUPOOJIEHHS CIIPUHHSATIMBICTB JI0
AHTUTILI 3 cnenudiaHuX iH(eKIii, 9acTo 10
HOPMaJIbHUMU  |a@HTHUTI ITHEBMOKOKIB
3HAYCHHSIMHU
IMyHOTTIOOYITiHY
N Ta KiJIbKICTIO
B-kmitun
Mymayia |Mytauii abo [Migxnacu IgG, IgA |IlepeBaxkno
abo BHUJAJICHHSA HE BUMIpIOBaHi, Oe3cumMnTOMHI 200
XPOMOCO |TSKKHAX yacro BifcyTHi IgE  |penmauByrodi
MHA JIQHITIOTIB iHDeKii
Oeneyis  |iMyHOIJIOOYTiHY
npu
14932
IGKC Hedimur nerkux |BincyrtHi nanimorn | bescumntoMuuit
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