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3arajbHa YacTHHA

Hasga ngiarno3y: IlepBunni imyHoaedinmTn.

Koau crany a6o 3axBoprwoBannsa. HK 025:2021 «Knacudikatop xBopod Ta
CIIOPiAHEHUX MPODJIEM OXOPOHHM 310POB'sD):
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D81.9
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D82.1
D82.2
D82.3

[HUT yTOYHEH1 arutacTUYHI aHeMii
ArpanynonuTos

B TOMY YHUCIIi

JUATSYUI TEHETUYHUIA arpaHyJIoLUTO3
TUTSYUA TeHETUYHHI arpaHyJIouTo3
XBopoba Kocrmanna

HetiTporneHisi: Bpo/KeHa; IUKITIYHA

OyHKIIIOHATIBHI MOPYIICHHS MOMIMOPPHOSIEPHUX HEUTPOPLIiB
B TOMY YHCIIi:

JlethexT perenTopHOro KOMIUIEKCY KiiTuHHOT MeMOpanu [CR3]
XpOHIYHUH (JUTSYUI) TPaHyJIeMaTO3

[H111 MOpyIIeHHS ICHKOIUTIB

[HI11 YyTOYHEHI NOPYIIEHHS JIEHKOIMTIB

[TopyiieHHs TeUKOLNTIB, HEYyTOUHEHE

I'emodarouuTapHuii 1iMQOricTionuTo3

CrnagkoBa rinoraMmario0ysaiHemis

BubipkoBuii nedinur imyHorinooyminy A [IgA]

BubipkoBuit nediuut nigknacis imynornoOyniny G [1gG]

BubipkoBuii nedinur imyHornodyniny M [IgM]

Imynonedinut 3 migBULIEHUM piBHEM iMyHOrnoOyniny M [IgM]

Jediuut aHTUTIT 3 GJIM3BKUM J0 HOPMAJIBHOTO PIBHEM IMYHOIJIOOYJiHIB 200 3
rinepiMyHOrJI00yIiHEMIEIO

Tpan3uTopHa rinoraMmarjao0ytiHeMis y aiTen

[Hm11 iMyHOZEPIIUTH 3 IEpEeBaXKHUM J1€(DEKTOM aHTHUTLI

ImyHOZEPIINT 3 IEpEeBaXHUM /1€(DEKTOM aHTHUTIJ, HEYTOUHEHUH

Tsoxkuit kom6iHOBaHUH iMmyHOAeDinuT [ TKI/I] 3 peTukynsipauM nrucreHe3oM
Tsoxkuit komb6inoBanuit imyHoaedinut [TKI/] 3 Huszbkoro KinbkicTio T- Ta B-
KJIITHH

Tsoxxuit komOinoBanu#t imyHoaedinut [ TKIJ]] 3 HU3bKOI0O YM HOPMATEHOIO
KUTBKICTIO B-KimiTHH

Hedinut anenosunaesaminazu [JA]

Hedimut mypunaykineosuadochopunaszu [[THD]

Jedinut mosnexyn kinacy I rooBHOro KOMIUIEKCY TiCTOCYMICHOCTI

Hedimut monekyn kiacy Il rooBHOro KOMIIEKCY TICTOCYMICHOCTI

[H1i KoMOiHOBaHI iMyHOeDinUTH (1HIIMKA YTOYHEHHIA)

KomOinoBanwmii imyHOAChIINUT, HEYTOUYHEHU I

Cunnpom Bickorra-Onapiua

Cunnpom i JJxopmki

ImyHOIEDIIHT 3 KAPIMKOBICTIO 32 PAXYHOK KOPOTKHUX KIHITIBOK

ImyHomeinuT BHACTIAOK CMAagKOBOTO Je(EeKTy, 3yMOBIEHOTO BipycOM



Enmrreiina-bappa

D82.4
D82.8
D82.9
D83.0

Cunapowm rinepimyHornooyniny E [IgE]

ImyHOnEinMT, MOB'I3aHUH 3 IHIIUMH YTOUHEHUMH 3HAYHUMU J1e(heKTaMH
ImyHOnedinuT, MOB'I3aHUN 31 3HAYHUM AePEKTOM, HEYyTOUYHECHU I

3aranpHuil BapiabenbHUM IMyHOAEPIIMT 3 TEPEeBAXHUMH MOPYIICHHSIMHU

KUTBKOCTI Ta PyHKIT B-kmiTiH

D83.1

3aranpHUil BapiaObenbHUM IMyHOAEPIIMT 3 TEPEeBAXKHUMH MOPYIICHHAMHU

iMyHOperynaTopHux T KIiTHH

D83.2
D83.8
D83.9
D84.1

D84.8
D84.9
D89.8

3aranpHui BapiabenbHui iMyHOAePIiUT 3 ayToanTuTiamu 10 B Ta T-xmitun
11 3aranbHi BapiabenbHI iMyHOASDIITATH

3aranpHUi BapiabenbHUl iMyHOAEPIINUT, HEYTOUHEHUI

Hedext y cuctemi kommieMmenty, HegocratHicTs iHriditopy Cl ecrepasu [C1-
[HI]

[Hmi yroyneni imyHoaehinuTu

ImyHOEiIMT, HEYTOUHEHUT

[HIIi yTOYHEH1 po3Naau 3 3aydeHHSIM IMyHHOTO MEeXaH13My, He KiIacu(ikoBaHi

B IHIINUX pyOpHKax

D89.9
E31.0
G11.3
Q78.8
Q82.8
T78.3

Po3pooHuku

bonnapenko
Amnacracis BanepiiBHa

I'inedanoBa AnHa
MuxaiiniBHa

Koctrouenko Jlapuca
BacuiiBHa

CrenanoBcokuit FOpiit
CrenanoBu4

bicrok FOpiit
AHaToniioBu4

Jlamiit ®enip
IBanoBHu

Yo’ sk BaneaTuna
Bonoaumupisaa

SIkumoBuu CaiTiiana
AmHaroniiBHa

Po3nan 3 3aimydeHHsIM IMyHHOTO M€XaHi3My, HEyTOUHEHU N
AyToiMyHHa MOJIITIAaHAYJISIPHA HEOCTATHICTD
Mo3zoukoBa aTakcis 3 nopyueHHsM pemnaparii JJHK

I yTOYHEHI OCTEOXOHIPOAMCILIA3T

[H111 yTOYHEH1 BpOIXKEH1 BaJX PO3BUTKY LIKIpU
AHT10HEBPOTUYHHI HAOPsIK

[Ipodecop xadeapu auTsunx iHPEKIIHHUX XBOPOO Ta TUTAYOI IMYHOJIOTIT
HarmionaneHoro yHiBepcutety oxoponu 310poB’s imeni [1.JI. Ilynuka

AcucteHT Kadenpu IUTSUMX 1HOEKIIMHUX XBOPOO Ta AUTSIUOI IMYHOJIOTIL
HarmionansHoro yHiBepcuteTy oxoponu 370poB’s imeni I1.JI. [llynuka

3aBigyBady Me1aTpUIHOTO BIIIIJIEHHS KOMYHQJIBHOTO
HEKOMepIIiifHOTro HiANPUEMCTBA JIbBiBCBHKOT oOnacHoi panu
«3axiIHOYKpaiHChKHUI CrHeliali30BaHui AUTAYUN MeOUYHUNA LeHTp» (3a
3T0JI010)

JouenTt kadenpu IUTSYMX 1HPEKUIHHUX XBOpOO Ta AUTAYOI IMYHOJIOTIi
HamionansHoro yHiBepcutery oxoponu 370poB’s imeni I1.JI. Illynuka

npodecop kadeapu AepMarTosorii, KIiHIYHOT, JabopaTopHOi iIMyHOJOTIT Ta
aneprojiorii HaiioHambHOrO yHIBEPCHTETY OXOPOHHM 3/I0pOB’S IMEHi
[1JI. Hlynuka

JOUEHT Kadenpu IUTAYMX IHQEKUIHHUX XBOpPOO Ta AWUTAYOI iMYyHOJOTIT
HarmionaneHoro yHiBepcutety oxoponu 310poB’s imeni [1.JI. lynuka

3aBiAyBad Kadenpu KIIiHIYHOI iMyHoJorii Ta aneproisiorii JIbBIBCBKOTO
HAI[IOHAIBHOTO MEIWYHOro yHiBepcureTy imeHi Jlanwna [ anuipkoro,
3aCTYITHHUK TOJIOBH pOOOYOT ITPyNH 3 KIIHIYHUX TUTaHb

3aBiyBa4 KOHCYJbTATUBHOI MOJIKITIHIKA KOMYHaJbHOTO HEKOMEPIIMHOTO
mignpueMctBa «KuiBchbka Michbka AWTsYa KiiHiyHa JikapHs Ne 1» (3a



3T0JI010)

MeTtonoJioriunuii cynpoBia Ta ingopmaniiiHe 3a0e3neyeHHs

I'ynenko Okcana
IBaniBHa

Penenzentn

Kosamnre ["'anmuna
JlanuaiBHa

Bosipuyk Okcana
PomaniBHa

HayaJIbHUK BIAUTY CTaHAapTU3alii Mean4yHoi aonmoMoru JlemaprameHTy
OIIIHKM MEIWYHUX TEXHOJOTIH, aJMIHICTpYBaHHS JIEP>KaBHUX DPEECTPIB Ta
MOHITOPUHTY IIiH JEPKaBHOTO MiANPUEMCTBA «JlepkaBHHIA EKCIIEPTHHIA
1eHTp MiHicTepcTBa OXOPOHHU 3I0POB’ sl YKpaiHW»

npodecop  kadempu  KIiHIYHOI  IMyHOJOrii,  ameproyorii  Ta
SHIOKPUHOJIOTIi ByKOBHHCBHKOTO Jep)KaBHOT'O MEIUIHOTO YHIBEPCHTETY,
npodecop A.MEJI.H.

3aBimyBay Kadenpu AWTAYMX XBOpPOO 3  JUTAYOIO  Xipypriero
TepHOMNIBCHKOTO ~ HAI[IOHAJIBHOTO  MEAMYHOTO  YHIBEPCUTETY  IM.
L.Top6aueBcbkoro MO3 Ykpainu, mpodecop, 1.MeI.H.

Jarta onoBieHHs ctaHaaptis — 2025 pix
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Oauuna Kansmerra-I'epena

3aKJ1aJ] OXOPOHH 3]I0pOB’ sl

3aMicHa Tepartis

IMYHOTJIOOYJT1H

1HAaKTUBOBAaHA TOJTIOMI€TITHA BaKI[MHA

BaKIIMHA [IPOTH Kipy, HApOTHUTY, KPACHYXU

MiHicTepcTBO OXOPOHH 310POB’sl YKpaiHU

OpaJibHA IOJIIOMIEJTITHA BaKI[MHA

NEepBUHHI iIMyHOAEPIUTH

TpaHCIUIAHTAIisl TEMOTIOETUYHUX CTOBOYPOBHX KIIITUH

TSOKKANA KOMOTHOBaHUN iMyHOAEPIITUT

Meauuna kapTra CTaliOHapHOTO XBOPOTO, 3aTBEpKEHA HAKa30M
MinictepcTBa 0XOpoHH 3710poB’st YKpainu Bix 14 motoro 2012 poxy
No 110 «IIpo  3arBepmkeHHs ¢GOpM  MEPBUHHOI  OOJIKOBOI
MOKyMEHTalii Ta I1HCTPYKIIM IMOAO 1X  3allOBHEHHS, IO
BUKOPUCTOBYIOTHCSl Yy 3aKjaZaX OXOPOHHU 3I0pOB’Sl HE3aNEKHO BiJl
dopMu  BIACHOCTI Ta MiANOPSAIKYBAaHHSI», 3apEECTPOBAHOTO B
Minicrepctsi toctunii Ykpainu 28 kBiTHS 2012 poky 3a Ne 669/20982
MennuHa kapra amMOyJaTOPHOTO XBOPOTO, 3aTBEP/KEHA HAKA30M
MiHicTepcTBa 0XOpoHU 3A0poB’a Ykpainu Bin 14 mororo 2012 poky
Ne 110  «IIpo  3arBepmkeHHd (GopM  THEpBUHHOI  0OJIIKOBOT
TOKyMEHTalii Ta 1HCTPYKIIM 1m0oA0 iX  3alMOBHEHHS, IO
BUKOPUCTOBYIOTHCSI Y 3aKJIaJlaX OXOPOHHU 3J0pPOB’Sl HE3aJEkKHO Bif
dbopMH BIACHOCTI Ta MIAMNOPSAKYBAHHSI», 3apeECTPOBAHOTO B
Minictepctsi roctuiii Ykpaiau 28 kBitHsa 2012 poky 3a Ne 669/20982
XpOHIYHA TpaHyJeMaTo3Ha XBOpoOa = CENTUYHUN TpaHyIeMaTo3
[IUTOMETAIOBIPYC

[UTYHKOBO-KUIIKOBUN TPAKT

30yIHUK, JOKamizaiis, nepebir, iHTeHCUBHICTh, cyma (Erreger,
Lokalisation, Verlauf, Intensitdt, SUMMeE) — oO3HAaKK MaTOJOTIYHOT
CXUJIBHOCTI J10 1H(EKIIHHUX 3aXBOPIOBAHb

€Bpornelicbke TOBapUCTBO NEPBUHHUX IMyHOAE(IUTIB



Cranaapr 1. Oprani3zanisi HAIaHHS MeIUYHOI JOMIOMOTH

ITos10:keHHA CTAHAAPTY MEIMYHOI JONMOMOTH

Jlikapi pi3HUX CHOEmiaIbHOCTEH MalTh OyTH O00I3HAaHI MI0JI0 OCHOBHUX
KIIHIYHUX TPOSIBIB MEPBUHHUX IMYHOAE(DIIMTIB 3 METOI0 iX PaHHbOI MIA03pU Ta
CKEpYBaHHSA 10 JIIKapiB IMYHOJIOTIB/TiKapiB IMyHOJOTIB JUTSIYUX, SIKI 3/1ICHIOIOTH 1X
JIIarHOCTUKY, TIPU3HAYECHHS TOJAJIBIIOTO JIKYBaHHS TAILIEHTIB 3  PI3HUMU
nepBUHHUMH iMyHOaedinuTamu (Jomatku 1, 2).

Menuuna poromMora Taii€eHTaM 3 TMEePBUHHUMH IMyHoOAehIIUTaMU TOTpelye
MDKJIUCIUIUTIHAPHOT CIiBIparli Ta 1HTETPOBAHOTO BEICHHSA XBOPHUX
MYJIBTUIMCIUILUTIHAPHOK KOMaH/1010 (haxiBIliB, JI0 K0T MalOTh OyTH BKJIFOUEHI JIKapl
3arajbHOi MPaKTUKU-CIMEHHOI MEIUIMHU, TEeIiaTpH, TEParneBTH, MyJIbMOHOJOTH,
racCTpOEHTEPOJM,  IeMaTOJOrH-OHKOJIOTH,  JEPMAaTOJOTH,  TacTPOCHTEPOJIOTH,
pPEBMaTOJIOTH, 1H(PEKIIIOHICTH, OTOJIAPUHTOJIOTH, HEBPOJIOTH, €HJOKPHUHOJIOTH Ta 1HIII
¢daxiBii, ae OOJIK Ta OCHOBHE BEIICHHS 3JICHIOETHCA JIKApPSIMU IMYHOJOTamu/
JIKApSMH IMYHOJIOTaMU AUTSYUMH.

OO0rpyHTyBaHHA

PanHg flarHocTHMKa Ta [OYAaTOK JIIKYBaHHS TAIE€HTIB 3 TMEPBUHHUM
IMyHOJIE(DILIMTOM CHpHsi€ TOMEPEKEHHIO 1HBajIiAu3alli Ta MEepeaYacHOl CMepTI
MaIl€HTIB.

EdexkTuBH1 cuctemu KOMyHIKallii, SIKi BIJIMOBIJAIOTh KOHKPETHUM MOTpedam
OKpeMHUX 0ci0, € HaWBaXIUBIIIMMHU JJi1 3a0€3MEeUeHHs] CBOEYACHOI J1arHOCTHUKH,
HaIpaBJICHHS Ta JIIKyBaHHS maiieHTiB. [lamieHTH 3 MEpBUHHUMU IMYHOAEDIIIUTAMU
MOBUHHI OyTH BIIEBHEHI, 1110 yC1 CIEIIATICTH OXOPOHHU 370POB's, 5IKi OEpyTh y4acTh y
iXHBOMY JIIKYBaHHI, 100p€ CIUIKYIOThCS MK COOOIO 1 3 HUMHU.

3aBASKH PO3IIMPEHHIO MAacITa0iB MPOCBITHULIBKUX 3aXOAIB IIOAO NEPBUHHUX
IMyHOJIe(DILIUTIB, 32 OCTAHHI POKH B 0aratbox KpaiHax Oyno 3a)ikCcOBaHO 3pOCTaHHS
YaCTOTH JIarHOCTUKHM, @ TAaKOX JI€IKE CKOPOYEHHS J1arHOCTUYHOI 3aTPUMKH MK
BUSIBJICHHSIM CUMITTOMIB 1 TOCTAHOBKOIO J[1arHO3Y.

Kpurepii skocTi MEAMYHOI J10TIOMOTH

O00B’s13K0BI:
1. IcHyIOTh JIOKQJIBHO Y3TOJPKE€HI MUCHMOB1 JOKYMEHTH, III0 KOOPJIUHYIOTh Ta
IHTETPYIOTh MEIUYHY JONIOMOTY — TIEPBUHHY, BTOPUHHY, TPETHHHY — IS

3a0€3MeUYEeHHs] CBOEYACHOTO HAIPABJIEHHSM, 1arHOCTUKU Ta JIKyBaHHS MAIll€HTIB 3
NEePBUHHUMHU IMYHOAC(DIITUTAMH.

2. Icnye 3a70KyMEHTOBaHHUM 1HIWBITYyalbHUHN TUIaH JOMOMOTH, Y3TOJUKEHHH 3
MAII€EHTOM 1 TIOCTYITHUA MYJIbTHANCIUILUTIHAPHIA KOMaH/II, 0 MICTUTH 1H(OpMaIlito
PO JiarHO3 MAaIli€eHTa, JIKyBaHHS 1 BEJCHHS MOT0 CTaHy.

3. Tlamientu 1, 3a 3rojo0r0, 4WwieHH ciM'T / ocoOu, fAK1 3MIHCHIOIOTH OIS,
3a0€3MeuyoThCcsl Y JAOCTYNHIN (opMi iHPOpMALIE€I0 HIOA0 IXHBOTO CTaHy, IJIaHy
JIKYBaHHS 1 TMOJAJBIIOTO CIIOCTEPEKEHHS, HAaBYaHHS HAaBUYOK, HEOOXITHUX JUIS
MOMIMNIIEHHS PE3yibTaTiB MEIUYHOI JOIMOMOTH, KOHTAKTIB JJIsI OTPUMaHHS
JI0aTKOBOI 1H(pOpMaIlii Ta KOHCYJIbTaIIIi.



baxani:

4. HagaBa4i MeTMYHUX TOCTYT PO3MILIYIOTH 1H(POPMAIliiiHI MaTepiain CTOCOBHO
OCHOBHHX KJIIHIYHUX MpOsiBiB nepBuHHUX iMyHoxedinuTiB (I1I/1) B mocTynmHuUX st
MMAIl€HTIB MICIISIX.

Cranpapr 2. [liarHocTuka

ITos10:KeHHS CTAHAAPTY MEIMYHOI JONIOMOTH

Hiarnoz I1IJ] moxke OyTu 3amigo3peHuil jJikapem OY/b-IKOi1 CIelialbHOCTI Ha
OCHOBI BHSIBJICHHSI y MallieHTa HacTpopoxkyrouux o3Hak [11]1 (Joxatku 1, 2).

Hiarnos I1I1, #ioro gudepenmialio Ta Bepudikaiito, BU3HAUYCHHS KOHKPETHOT
HO30JIOTTYHOI (POPMU 3MIIHCHIOETHCS JTIIKAPSMU IMYHOJIOTaM#/ JTIKapsIMU-IMyHOJIOTaMH
JIUTAYUMH Ha IIJICTaBl aHAMHECTHYHHMX Ta KIIHIYHMX JaHUX, 3arajbHUX
71a00paTOPHUX OOCTEKEHB, CHEIIATbHUX IMYHOJIOTTYHUX, MOJIEKYJISIPHO-TEHETHUHUX
o0cCTeXeHb Ta NPOBEACHHS JU(EPEHIINHOT T1arHOCTUKH.

OO0rpyHTyBaHHA

[T maroTh BapiaOenabHl KIIHIYHI Ta JIA0OpAaTOpHI MPOSIBH, SKI MOXYTh
3YCTPITUCS B MPAKTHUIl JKaps OyJb-sIKOi CHEIladbHOCTI, TOMY JJIsI CBO€YacCHOT
miarHoctuku [IIJ[ mepmiodeproBe 3Ha4YeHHS Mae€ BMIHHS JIIKapiB BU3HAYUTH
Hactpopokytoul o3Haku [IIJ] ab6o neimynni manidecramii IIJ] mns momameiioro
CKEepyBaHHS JI0 JIKaps IMyHOJOTa/IiKaps IMyHOJIOTa JUTSYOTO JJisi BCTAHOBJICHHS
JlarHo3y Ta MPU3HAYEHHS JTIKYBaHHS.

[TaTonoriuHa CXUIBHICTh J10 1H(EKIIMHUX 3aXBOPIOBaHb YacTO € IPOBITHUM
CUMIITOMOM TIEPBUHHUX IMyHOAEPIuTIB. XapakTepHUMH (aKTOpaMu MaTOJIOTIYHOT
CXWJIBHOCTI 10 1H(EKIIHUX 3aXBOPIOBaHb € HasBHICTH O3HaK «ELVISy»: 30ynHuk,
JIOKaii3alis, nepeoir, INTEHCUBHICTB 1 KIJIbKICTh 3arOCTPEHb.

Husperynsiiss iMyHHOI CUCTeMH, IO Hagae miactaBu 3amigo3putu [I]],
xapakTepu3yerbesi HasBHICTIO 03Hak «I'AP®IEJI/»: rpanynbomu, ayTOIMyHITET,
peuuaANBHUN (eOpUITiTET, HETUIIOBA eK3eMa, JiMdonpodideparis, aiapes / XpoHiUHE
KHIITKOBE 3allajeHHS.

VY pasi miao3pu Ha TEpBUHHI IMYHOAE(IUUTH [1aTHOCTHKA IOBUHHA OyTH
MIOCJIIIOBHOIO: 0a30Ba - aHaJi3 KPOBI 3 JICUKOIMTApHOI (HOPMYJIOH0 (3 ypaxXyBaHHSIM
HOPMATHBIB 3a BIKOM), MPOTEIHOIpaMa, BH3HAYCHHs piBHA iMyHormooOymiHiB (IgM,
IgG, IgA, IgE) B cupoBariii kpoBi, anani3z Ha BlJI-indexkirito.

Maitbke yci IIIJ] € reHeTmyHO OOYMOBIECHHUMH 3aXBOPIOBAHHIMH, TOMY
peTenpHul aHalli3 CIMEMHOro aHaMHe3y € Jy)K€ KOPUCHHUM i 4ac A1arHOCTUYHOTO
nomryKy.  MOJIeKyJIApHO-TEHETUYHE  TIATBEPKCHHsST  J1arHO3y  MOXe OyTu
HEOOXITHUM 32 YMOB KOHCYJIbTYBAHHS TMAalll€HTIB Ta iXHIX pPOAUYIB Yy pasi
iMyHoJior1yHOTO TiATBepakeHHs [11/] Ta BU3BHaUeHH J1KYBaJIbHOI TAKTUKHU.

Kpurepii skocTi MeAMYHOI 10TIOMOTH

O00B’s13K0BI:

1. TlamieHTH, y SIKMX BHUSBJIEHO HACTOPOXKYIOUl O3HAKH, 3a SKMMH MOXe OyTH
samigo3penuid I (Jomatox 1), marore OyTu ckepoBaHi BhpoaoBxk 10 mHIB 10



JiKaps 1MyHOJIOTa/MiKapsi 1IMyHOJIOTa JUTAYOro Ui TPOBEACHHS 0a30BOTO
(CKpHHIHTOBOTO) IMYHOJIOTIYHOTO JIOCHI/DKCHHS Ta TOMAIBIINX  CIIeIiaIbHIX
IMYHOJIOT1YHUX OOCTEKEHb.

2. JliarHOCTWYHI 3axo1u Jisl BcTaHOBiEHHs niarHo3y 11/ Bxmrodaroth: 301p
aHamMHe3y (OKUTTS, XPOHOJIOTiS BCIX TEPEHECEHHX 3aXBOPIOBAHb, CIMEHHMIA,
BaKIMHAJIBHUHN, 0COOJMBO peakiiii Ha »kuBi BakuuHU — BIDK, momio), imyHosoriuyna
JaboparopHa  giarHocThka — (0a30BiI/CKPHHIHTOBI  Ta  PO3TOPHYTI/CIIEIiaIbHi
JTOCTIKEHHS).

3. ¥V pasi migo3pu Ha IIIJ] iMmyHosOriyHa jJabopaTopHa JiarHOCTHUKA IMOBHMHHA
OyTH MOETAIHOIO: CKPUHIHTOBlI METO/M, MICJS OLIHKU KX BU3HAYEHHS aJITOPUTMY
MOJAJIBIIOTO OOCTEKEHHS JIIKapeM IMYHOJIOTOM/JIIKApeM IMYHOJIOTOM JUTSYUM,
MPU3HAYEHHS TMOTJMOJICHUX IMYHOJIOTIYHMX Ja0OpaTOPHUX, I1HCTPYMEHTAJIbHUX,
MOP(OIOTIYHUX, MIKPOO10JIOTIYHUX, TEHETUYHUX METO/IB.

4. Tlamienty 3 migo3poto moao IIIJ] mpusHauaeTbest 0a30Be/CKpPUHIHTOBE
IMYHOJIOTIYHE JOCHIKEHHsI, SIK€ BKJIIOYA€: IMOBHUM 3arajbHUN aHali3 KpOBI 3
MIKPOCKOITI€}0 Ma3Ka KpOBi; BH3HAYEHHS PIBHS 3arajdbHUX iMyHOTNOOymiHiB 10G,
IgA, IgM, IgE y cuposarii kposi; CHS50 (3aranpHa remMoJliTHYHA aKTUBHICTH IJIa3MU
KpOBI1); 130reMaryifoTUHIHY o 1 3, o0ctexenHs Ha BIJL.

5. Ilpu mpoBeneHHI 0a30BOr0/CKPUHIHTOBOIO 1MYHOJIOTIYHOTO JOCIIIKEHHS
MalTh OI[IHIOBAaTUCh a0CONIOTHI TOKa3HUKU KJIITHH KpPOBI 3 ypaxXyBaHHSAM
HOPMATUBHUX IIOKAa3HUKIB 3a BIKOM TMaIlieHTa, Ma€ OYTH BUKJIIOYEHA HASBHICThH
TPaH3UTOPHHUX 3MIH Ta 3a(iKCOBaHI MOBTOPIOBaHI a00 MOMJIMBI IMKJIIYHI 3MIHH
MOKa3HHKIB.

6. BusBiieHi B aHali31 KpOBi JIEUKOITUTOIEHIS, JTIM(OIUTONEHIs,, HEUTPOIICHis,
MOHOLIMTONENIA, €03MHODUIIE ad0 TPOMOOLMTONEHIS MOXYTh OyTH NEPIIUMH
BKaziBkamu 1100 HassBHOCTI [11/] 1 moTpeOyroTh MOAaNIBIIIOT0 YTOYHEHHS.

7. BuznaueHHns piBHiB imyHOT100YiHIB KiaciB I9G, IgA, IgM, IgE B cupoBatmi
KpOBI Ma€ MPOBOAMTHCH OJHUM 3 HACTYNMHHUX METOJIB: pajianbHa IMyHOIUQY3isd,
TypOOAMMETpUYHUHN, HepenoMeTpuuHuii. [gE Takok MOXe BU3HAYaTUCA METOJIOM
IMyHO(EPMEHTHOI'O aHaJi3y.

8. Ilopanpiii 3aranbHOIA00PATOPHI CKPUHIHTOBI Ta PO3TOPHYTI (CHelianbHi)
IMYHOJIOTIYHI ~ JIOCJIJDKEHHS  TMPU3HAYAIOTHCS  JIIKapeM  IMYHOJIOTOM/JIiKapeM
IMYHOJIOTOM JIUTSYUM 3 ypaxyBaHHSIM 3MiH Ha 6a30BOMY A1arHOCTMYHOMY DPiBHI Ta
IIPY M1103p1 HA TOW 4M 1HIIUI naToreHeTuaHui BapiadT [11/].

9. Slkuo mepen ceposOTIYHUM JOCHIIPKEHHAM MpU3HAYAINCS IMyHOTJIOOYTIHH
ab0 mma3ma, OOCTEXKEHHsS Ma€ TMPOBOAUTHCH IIOHAWMEHIE 4epe3 4 TIKHI MicIs
npoueaypH.

10. [Ins marieHTiB 6€3 reHeTUYHOTO AlarHo3y Bepudikallis KJIiHIYHOTO J1arHo3y
[TIJ1 mae 3miiicHioBatuch 3a kputepismu ESID «JliarHocTHyH1 KpUTepli KITHIYHOTO
niarnosy I11J] €Bpomnericbkoro toBapucTBa imyHonaedinutie ESID, 2019», oxpim
namieHTiB 3 atunoBuM TKIJI Ta cunapomom [i Jxopmxki.



Bbaxkani:

11. 3a HasiBHOCTI pecypciB (IPOTOYHOI IUTOMETPIi) 710 0A30BUX IMYHOJIOTTUHUX
OOCTE)XEHb BKIIIOYAETHCSI BHU3HAUEHHS OCHOBHUX TOMYNALIM Ta CyOmOMysiini
mimdorutie (CD3+, CD3+CD4+, CD3+CD8+, CD19+, CD3-CD16/56+).

12. 3a wmasBHOCTI KpuTepiiB migo3pu mono IIIJ], HaBiTF mpu HOpPMATBEHUX
MOKa3HUKAaX CKPUHIHTOBOTO  IMYHOJIOTIYHOTO  OOCTEKEHHS, HEOOXIIHUM €
BU3HAUYCHHSI NTOCTBAKIIMHAIIBHUX a00 MOCTIHPEKIINHUX aHTUTLI (TIpaBelb, 1udTrepis,
remodiIbHa 1HDEKIIS, Kip, KpacHyXa TOIIO).

13. ITornmbneHi METOAM OINHKK IMYHHOI CHUCTEMH BKIIFOYAIOTh: PO3TOPHYTE
dbeHoTUNYBaHHSI TOMYJSIIA  Ta CcyOmomynsiiid miMQOIUTIB 3  OLIHKOK  1X
aKTHBI3allIMHUX MapKepiB, EKCIpecii MoJjekyn aaresii Ha jneikonuTax CD18, iHmmx
OKpPEeMHUX MOJIEKYN, (harolMTapHOI0 Ta OKCHUAATHUBHOIO aKTHUBHICTb HEUTPOQLIiB Ta
MOHOIIMTIB (METOJI MPOTOYHOI IIUTOMETPIi) Y BIAMOBIIHOCTI i3 KIIIHIYHOIO KapTUHOIO
1 morpebamu QeHoTumoBoro miarHody (domarox 1), BH3Ha4YeHHS CyOKiIaciB
imyHornoOyniny G, KOMIIOHEHTH KOMIUIEMEHTY, KOHIIEHTpalisi 1 aKTHUBHICTb
iHridiTopa Cl-ecrepasu.

14. V pa3i HassBHOCTI CHHAPOMY MEPIOJUYHOI TrapsyKu HEOOX1JHE BHU3HAUEHHS
PIBHSI CHPOBAaTKOBOI'O IMyHOTJI00yiHY D.

15. TI'enetnuyna piarnoctuka IIIJ] Mae mnpoBoaUTHCS TIICIIS BCTAaHOBJICHHS
OOTPYHTOBAaHMX MEIWYHUX I[I0Ka3aHb JIIKAPeM 1MYHOJIOTOM/JIIKapeM IMYHOJIOTOM
JUTSYUM Ta MICIIsI MPOXOHKEHHS MaI[lEHTOM MEIMKO-T€HETUYHOTO KOHCYJIbTYBaHHS.

Cranpaapr 3. JlikyBanus

IHoJ10:keHHsI CTAHAAPTY MeIUYHOI 10IIOMOTH

JlikyBanus mnamientam 3 IIIJ] mpu3zHavaeThcs JIKapeM IMYHOJOTOM/JIIKapeM
IMyHOJIOTOM JUTSYMM Micisl BCTaHOBJIEHHsS niarHo3y IIIJI Ta Bu3HaueHHs ioro
HO30JIOT14HOI (opMH.

OcHoBHuMHu Meroaamu JikyBanHs [IIJ[ B 3amexxHocti Bin GopmMu €. 3aMiCHa
Tepamisi 1IMYHOIJIOOYJiHaMH, AHTHUMIKpOOHa Teparis, IMyHOMOJIYJIIo4a Teparnis,
TpaHCILIaHTamiss reMmonoeTnyHux croBOypoBux kiithH (TI'CK), gomatkoBa
BaKIIMHAIlIS Y TIALIEHTIB 13 YaCTKOBO 30€pPEKEHOI (PYHKIIEH MPOMYKIIlT aHTUTLI,
JIKyBaHHS CYITyTHBOI MATOJIOTIi Ta CUMIITOMAaTH4YHA Teparis.

["ocnitamizamis namientis 3 [1IJ] y 303, 1o crenianizytoThCsl Ha JIarHOCTHII Ta
JIKyBaHHI IMyHOJEDIIUTIB, 3AIMCHIOETHCSA HETAWHO 32 HASBHOCTI MTOKa3aHb:

EpUTPOICPMIsl Y AUTHHH 110 | POKy, 110 MaHipeCcTyBayia y MepIili TUKHI KUTTS;

panHiii 1e6roT (Mo 1 wmicsig) Ta TSHKKUA mepedir ex3emMu / eK3eMOomo10HOTO
YpaKE€HHS IIKIPU;

MEPCUCTYIOYA TrapsyKa Ta [UTONCHIS;

TsDKKa HelTponeHisa y autsdomy Bimi (<500 KIITHH Ha MIKpOJITP, OCOOIMBO
TSDKKA BPO)KEHA HEUTPOTICHIs);

HasBHICTh a00 Tig03pa Ha TKKY OakTepiayibHy iH(QEKIio (MHEBMOHIS,
MEHIHTIT, acO1Iec BHYTPIIIHIX OpraHiB, (pJierMoHa, CETCuc);

reHepanizoBana bIDK-indexis;
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HasSBHICTH a00 Mi103pa Ha IHBa3UBHY TPUOKOBY 1H(EKIIiIO;

TsDKKA IHTEPCTHUIIIHA THEBMOHIS;

TSOKKa IIUTOMErajgoBipycHa iHQeKIis (reHepaiizoBaHa (Qopma 3 ypaXeHHSIM
BHYTpIIIHIX OpraHiB);

XpOHIYHA Jiapes 13 CHHIPOMOM MaihaOcopOIlii (30Kpema, ayToiMyHHa
CHTEpOIaTisl, 3aMaJlbHe 3aXBOPIOBAHHS KHUIIICUHUKA 3 pAaHHIM JIEOF0TOM);

MOBTOPHUH HAOPSAK rOpTaHi;

1HI11 MaHidecTalrii, 1o MOXYTh HECTH 3arpo3y KHUTTIO MaIll€HTA.

OOrpyHryBaHHS

[TaTonoriuHa CXUIBHICTH /10 1H(EKIIMHUX 3aXBOPIOBaHb YacTO € IPOBITHUM
cumiromoM I1TIJT.

[Ipn mepBuHHOMY AedINUTI AHTUTUIOYTBOPEHHS 3 TIMOraMMaryioOoysaiHEeMI€ro
(3amxenns IgQG) 1 BimcyTHOCTI a00 3HIKEHOMY BUPOOJICHHI CHeNU(IYHUX aHTHTLI
IgG, a TakoX MATOJNOTIYHIA CXWIBHOCTI 10 1H(EKIIi, CIiJ MPOBOJAUTH 3aAMICHY
Tepario IMyHOTJIOO0YyIIHAMHU.

3amicHa  Tepamisi  IMYHOIJIOOyJIlHAMM  TPU3HAYAETHCA  MallleHTam 13
KOMOIHOBaHMMH IMYHOAE(PIUTaMU B CKJIaJll KOMIJIEKCHOI Tepanii.

3amicHy Tepamil0 BHYTPIIIHBOBEHHUMH IMYHOIJIOOYJIHAaMH CHiJ PO3TIIsSIaTH
TaKOXX Yy TMAIl€HTIB 3 IMYHHOIO JU3PETYJAli€l0, OCOOJIMBO Y  BHUMNAAKY
MEMKAMEHTO3HOI 1MyHOCyTpecii Ta/abo I1MyHOLMTONEHIi, HAaBITh SKIIO HEMae
MaTOJIOTIYHOI CXUIBHOCTI 0 1H(EKITIH.

[Tpu HaitOUIbII TSHKKUX IMyHHUX Jedektax npoBoauthbes anorenHa TI'CK, sika
Mae Ha MeTl 3a0e3MeUnTH CTal0lIbHE IPYKUBIICHHS IOHOPCHKUX CTOBOYPOBUX KIIITUH
MiCJIS YacTKOBOi a00 MOBHOI aOiAImii KICTKOBOTO MO3KY Ta IMYHHOI CHCTEMH.
AnorenHa TI'CK € eauHuM MeTOAOM MOPSATYHKY SKUTTS JJI TAILI€HTIB 3 yCIMa
dbopmamMu  TSKKOrO  KOMOIHOBAaHOrOo  iMyHOAe(IIUTY  Ta  BPOJKEHOIO
arpaHyJIoONUMTO3y, TaKOX MOKe€ OyTH pO3IJIsiHyTa TMpH IHIIMX T[EPBUHHHUX
IMyHOJIe(DiUTAX.

Kpurepii skocTi MEAMYHOI J10TIOMOTH

O00B’s13K0BI:

1. Bubip meronmy niKyBaHHS 3aJIeKUTh Bi Ho3osoriyHoi ¢opmu I 1
MOKE BUMAaraTH sik MOHOTEparii, Tak 1 MO€THAHUX BaplaHTIB Tepartii.

2. 3amicHa Teparis imyHornooysaiHamu (II) mpu ITIJ] mpusHauyaeThbes 3a
MOKa3aHHSIMU Ta MPUHIMIIAMH, HaBeAeHUMH y Jlomatky 3.

3. OuikyBaHUMHU pe3ynbTaTaMu €(EeKTUBHOCTI JIKyBaHHs mpernapatamu 10

€: BIZICYTHICTh TSDKKMX 1H(EKIIIH; TOCATHEHHS peMicii XpOHIYHMX 3aXBOPIOBAHb Ta
caHarlli XpoHiuHux BOorHHII 1HGeKIil; piBeHb |G B cupoBaTiii KpoBi He HIXUYE 4,5
/11 Iepe]l HACTYITHUM BBeJIeHHsIM TpenapaTiB II” (onTuMaabHUM € TOCATHEHHS PIBHS
IgG 6 1 Oumbwme r1/1M); BIACYTHICTH 3arOCTPEHb ayTOIMYHHHX, allepridyHUX,
IMyHOTIpOJIipepaTUBHUX 3aXBOPIOBAaHb; 30€pPEKEHHS MPale3JaTHOCTI, MOKPaIIEHHS
SKOCTI JKUTTS.
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4. [TamieHTM MarOTh PETYMSAPHO MPOXOJUTH KIIHIYHI OINIAIM  Ta
n1abopaTtopHi 0OCTeXEHHs (3arajJbHUI aHai3 KpOBl, MEYIHKOBI Ta HUPKOBI MpoOH,
BIJIITOBI/THI IMYHOJIOT1YHI JIOCITIKCHHS).

5. VY martieHTiB 13 nedekramu (paronuTo3y OCHOBHUM METOIOM JIIKYBaHHS €
nocTiiiHa aHTHO10TUKOTPO(1TaKTHKA JTIKapChbKUM 3aco00M
TpUMeTONpUM+tCyiab(aMeTokcazon. 3a HasBHOCTI ayneprii Ha cyibdaHuIaMmian K
albTEpHATUBA MOXYTh OYTH MpPHU3HAYEHI HAMIBCUHTCTHUYHI MEHIIMIIHM, CTIMKI 10
OcTa-akTaMa3 (aMOKCHUIMTIH+KIaBYJIaHOBAa KHCJIOTa), OpajbHI Ie(aaoCIOpUHH
(nedanexcun), GTOPXIHOJIOHHU.

6. [lepBuHHa TpOTUrpUOKOBa MPOQITAKTUKA MAa€ 3aCTOCOBYBATUCH IIPU
nedexrax (aronuTosy, B rpymi AeGeKTiB XPOHIYHOTO MIKIPHO-CIU30BOTO KaHIUI03Y,
AK BTOpUHHA mpodinakTuka — mnpu rinep-IgE cunapomi Ta iHIIKX, 110
CYNPOBOJIXKYIOThCSI TPUOKOBUMHU 1H(DEKITISIMU.

7. Ko y mamieHTiB 3 MEPBUHHUMU Je(IIUTAMH AHTUTIJIOYTBOPEHHS €
OakTepianbHi 1H(EKLIi, He3Baxaouu Ha 3amicHy tepamito II', ciig nmpusHaunth
TpUBAJy aHTUMIKpPOOHY Tepamito, mepe] MoYaTKOM SIKOi IPOBECTH OaKTEplOJIOTIuHI
JOCJIKEHHS 3 BUBHAYEHHSIM PE3UCTEHTHOCTI JI0 aHTUO10THKIB.

8. [Ipn nikyBaHHI IHQEKUIMHUX 3aXBOPIOBAaHb Ta 3arOCTPEHb XPOHIYHUX
BOTHMII iHGEKIT crenudivyHa Teparnis Mae MpU3HavYaTUC B MAaKCUMAIbHUX J103aX 10
MOBHOTO 3HUKHEHHSI KJIIHIYHUX TMPOSIBIB XBOPOOU, TPUBAIICTh KYpPCiB JIIKYBaHHS B 2-
3 pas3u JoBIIIE.

9. OCHOBHMM METOJIOM JIIKYBaHHS TAIEHTIB 13 TSHKKUM KOMOIHOBAaHUM
imyHonedirurom (TKI[) € anorenna TI'CK.
10. TI'CK moxe OyTu po3riasiHyTa /it KOMOIHOBAHUX IMYHOJE(DIINTIB, SIK1

€ MeHI TsKkuMU, HK TKIJ[, koMOGiHOBaHUX IMyHOAE(DILUTIB 13 CUHAPOMATHLHUMHU
pUcaMH, a TaKOX JJIsl TAII€HTIB, IKUX HE BIAETHCS KOMIIEHCYBATH 3a JOMOMOTOIO
KOHCEPBATUBHUX METO/IB.

11. [TpoBenennst anorenHoi TI'CK Bu3HauaeTbest y CHIBOpall i3 JiKapem,
akui  cnemiamizyerbcsi Ha nposeneHHl  TI'CK; TI'CK  3miiicHIoeTbes  y
Creliajli30BaHUX IIEHTpax.

12. Sk Tepamito Nepioi JiHIT IS JIIKyBaHHS IMYHHOI TPOMOOIMTONEHIT Ta
ayTOIMYHHOT TE€MOJIITUYHOI aHeMii 3aCTOCOBYIOTHCS KOPTHUKOCTEPOIAM, 33 yMOB
TsoKKUX (popm — monatkoBo II' y Bucokux mo3ax.

13. [TamieHTaM 13 CHAJKOBUM aHTIOHEBPOTHYHUM HaOpskoM Mae OyTu
npu3Ha4YeHa Teparis npenaparamu iHri0iTopy Cl-ectepasu miJl yac TOCTPUX HAIAIB,
JUTST. KOPOTKOTEPMIHOBOT MPO(IIAKTUKA Ta IJIS JOBTOCTPOKOBOI MPOQITAKTUKH Y
MAIEHTIB 3 HanaJgaMuy JacTiie, HiK 1 pa3 Ha MiCsIIb.

14. Jist  JmikyBaHHS — CIMEMHOI  CepelI3eMHOMOPCHKOI  JTUXOMAHKH
3aCTOCOBYIOTh KOJXIIMH; y BHUIAJKYy PE3UCTEHTHOCTI J0 KOJXIIUHY MOXYTh OyTH
3aCTOCOBaHI1 1HT10ITOPH 1HTEPIIEHKIHY-1 y KOMOIHAIIIT 3 KOJIXILIMHOM.

15. Jlnst nmikyBaHHSL KPlOMIPUH-ACOLIMOBAHUX NEPIOJIMYHUX CHUHIIPOMIB Ta
nediuuty MeBanoHaT-KiHa3| (rinep-1gD cuHapom) ciif 3aCTOCOBYBATH aHAKIHPY a00
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KaHakiHyma0. Ko BIJICYTHIM JOCTaTHIM TepaneBTUYHUN e(EeKT Ha BBEIICHHS
aHaKIHpU, IPOBOJATH HOT0 3MIHY Ha KaHAKIHymMao.

16. I mikyBanHs TRAPS (mepiomuuHuii CHHIPOM acoIliiOBaHUN 3
peuentopoM (aKTOpy HEKpPO3y NYXJMH) CIiJI 3aCTOCOBYBAaTH aHakKiHpYy abo
KaHakiHymMa0. 3a Hee()eKTUBHOCTI JIIKYBaHHS Ta 3aJIEKHO B1Jl TOrO, SIKMW JIKapChKHIA
3aci0 OyB IMPU3HAYCHHUI TEPIIUM, TPOBOISITH 3MiHY: aHAaKIHPH YW KaHaKiHymaOy Ha
eTaHeplent ado HaBMaKH.

17. JlikyBanHs remartosioriyHuxX yckiamHenp IIIJ[ mae 3maicHIOBaTHCH
JiKapeM 1MYHOJIOTOM/JIIKapeM IMYHOJOTOM JAWTSYUM Yy CIIBIOpall 3 JiKapeM
reMaToJIOroM/JTiKapeM TeMaToJOroM JTUTSYMM 3TIHO 3 YHHHUMH Tally3¢BHUMH
CTaHJapTaMU MEIMYHOI JOTOMOTH.

18. [Mamientn 3 TIIJ] Ta XpOHIYHMMH 3aXBOPIOBAHHSIMHU JIET€Hb IMOBHUHHI
JIKYBaTUCS MM1J1 OAHOYACHUM CIIOCTEPEKEHHAM JIIKapsl IyJIbMOHOJIOTA.
19. Hns namientiB 3 IIIJ] Ta OpoHXOeKkTazaMM, YaCTUMH 3arOCTPEHHSIMU,

HE3Ba)KalOUM Ha aJeKBaTHy 3amicHy Tepamito I, 10#aTKOBO pO3IJSHYTH
Oe3nepepBHy aHTUMIKpPOOHY NpO(IUIaKTUKY; TakKl NHAII€EHTH I[OBHHHI PETYJSPHO
MPOXOJIUTH MIKPOO10JIOTT4HI TOCHTII)KEHHS MOKPOTHHHS.

20. [TamieHTH 3 NEYIHKOBUMHU Ta IIUTYHKOBO-KUIIIKOBUMH MPOSIBAMH IIOBHHHI
JIKyBaTHUCS MiJl OTHOYACHUM CIOCTEPEKEHHSM JIKaps-raCTpOEHTEPOJIOra.
21. Bakmunamis mnamieaTiB 3 IIIJI 3mificHIOETBCS B 3aJICXKHOCTI  Bij

HO30JIOTTYHOI (opMU Ta KIIHIYHOTO CTaHy marfieHTa, 3rigHo 3 Kanengapem
npoUTAKTUYHKX IIETJIEHb Ta [lepenikoM MeIMYHUX MPOTUIIOKA3aHb JI0 TTPOBEICHHS
npodiTaKTHIHKX HIETUICHbB, 3aTBepmkeHnx MO3 (oaarok 4).

22. [Tpu GpoHXOEKTaTUYHIA XBOPOO1 13 3aTPUMKOIO CEKpEIlii CIij] 3aBYaCHO
PO3MOYMHATU PECHIPATOPHY (Pi3ioTepamito.
23. 3a HeoOximHocTi marientam 3 IIIJ mnpusHadaeThcsi JIiKyBajibHA

¢G13KynbTypa, Mami€eHTaM 3 OPOHXOEKTaTUYHUMHU 3aXBOPIOBAHHSMHU Ta JUXAJIBHOIO
HEJOCTATHICTIO CIIiJ] MPOTIOHYBATH 3aHSTTS JISTEHEBUMHU BU]IU CIIOPTY.

24. VYci BapiaHTH JIKyBaHHS MalOTh OyTH JI€TaJbHO PO3'ACHEHI NallleHTaMm Ta
iXHIM OJU3bKKMM, B MOAAIBIIOMY HEOOXIJHO MPOBOJUTH PEryJsipHI HABYAHHS
MaII€HTIB.

25. 3 METOK TNOoNepe/KEHHS  PO3BUTKY  yckinaaHeHb IIIJ[  mae
3MIIMCHIOBATACHh KOHTPOJbh 32 BUKOHAHHSM MPH3HAYEHb Ta PEKOMEHAAIN JiKaps
IMyHOJIOTa/mKaps IMyHOJIOTa AUTSYOTO, a caMe. HIOMICSYHO BIPOJOBXK MEpIINX 6
MICSIIIB — BUKOHAHHS BBeneHHs II°, mpu3HadeHOro JikapeM IMyHOJIOTOM/JIiKapeM
IMyHOJIOTOM JIUTSYUM, B TIONANBIIIOMY — OJWMH pa3 Ha 3 MicsIl; mpuU pemicii
1H(DEKIIHHOTO, THIITNX 3aXBOPIOBaHb Ta YCKJIAIHEHb — OJIMH pa3 Ha 6 MiCHIIiB.

26. Jns  momepeyKeHHS — 3arocTpeHHs  1H(EKIH,  ayTOIMyHHUX,
rpaHyJbOMAaTO3HUX 3aXBOPIOBaHb, PO3BUTKY IHIIHUX YCKJIATHEHb Ma€ MPOBOIUTHCH
BTOpPHMHHA NPO(]PLTAKTHKA IHTEPKYPEHTHUX 1HOEKIIMHUX YCKIaIHEHb 3a JIOMOMOTO0
MPOTUMIKPOOHUX TIpenapaTiB, NpH YpaX€HHI OpraHiB JuXaHHA — JuUXajibHa
riMHACTHKa Ta MOJACHHUHN CaHAIIMHUN JpeHaX TPaxeoOpPOHX1aJIbHOTO JIEPERa.
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27. [Tamienram 13 gedexTamMu KOMIIOHEHTIB KOMIUIEMEHTY Mae OyTu
pPEKOMEH T0OBaHa J1o1aTkoBa BakuHaiis (logatok 4)
28. [lamienty ™mae Oytu HagaHa iHdopMalliss I[OA0 JAOTPUMAHHA

MOBHOIIHHOTO 30aJTaHCOBAHOTO XapuyyBaHHs, ONTHUMI3aIlli pexumMy AHS / poOOTH Ta
BignmounHKy ([{omatok 5).

IngukaTopu IKOCTI MeAMYHOL JOMOMOTH

1. BiacoTok maii€HTiB, CKEpOBAHMX JIO JIIKaps IMyHOJIOTa/JiKapsl 1IMyHOJoOra
JUATSYOT0, IKUM IIPOBEICHO TecTyBaHHA Ha BIJIL.

2. BijicoToxk maIi€HTIiB, SKi 3BEPHYNHCS 3a KOHCYJIbTAIIEIO O JKaps
IMyHOJIOTa/JIiKapsi IMyHOJIOTa JUTSYOro 3 MPOBEJACHUMH CKPUHIHTOBUMHU
IMYHOJIOTTYHUMH TECTAMH.

3. BijicoTok maii€eHTiB, SIKUM BCTaHOBJIEHO aiarao3 II1/].

4. B1ACOTOK MAlli€HTIB, SIKUM MPOBEACHO reHeTHuHY Bepudikanito 111

IHacnopTH iHAMKATOPIB IKOCTI MEAMYHOIL JOIMIOMOTH

1. BigcoTok malli€HTIB, CKEPOBAHUX [0 JKaps IMYHOJOTa/iKaps IMyHOJOTa
JTUTSAYOTO, AKUM IPOBEICHO TecTyBaHHA Ha BIJL

3B’S30K 1HAMKATOpa 13 3aTBEP/KEHUMH HACTaHOBaMH, CTaHAApTaMu Ta
MPOTOKOJIAMU MEIUYHOI JOTOMOTH.

[HaukaTop TPYHTYETHCS HA TOJIOKEHHSX CTaHAAPTIB MEIUYHOI JOMOMOTH
«/liarHocTHKa Ta JIIKyBaHHS IEPBUHHUX IMYHOJE(DIIUTIBY.

3ayBa)K€HHsI 11010 1HTEPIIPETaIlii Ta aHali3y 1HAUKATOpA.

AHali3 1HIUKaTOpa J03BOJIUTH CBOEYACHO BHUSIBUTH MPOOJIEMHU, MOB’s3aHI1 3
npoBeaeHHsIM TecTyBaHHss Ha BIJI. IlinpoBuii (OGakaHuii) piBeHb 3HAYCHHS
IHAMKAaTOpa Ha eTami 3ampoBa/PKCHHS CTAaHAAPTY MEIWYHOI JIOTIOMOTH HE
BU3HAYAETHCS 3apaJu 3amoOiraHHs BUKPUBJIEHHIO pealbHOI CHUTYallli BHACHIJIO0K
aJIMIHICTPATUBHOT'O THCKY.

[HCTpYKLIS 3 00UMCHEHHS IHANKATOPA

Opranizamisg, ska Mae oOuuncmoBaTd iHAuWKatop: 303, mo Hajgae
crenianizoBaHy MeAuuHy gonomory mnamientam 3 I/, cTpykTypHi miapo3aiim 3
MUTaHb OXOPOHU 3JI0POB’SI MICIIEBUX JIEPKABHUX aIMIHICTpAIIiil.

JlaHi HaarOTHCS JIIKAPSIMU IMYHOJIOTaMHU, JIIKApSIMU IMYHOJIOTaMU JUTSYUMH,
cnemniam3oBanumMu 303, po3TalmioBaHUMHU Ha TEpUTOPli OOCITYroByBaHHS, MO
CTPYKTYpPHUX MIAPO3AUTIB 3 MHTaHb OXOPOHU 3J0POB'S MICIEBUX JACPKABHUX
aaMIHICTpaIIii.

JlaHi HaAIOTHCS TOMITOK, B TOMY YHCII1 €JI€KTPOHHOIO MOIITOIO.

Meton oOuuclieHHs I1HAWKATOpa: MIAPAXYHOK NUIIXOM pydHOi abo
aBTOMaTH30BaHOI  0OpoOku.  IHOuUKaTOp  OOYHUCHIOETHCS  CTPYKTYPHUMHU
MAPO3A1JaMH 3 TIUTaHb OXOPOHM 3JI0POB’Sl MICIEBUX JEpKaBHUX aaMiHICTpallii
MiCJIs HaAXOJDKEHHs 1H(opmalii BiJ BCIX JIKapiB IMYHOJIOTIB/JIiKapiB IMYHOJIOTIB
IuTAYnx, cnemiamizopanunx 303, ki HamawTh gomoMory marmieHtam 3 I,



14

3apeECTPOBAHUX B PailoHI 0OCITYrOBYBaHHS. 3HAUYCHHS 1HAMKATOPA OOYHCITIOETHCS
SK BITHOIIICHHS YUCEIbHUKA 0 3HAMCHHUKA.

3HaMEHHUK IHIWKATOpa CKJIaJa€ 3arajbHa KUIbKiCTh marieHTiB 3 [IIJI, ski
mikyBamucs y 303 3a 3BiTHu# mepioa. [xepemom indopmarii €: MeauyHa kapTa
ctarionapaoro xsoporo (®opma 003/0), Menuuna kapta aMmOyJIaTOPHOTO XBOPOTO
(dPopwma 025/0).

UucenpHUK 1HAMKATOpAa CKJIajae 3arajlibHa KUIbKICTh marieHTiB 3 III]],
CKEpOBaHMUX JI0 JIKaps IMyHOJOra/Jikapsi IMyHOJOra IUTSYOro, SIKMM ITPOBEICHO
TecTyBaHHs Ha BIJI.

Jlxxepenom iHdopmMariii €: Meauuna kapTta cTaiioHapHoro xsoporo (dopma
003/0), Menuuna kapta amOynaropuoro xsoporo (®opma 025/0).

3HadeHHsI 1HAUKATOpPa HABOJAUTHCS Y BIICOTKAX.

2. BIiACOTOK TMAali€HTIB, SIKI 3BEPHYJIHCS 3a KOHCYJBTAIl€I0 10 JiKaps
IMyHOJIOT@/JIIKaps ~ IMYHOJIOTa  JHUTSYOrO0 3  MPOBEJEHMMU  CKPUHIHTOBUMU
IMYHOJIOTTYHUMH TECTAMH.

3B’SA30K 1HAMKATOpa 13 3aTBEPKEHUMH HACTaHOBaMHU, CTaHJApTaMHU Ta
MIPOTOKOJIAMHU MEIUYHOI JOTTOMOTH.

[HauKaTOp TPYHTYETHCA HA TOJIOXKEHHSIX CTaHAAPTIB MEIWYHOI JTOITOMOTH
«/l1arHocTHKa Ta JIIKyBaHHS IEPBUHHUX IMYHOJE(DIIUTIBY.

3ayBa)K€HHsI 11010 IHTEpIIpeTallii Ta aHali3y 1HAUKATOpA.

AHali3 1HIUKaTOpa T03BOJIUTH CBOEYACHO BHUSIBUTH MPOOJIEMHU, MOB’s3aH1 3
MPOBEJICHHIM CKPUHIHTOBUX IMYHOJOTI4HMX TecTiB. L{iUmboBuii (GakaHMil) piBEHb
3HAUCHHA 1HAMKATOpa Ha €Tall 3ampoBa/PKEHHS CTaHAAPTy MEIUYHOI JIOIOMOTH HE
BU3HAYAETHCS 3apajy 3amoOiraHHsd BUKPHUBJICHHIO peajbHOI CUTYyallli BHACHIIOK
aJIMIHICTPATUBHOT'O THCKY.

[HCTpYKLIS 3 00UMCHEHHS IHANKATOPA

Opranizaimiga, gxa Mae oOuucmoBatd 1HAMKarop: 303, mo Hajae
creuianizoBaHy MeAudHy gonomory mnamieHtam 3 IIIJI, ctpykTypHi nigpo3ainu 3
NUTaHb OXOPOHU 3/I0POB’SI MICIIEBUX JE€PKABHUX aJMIHICTpAILIil.

JlaH1 HafaThCs JNIKAPSIMU-IMYHOJOTaMU, JIKAPSIMU-IMYHOJIOTaMU JUTAYUMH,
cremianizoBanumMu 303, po3TallOBaHUMHU Ha TEPUTOPIi OOCTYyrOByBaHHS, 10
CTPYKTYpHUX MIAPO3AUTIB 3 THUTaHh OXOPOHH 370POB'St MICIEBUX JEpPKaBHUX
aMIHICTpAIIii.

JlaHi HaTAIOTHCS TIOMITOK0, B TOMY YHCII1 €JI€KTPOHHOIO MOIITOIO.

Meron oOuucieHHS IHAMKATOpa: TMIJPAXyHOK TUISXOM pydHOi abo
aBTOMAaTH30BaHOT  OOpoOku.  [HAMKATOp  OOYUCIIOETHCA  CTPYKTYPHHUMHU
MIAPO3AiJaMH 3 THTaHb OXOPOHH 3JI0POB’S MICIIEBUX JIEp)KaBHHUX aaMiHICTparlii
nicig HaAXOJKEHHs 1H(opmarlii BiJ BCiX JIIKapiB-IMYHOJOTIB/JIKapiB IMyHOJIOTIB
IUTAYnX, cnemiamizopanux 303, ski HajxawoTh jgonoMory marieHtam 3 1],
3apeecTpOBaHUX B pailoH1 0OCIYroByBaHHS. 3HAUYEHHS 1HAMKATOPA OOYUCITIOETHCS
SK BIJIHOILIEHHS YUCEIbHUKA 0 3HAMEHHUKA.

3HaMEHHUK 1HJMKATOpa CKJaJa€ 3arajbHa KiUIbKicTh mamieHTiB 3 I, ski
nmikyBanucs y 303 3a 3BiTHUM nepioa. [xepenom iHdopmanii € Menuuna kapta
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crarionapaoro xsoporo (®opma 003/0), Menuuna kapta amOyIaTOPHOTO XBOPOTO
(dopma 025/0).

YncenbHUK 1HAMKATOpA CKJIAJAa€ 3arajbHa KUTBKICTh mamieHTiB 3 [IIJ], sxkwum
IpoBeJcHa KOHCYJbTAIlsl JKaps I1MYHOJIOT@/JiKapsi IMyHOJOra MAUTSAYOrO 3
MPOBEJICHUMH CKPUHIHTOBUMH IMYHOJIOTTYHUMH T€CTAMHU.

Ixepenom iHdopmarlii €: MeauuHa kapTa cramioHapHOro xsoporo (®opma
003/0), Meauuna kapta amOysaTopHoro xsoporo (Popma 025/0).

3HaueHHs 1HAUKATOpPa HABOAUTHCS Y BIICOTKAX.

3. BicoTok mami€eHTiB, SIKUM BCTaHOBJIEHO miarao3 ITI/].

3B’S30K 1HAMKATOpa 13 3aTBEP/KEHUMH HACTaHOBaMH, CTaHAApTaMu Ta
MPOTOKOJIAMU MEJIUYHOI JOTOMOTH.

[HauKaTOp TPYHTYETHCA HA TOJIOKEHHSIX CTaHAAPTIB MEIUYHOI JTOIIOMOTH
«/1arHocTHKa Ta JIIKyBaHHS IEPBUHHUX IMYHOJE(DILIUTIBY.

3ayBa)K€HHsI 11I0JI0 IHTEpIIpEeTallil Ta aHall13y 1HIUKATOPa.

[impoBUi (OakaHWil) piBEHb 3HAUYECHHS 1HAUMKATOpPA HA €Talll 3alpOBa/KECHHS
CTaHAApTy MEIUTHOI IOMMOMOTH HE BU3HAYAETHCS 3apajiy 3aN00IiraHHs BUKPUBIICHHIO
peanbHOi CUTyalli BHACIIIOK aAMIHICTPATUBHOTO THUCKY.

[HCTpYKIIis 3 00YKCICHHS THANKATOPA.

Opranizamiss, fSka Ma€ OOYHCIIOBATH IHAMKATOp: chemiamizoBani 303,
CTPYKTYpHI TMIJAPO3JIIA 3 TMHUTaHb OXOPOHH 3J0POB'S MICICBUX JIEpKAaBHUX
aJMIHICTpaIliii.

Jlani HagaroThCA JKAPAMHU-IMYHOJIOTaMH, JIIKApPSIMU-IMyHOJIOTAMHA JTUTSIYUMH,
cremiamzoBanumu 303, po3TanioBaHUMHM Ha TEPUTOPIi OOCIYyroBYBaHHS, [0
CTPYKTYpPHHMX MiAPO3JIUIIB 3 THUTaHb OXOPOHM 3J0POB'Sl MICLEBUX JIEPKABHUX
aJMIHICTpaIliil.

JlaH1 HAJCWITAFOTHCS TIOIITOIO, B TOMY YHUCITI €JIEKTPOHHOTO TOIITOIO.

Meton oOuucieHHs 1HAMKATOpa: MIAPAXyHOK MLUISIXOM PY4YHOi  abo
aBTOMAaTU30BaHOI 0OPOOKHU.

[HaMKaTOp OOYMCIIOETHCA CTPYKTYPHUMH MIAPO3JAUIAMUA 3 MUTaHb OXOPOHH
3JI0POB'SE MICIICBUX JIEp)KaBHUX aJIMIHICTpaIllid Micias HAIXOKeHHsS 1HdopMallii Bijg
BCIX JIIKAapIB-IMYHOJIOTIB/JIIKapiB IMYHOJIOTIB AUTSYMX, cremiamizoBanux 303,
3apeECTPOBAHMX HA  TepUTOpli  OOCIYroByBaHHS.  3HAUEHHA  IHIUKATOPA
OOYHUCITIOETHCS SIK BITHOIICHHS YHUCEIbHUKA J0 3HAMEHHHKA HA HABOJUTHCSA Y
BIJICOTKaX.

3HaMCHHMK 1HIUKATOpa CKJIaJa€e 3arajbHa KUIBKICTh TMAII€HTIB 3 MiJ03pOI0 Ha
[T, saxi mikyBanucs y 303 3a 3BiTHuUiA niepion. Jxepenom indopmartii €: Menuuna
kapTa ctamioHapHoro xoporo (®opma 003/0), Meauuna kapta amOyiIaTOPHOTO
xBoporo (®opma 025/0).

UucenbHUK 1HIWKATOpA CKJIAJIa€ 3arajibHa KidbKicTh mamieHtiB 3 I/, sxum
BcTaHoBJIeHO miarHo3 ITI/1.

Ixepenom iHdopmarlii €: MeauuHa kapra cramioHapHOro xBoporo (®opma
003/0), MeauuHa kapta amOynaTopHoro xgoporo (®opma 025/0).
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3HaueHHs 1HAUKATOpa HABOAUTHCS Y BIACOTKAX.

4. BicOTOK Maii€HTIB, IKUM MPOBEJIEHO reHeTuuHy Bepudikartiro [11/].

3B’SA30K 1HAWKATOpa 13 3aTBEP/KEHUMH HACTaHOBaMH, CTaHIApTaMH Ta
MIPOTOKOJIAMHU MEIUYHOI JOTTOMOTH.

[HauKaTOp TPYHTYETHCA HA TOJIOKEHHSIX CTaHAAPTIB MEIUYHOI JOIMOMOTH
«/JliarHoCTHKA Ta JTIKyBaHHS MIEPBUHHUX IMyHOAE(IIIUTIBY.

3ayBa)K€HHsI 111010 1HTEpIIpETallii Ta aHali3y 1HAUKATOpA.

[{inboBuil (OaxkaHuii) piB€Hb 3HAYCHHS IHJIMKATOpa Ha €Taml 3arpoBaJKEHHS
CTaHAApTy MEIUYHOI IONOMOTH HE BU3HAYAETHCS 3apajiyd 3al100IraHHsI BUKPUBIICHHIO
peanbHOi cUTYyaIlli BHACIIIOK aMiHICTPATUBHOTO THUCKY.

[HCTpYKIIis 3 00YKCICHHS THANKATOPA.

Opranizamisi, ska Mae OOYHCIIOBATH IHAMKATOp: cremianmizoBanl 303,
CTPYKTYpHI MIAPO3JIIM 3 MUTAaHb OXOPOHHW 3J0POB'S MICIEBUX JIEPKABHUX
aJMIHICTpAIliil.

JlaHl HajgarThCs JIKApPSMU IMYHOJOraMU, JIKapsMUA 1IMYHOJOTaMU JUTSYUMH,
cnemianizoBanumMu 303, po3TalioBaHMUMHM Ha TEPUTOPIl OOCIYroBYBaHHS, [0
CTPYKTYpPHHMX MiAPO3JIUIIB 3 THUTaHb OXOPOHM 3J0POB'Sl MICLEBUX JIEPKABHUX
aJMIHICTpaIliil.

JlaH1 HaJCWIIAIOTHCS TIOIITOIO, B TOMY YHUCII1 €JIEKTPOHHOIO MOIITOIO.

Meton oOuucieHHsS 1HAMKATOpa: MIAPAXyHOK MHUIIXOM PYy4dHOi  abo
aBTOMAaTH30BaHOI 0OPOOKH.

[HarKaTOp OOYMCIIOETHCS CTPYKTYPHUMH MIAPO3JAUIAMUA 3 MUTaHb OXOPOHH
3JI0POB'Sl MICIIEBUX JEP>KaBHUX aJAMIHICTpAIliil micis HaAXOMKeHHs iH(popMallii Bij
BCIX JIIKapiB 1MYHOJIOTIB/JIIKapiB 1MYHOJIOTIB JAMTSYMX, crenianizoBanux 303,
3apEeCTPOBAHMX  HA  TepUTOpli  OOCIAYroByBaHHS.  3HAYEHHA  IHIUKATOpA
OOYHMCITIOETBCS SK BITHOIICHHS 4YHCEIbHUKA J0 3HAMCHHHKA HA HABOJIUTHCSA Y
BIJICOTKaX.

3HaMEHHUK 1HJMKATOpa CKJaJa€ 3arajbHa KiUIbKicTh mamieHTiB 3 I, ski
nmikyBanucst y 303 3a 3BiTHUN nepion. [xepenom indopmarii €: Menuuna kapta
ctamionapuoro xgoporo (®opma 003/0), Meauuna kapta aMOyJIaTOPHOIO XBOPOTO
(dopma 025/0).

UucenpHUK 1HIWKATOpA CKJIaJa€ 3arajbHa KiabKicTh marieHtiB 3 IIIJI, skum
poBeIeHO TeHeTHuHy Bepudikartito TTI/1.

Jlxepenom indopmMmartii €: Meauuna kapTta crarioHapHoro xsoporo (dopma
003/0), Mennuna kapta amOynaropHoro xsoporo (®opma 025/0).

3HadeHHsI IHAUKATOPA HABOJAUTHCS Y BIICOTKAX.

Ilepeuaik giTepaTypHuX J:KepeJ, BAKOPUCTAHUX MPHU PO3po0Li CTaHAAPTY
MEIUYHOI TO0IOMOTI'H
1. Enextponnuii nokymeHT «KiliHiYHa HacTaHOBa, 3aCHOBaHA Ha JOKa3ax
«IlepBunHi imyHOHEeiIUTHY, 2021 .
2. Haka3 MinicTepcTBa 0XOpOoHH 3/10poB’st Ykpainu Big 16 BepecHs 2011 poky
No 595 «IIpo mopsnok TmpoBefeHHS MNpOoIIaKTUYHUX IIEMIeHh B YKpaiHi Ta
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KOHTPOJIb  SIKOCTI M 00iry MEAMYHUX  IMYHOOIOJOTIYHMX  MpemapaTiBy,
3apeectpoBannii B MinictepctBl toctunii Ykpain 10 xoBtHs 2011 poky 3a
Ne 1159/19897.

3. Haka3 MinictepcTBa 0XOpoHU 310poB’st Ykpainu Big 28 BepecHs 2012 poky
Ne 751 «IIpo cTBOpeHHS Ta BOPOBAIKEHHS MEIUKO-TEXHOJOTIYHUX JOKYMEHTIB 3i
CTaHJapTHU3allil MEIWYHOI JOMOMOrM B cHcTeMl MIHICTEPCTBA OXOPOHHU 370POB’s
Ykpainny, 3apeecTpOBAHUIN B MiHicTepcTBi FOCTHITIT Ykpainu
29 mucronana 2012 poky 3a Ne 2001/22313.

4. Haka3 MiHicTepcTBa 0XOpOoHHU 3/10poB’st Ykpainu Big 14 motoro 2012 poky
Ne 110 «IIpo 3aTBep/keHHS (OpM TEPBUHHOI OOJIKOBOI JIOKYMEHTAIli Ta
IHCTPYKUIA IIOJ0 iX 3alOBHEHHS, 1110 BUKOPUCTOBYIOTHCA Yy 3aKiaJax OXOpPOHH
3JI0pPOB’sl HE3AJIEKHO B1Jl (OPMH BIACHOCTI Ta MIANOPSAIKYBAHHS), 3apEECTPOBAHUIMA
B Minicrepctsi roctumii Ykpaiau 28 kBitHs 2012 poky 3a Ne 669/20982.

5. Haka3 MinicrepctBa 0XopoHH 370poB’st Ykpainu Big 22.04.2021 Ne 792
«[Ipo 3aTBep/pKEHHS TPHUHAIIATOTO BHITYCKY Jlep:kaBHOTO opMyisipa JTIKapChKUX
3ac001B Ta 3a0€3MeUYEHHs KOTO JOCTYITHOCTI.

I'enepajibHMii IUPEKTOP
J{upeKTopaTy MeAMYHHUX MOCIYT Oaexkcangpa MAILIKEBHUY



1 MpoposKeHHA gopaTka 1

Jonarok 1

no CraHmapTiB MEIUYHOI JOIIOMOTH
«/liarHocTrika Ta JIKyBaHHS IMEPBUHHHX
iMyHOACPIITUTIBY

KuinivHi Ta kiiniko-1a0opaTopHi kpurepii mixo3pu moxo I/

3arpo3JnBi KJIiHiYHI 03HAKHU, 32 IKUMH Ma€ 0yTH 3amigo3penuii II1/] ado inme cepiio3He
3aXBOPIOBAHHS
HasiBHicTH NpUHAWMHI O/IHI€l 3 03HAK:

1. Eputpoaepmisi y aiteit Bikom 110 1 poky

2. Panniit ne6roT (10 1 Micsis) Ta TSOKKUH nepedir ek3eMu

3. Tsbkka iHTepCTUIlIiiHA TMHEBMOHIs (HAIpUKIa[, BUKJIMKaHa Pneumocystis jiroveci,
[IMB)

4. Tsokka LIMB-indekuis: renepanizoBana ¢opma ypaKeHHs BHYTPIIIHIX OprafiB 3
TSKKUMH (DYHKI[IOHAIBHUMU NOPYLICHHSIMHU

5. Xponiuna miapest (ManpabcopOist / KUIIKOBa iH(EKIis / ayTOIMyHHA €HTEpONaTis 4u
3arnanbHe 3aXBOPIOBaHHA KUIIEYHHUKA) y JAITeH 10 2 POKiB

6. I'enepamizoBana BLDK-indexuis y miteit 1o 1 poxy

7. XpoHIYHUH MIKIPHO-CIU30BHI KaHIUI03

8. InBa3uBHI i1H(EKIIii: CETICHC, MEHIHTIT, a0CIIeC JIETeHb, IEYIHKH, CETIC31IHKH, OCTCOMIETIT,
rpaHylbOMH, THEBMATOIIeNe, THIHHUHN JTiM(aaeHiT

9. He3aioBiIbHUH pe3ynbTaT HEOHATAILHOTO CKPUHIHTY

10. Bupaxena nimdonenist Ha 1 pori xutTst < 2000 ki1/MKI

11. I'eprietnynuii  eHuedanit, BUKIUKAHUNA BIPYCOM MPOCTOTO Teprecy, Yy paHilie
3JI0pOBUX OCi0

12. ®ebpunpHa HelTporeHis (<500 ki1 B 1 MKIT)

13. 'emodarounTapHuii 1iMpOricTIONUTO3 (TIEPCUCTYIOYA TUXOMAaHKA Ta IIUTOTICHs)

14. TToBTOpHA MEHIHTOKOKOBA 1H(EKIis

Kuiniuni 03Haku, 3a akumu Moske 0yTu 3anigospennii ITI
HasiBHicTh npuHaiiMHi 1BOX 03HAK:!

1. HasBnicTte B ponuHi xBopux Ha [11J] a6o cMepTh TUTHHU B paHHbOMY Billi Bi iH(peKii

2. PenimnuBHi mHEBMOHIT (>2 3a kuTTs ab0 Xoda O OJHA, SKIIO JUTHHA TOTpeOyBayia
IHTEHCUBHOI Teparii)

3. PenmuBHUI TOCTpUiA cepeaHiil OTUT: >8 3a )KHUTTA a00 >2, skmo Oyia miopes abo >1,
AKIO OyB MacToiAUT a0 BHYTPIIIHbOUEPEIH] YCKIIaIHEHHS a00 XpOHIYHUI CepeiHIl OTUT

4. PeuuIuBHI THIMHI CHHYCUTH > 2 pa3y Ha PIK

5. PerunuBHi 1HBa3MBHI iH(EKHii IKipH Ta M’SIKUX TKaHUH: oMQaliT, (ypyHKYIbO3,
¢drnermona, abcuec, SUYMiHb, TAPATPOKTUT, TAHAPUIIIH

6. 3aTpuMka BignaiHHA MYTOBUHHOIO 3aIMIIKY (Mi3Hie 14 1o0u), moraHe 3aroeHHs paH

7. Ilomupeni abo penuanBHI BipycH1 1HQEKIT IIKIpH: KOHTario3HUH MOJIOCK, O0pOJIaBKH,
reprec

8. IuBasuBHMIA 1epMaTodiTO3

9. XponiuHa abo penuauBHa Jiapes (ManbadbcopOIis / KUIIKOBa iHQEKIs / ayToiMyHHa
EHTepoMnarisi UM 3anajibHe 3aXBOPIOBAHHS KUIIIEUYHUKA) 3 BTPATOI0 MacH Tijia

10. Ty6epkynbo3, anTunoBi MikobakTepio3n ABO ycknannenuii nepedir BakuuHanii BLDK
ABO Mycobacterium leprae (mpokasa)

11. Onoprynictuuni  ingexuii (Burkholderia cepacia, Chromobacterium violaceum,
Serratia marcescens, Histoplasma sp ab6o Paracoccidioides sp, Salmonella no typhi,
Cryptosporidium, eHTepOoBipyCHHI MEHIHrOeHIIe(DaIiT)



2 MpoposKeHHA gopaTka 1

12. Tsoxkuii mepedir rpuny abo COVIDI19, abo iHdekiii, BHUKIMKaHI BipycOM
Enmreitna-bappa, abo moacskum repriecoM 8 Ty (capkoma Karmori)

13. [lInctocomo3 ab0 TPUITAHOCOMO3

14. BponxoekTtaszu abo XpoHIUHUI OPOHXIT y AiTei

15. bykanbHi a00 TeHiTaIbHI aQTO3HI ypaXKEHHS

16. [loBTOpHa (penuauMBHA, IO PEryIApHO BUHHKAE) ¢eOpuibHa rapsyka 0e3
BHJIUMOI TIPUYMHHM 3 OOOB’SI3KOBOIO HASBHICTIO 3amajbHUX 3MiH B KpOBI (JIEHKOIIMTO3,
nigsumienns LLIOE, C-peakTuBHOTO O11Ka)

17. IlepmanentHa ¢eOpuibHa rapsyka 0e3 BUIMMOI MPUYUHU, IO TPUBAE MOHAT 2
THXKHI 3 3 000B’SI3KOBOIO HASBHICTIO 3alIbHUX 3MiH B KPOBi (JIGHKOIIUTO3, ITiIBUICHHS
HIOE, C-peaktuBHOTO 0171Ka) 32 BiICYyTHOCTI aBTOAHTHUTLI

18. Anepris (OpoHxiagpHa acTMa, aJIepriYHUN PHHIT, €K3eMa, XapdoBa ajeprisd,
KpomuB’siHKa, HaOpsik KBiHke)

19. Anomanii cene3iHKM: aciuleHis / TINOCIUIEHIsA, CIJIEHOMeramisa 3/0e3
rernaToMerainii

20. Jlimdanenonaris (> 3 By3nu,> 3 micsili, HeiH(DeKIIIiTHa, He 3704KICHA)

21. AyroimyHHa muToneHist (> / = 2 miHii — cuanpom EBanca-®imepa) abo XpoHiuHa
igionatuyHa TPOMOOIUTOIIEHIYHA Typmypa abo ayToOiMyHHa TeMOJIITUYHA aHemis abo
ayTOIMyHHA HEHTpOIIeHis y niTeil crpamie 4 pokiB

22. AyToiMyHHI €HJOKpPUHOMATIi: ayTOIMYHHUW THPEOINUT, TilOMapaTupeos,
XBOpoOa AJicoHa, TIMOroHaI0OTPOITHUH TMOrOHaN3M, IIYKpOBUH aiader | tumy

23. ABroimynHi ypaxkenHs LIKT: cromartuT, ayTOiIMyHHHUH EHTEpHUT, 3alalibHi
3aXBOPIOBAHHS KHILIECYHUKY, ayTOIMYHHHH TemaTuT, aTpopiuHUN TacTpUT, TIIFOTEHOBA
eHTeponaTist

24. Tauri opran-cnenndivyHi aHyTOIMYHHI TIPOSIBU: aJIOTIeIisl, BITUIITO, IHTePCTHUITIITHE
YPa)KE€HHS JIereHb, MIOKapIUT

25. CucteMHU1 YepBOHMI BOBYAK, TMCKOIMHUI BOBYAK, TIIOMEPYIOHEDPHUT, apTPUT,
BackyJiT, cunapom llerpena

26. Amurazis / rimoruiasis TiMycy abo TUMOMa

27. PeunuBHUIA aHT1IOHEBPOTHUHUM HAOpsK O6e3 ypTHKapHOi BUCHUIIKA a00 MOBTOPHI
erni301 00JII0 B KHUBOTI Ta OJt0BaHHA 63 BcTaHOBJIeHOT narosorii IIIKT

28. 3aTpuMKa (i3UYHOTO PO3BUTKY

29. Heindexkuiiini cuHapoManbHi pucH, acoriosani 3 [11/] (tabnums 2).

30. Heonnaszii (Jiimpoma, J1eiiko3, KapIuHOMa)

IToxa3HMKH CKPHHIHTOBHX IMYHOJIOTIYHMX TeCTiB, siKi Bka3yoTh Ha ITI/L:

1. Heiitponenis <0,5 I'/n y monaiimenmie y 3 remorpamax abo <1,0 I'/i npunaiimHi 3
reMorpamax npH iHekuiiHoMy CHHAPOMI

2. IMocrittamii neiikoruros > 20 I'/11, mo 3pocrae mpu iHGEKIisX

3. Jletikonenis < 4,0 I'/n

4. Jlimponenis < 1,0 I'/n

5. MonoruroneHisa < 200 ki1/MKI

6. Eosunodimis > 0,2 I'/n
. PiBenp IgG y cupoBartiii KpoBi HUXKUE: 2 I/1 Y HEMOBJIAT BikoM <12 MicAwiB; 5 /1
y aiTeit Bikom> 12 micsiiiB

8. IgE > 10 pa3iB nepeBuiye HOPMY IS BIKY

9. AxtusHicTh komIutemeHTy (CH50) menmre 10% Big KOHTPOJILHOTO 3HAYECHHS

10. Tpombornuronenis <180 I'/n abo TpombonHTonaris

11. A" ta AT no BT

\]



Kpurepii HasiBHOCTI
imynoxeginurtis (ESID)

3 MpoposKeHHA gopaTka 1

I €BponeiicbKOro TOBAPUCTBA MEPBHHHHX

Kpurepii aiist nopociaux

Kpurepii ais gireit Bikom 1 pik i
crapiie

Yotupu abo Oinbiie i1HPEKIIHHUX
3aXBOPIOBAHb (otur, OpOHXIT,
CHUHYCHUT, THEBMOHIs1) 3 HEOOX1THICTIO
Teparii aHTUO10TUKAMU 3a OJUH PIK

[TaTtonoriyHa CXUIBHICTH 70 1H(PEKIIHHIX
3axBoproBanb ELVIS

PeruauByroui iHdekiii ado iH}pekisa
3 HEOOXIJTHICTIO  TPOJOHTOBaHOT
Tepanii aHTHO10TUKaAMU

[Ipusznauena Teparmisi aHTUOIOTMKAMHU HE
Maja JIIKyBaJIbHOTO e(PeKTy

JlBa Ta SNISHE TSHKKHUX
OakTepiabHUX 3aXBOPIOBAHb
(ocTeoMI€NMT, MEHIHTIT, cemncuc ado
1H(DEeK1i M'IKUX TKAaHUH)

[TopyimieHHss  pO3BHTKY  JMTHHH
XPOHIYHOIO Jiapeero abo 6e3 Hei)

(i3

JIBi Ta Ounbmie  3adikcoBaHl B | YCKJIAQIHEHHS TICHS WICTUICHHS XKUBUMU
pe3yabTaTi MPOMEHEBOI IarHOCTUKU | BaklMHaMu  (1H(IKyBaHHS  BAaKIUHHUM
MTHEBMOHII MPOTSTOM 3 pOKIB aTOT€HOM)

[adekmis Ha He3BUuHOMY Michi abo | [latomorii B poauMHHOMY — aHamMHe3i

BUKJINKaHa HC3BUYHUM 36YI[HI/IKOM

(Hanpukiaa, iMyHOASOIIUT, MATOJOTIYHA
CXHWJIBHICTH 0 1HPEKIIMHUX 3aXBOPIOBAHb,
BUIAJIKK CMEPTi 3 HEBUSICHEHUX TIPUYHH)

Hasricts I11]1 B poauni

JlaGopaTtopHl JOCITIDKCHHS: HaINpUKIa,
aimponenia < 1500/mkn; HeWTpomneHis <

500/mxkd, 3HHUKEH1 IMyHOTJI00YJIIHA
(HOpMH 3a BiKOM!)

JlonaTKoB1 ~ HACTOPOXKYIOUl  O3HAKH Y
HEMOBIIAT:

CTIWKHMI JAEpMAaTUT, OCOOJMBO TPH TMOSBI
IO 2-T0 MICSIA KATTS
Mi3HE Bi/IMA/IaHHS 3QJIMIIKY TyTTOBUHU




Jlomarok 2

no CraHgapTiB  MEIUYHOI  JI0IOMOTH
«JliarHOCTHKa Ta JIKYBaHHS MEPBUHHUX
IMyHOAE(IITUTIBY

Ilepenik kJiHiYHMX o03HaK, migo3pu moao IIIJ puas JikapiB pi3HMX

crneniajaibHOCTEH (He IMYHOJIOTIB)

AJIEPT'OJIOT'IA

Kniniunuu npose

1lioospa na I11J]

Tsxko KOHTPOJIbOBAHA aCTMa

CenextuBHuii nedinut IgA
3aranpHuil BapiabenbHUN iMyHOOEPIUT
Hedinmut cienudiyHuX aHTHTLI

Exzema

Cunapom BickoTa-Onmpivya

WIP nedinut

I'inep-IgE cunnpomu (cunapom Ixxo6a, PGM3 nedinur,
CARD11 LOF)

Cunapom OmeHna

IPEX (iMmyHHa Iu3perymsiiis, moxieHI0KpUHONaTis,
eHTeponarisi, X-34erUIeHUH CUHAPOM)

Cunnpom HesepToHa (ixTio3udopmHa eputpoepmis,
JiHeapHUH 1XTi03, 6aMOyKOBE BOJIOCCS)

Hedimur MALT1

[ToBTOpHUIT aHT1OHEBPOTUYHHIA

HaOpsK

CrniaaxoBuii aHrioHeBpoTHUHUH HaOpsk (aedinut Cl1-
1HT101TOpa/ecTepasu)

Tspxka anepris Ha iy Ta/abo

JIKHA

DOCKS nediuut (ayrocoMHO-penucuBHUM rinep-1gE
CUH/IPOM)
PGM3 nedinut

BHYTPIIIHA MEJJUIINHA / IEAIATPIA

Kniniunuit npose

Ilioospa na ITIJT

Panniit atepockiiepo3

ImyHo-kicTKOBa nucruiasis Hlumke

BincraBanHs k GizuuHOMY
PO3BHUTKY

Tsoxkuit koMOiHOBaHUH iIMyHOAEDUIIUT
SAxo6cen cunaapom (11g23)

Cunnpom iJxopmxki

Cunnpom Hilimeren

Cunnpom bapra

I'emodarouutapauit
JTiMQOTiCTHOLHNTO3

Hedextn y PRF1, MUNCI13-4, STXBP2

Henepenocumicts ronoay

I'mikorenos tuny 16

OXHpiHHA Cunapom COHEN
PekypenTHi pecnipaTopHi 3aranpHuil BapiabenbHUN iMyHOOEPIUT
1H]exii, InTepCTUIIiiiHa POLD1 /POLD?2 neditut

MTHEBMOHISI, TPaHyJIEMaTo3,
ayTOIMYHITET

POLE1 gedinut

Tumoma ta
rimoramarjaoOymiHeMis

Cunapom 'yna




I'ACTPOEHTEPOJIOI'TA

2 MpopoBKeHHA gopaTKa 2

Kniniunuu npose

1lioospa na I11J]

AOciiect IIeYiHKA

XpoHiuHa rpaHyjieMaTo3Ha XxBopoba

AyTOIMYHHUH KOJIT

IPEX (iMmyHHa OU3pEryIsLis, TOJieHJOKPUHONATI,
eHTeporarisi, X-34eTUICHUH CUHJIPOM )

CD25 pedinut

Cungpom OmeHa

XLP tun 2 (XIAP nedinur)

IL-10R nedimur

NEMO cunzapom

IL-21 nedimut

ARPCI1B gedimur

I'mikorenos tuny 16

AyTOIMYHHUH remaTuT

XpOHIYHUH MIKIPHO-CIM30BUI KaHIHI03

["acrpoenTepur BCL10 nediuut
Hedimut MHC kiacy 11, rpyna A
ICOS nedimur
Enreponaris SAMD9
3amanbHi 3aXBOPIOBAHHS XpoHiuHa TpaHyJIeMaTo3Ha XBOpoba
KHIIIEYHUKA IPEX

IL-10 nedimut

IL-10RA nedimut

IL-10RB npedinut

NEMO cunapom

CD25

STAT5b

XIAP (can test NOD signaling with MDP or TriDAP)
ABTO3ananbH1 CHHIPOMHU

NOD2

X-3yenuieHa aramarsio0ysiHemis
3axBOpIOBaHHS MEYIHKH Ta CD40L/CD40 nedinut
’KOBUOBHUBITHUX IIUIAXIB MHC knacy II nedinut

IL-21R nmedinut

Kanannos crpaBoxoay

Komb6inoBani imyHOIe(hiUTH

Hedinutn garonurosy

XpoHIYHUH MIKIPHO-CITU30BUH KaHMI03 Ta acolliiioBaHi
nedextr (APECED, IL-17F, IL-17RA, CARDY, STAT1)

Kumikosa nimdanriexrasis /
eKCyJaTHBHA CEHTEpOMaTis

Cunnpom XaHHEKaM

JIamOImi03, IKUii BaKKO
JKyBaTH

Jediuutu aHTUTIIOYTBOPEHHS, BKIIIOYAIOUH CEJIEKTUBHUIN
nedinut IgA, 3aransHuit BapiaGenbHuM iMyHOaedIIUT, X-
34erieHa araMarjao0yiHeMist

MHOXUHHI aTpe3ii KHIICYHUKY

HetiponanpHa nucrnasis
KHAIICYHUKA

['inonasist XpsIiB-BoI0CCs

[TankpeaTur i3
30BHIIIHHOCEKPETOPHOIO

Cunpapowm IlIBaxmana-/laliMmona
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HEIIOCTAaTHICTIO

PeuuauBHi Hanaau 60O B
JKUBOTI (IMITYIOTb TOCTPUIA
KUBIT) 0€3 rapssuKu

CrnagkoBuii anrioneBpoTuuHuil HaOpsk (aedinut C1-
iHT10iTOpa/ecTepasn)

PenyuauBHi Hamtaau 00110 B
XKHUBOTI (IMITYIOTb TOCTPUI
JKUBIT) 3 TapsTYKOIO

CimeiiHa cepe;3eMHOMOPChKA rapsyka

XpoHiuHa aiapest

Jediuuty aHTUTLIOYTBOPEHHS

Komo6inoBani imynoaedinutu (ICOS, TCRa nedinur)
IPEX (iMmyHHa OU3pEryIsLis, TOJieHJOKPUHONATI,
eHTepoIarisi, X-34eIICHUH CUHJIPOM )

CD25 nedinut

XpoHivHa TpaHyJieMaTO3Ha XBOpOOa

IL10R medimmr

TpuxorenaToeHTEepUIHUN CHHIPOM

IMyHOIEPIIHT 3 IEHTPOMEPHOIO HECTAOIIBHICTIO 1
aHoMaiisgmu ooymaus, ICF1

CHHJIIPOM TinoruIa3ii XpsIiB -BOJIOCCS

Iemiakis / rIIOTEHOBA
SHTEepOmaTis

CenextuBHuit gedinut IgA
3aranpHUil BapiabenpHUN iMyHOOEQIIHT

XBopoba ['ipmmpynra

I'inomuiazist XpsiiB-BOJIOCCS

[11yHKOBO-KHUIIIKOBI KPOBOTEU1
BHACIIIJIOK CY/IMHHOI eKTa31i

CTCI1 nedimur

I'EMATOJIOI'TA

Kniniunuit nposne

IHioo3pa na I

ArnacTuyHa aHeMis

X-3yerieHuit iMponpomipepaTuBHui cuHpom tun 1 (SAP
nedinuT)
BpomkeHuii 1uckeparos

AyTOIMYHHI IMTONEHIT

3aranbHUM BapiaOenbHUN IMyHOAEPIUT

AID (akTuBaTOp-iHIyKOBaHa LIUTI/IiH AeaMiHa3a) AeIiUT
PNP nedimut

LRBA nedinur

IPEX

CD25 nedinut

AyTtoiMyHHHH niMponponipepaTUBHUN CHHIPOM
CD40L nedimut

MST1 nedinur

TFRC nedimut

BickorTta-Onnpiva cuaapom

ICF1

Bpomkena acrieHis

Cunzapom IBemapka

Bpomxena rpomOonuToneHis 3
MaJUMHU TPOMOOITUTAMHU

Cunnpom Bickora-Omnpiva
X-34derieHa TPOMOOITUTOTICH S

WIP nedinut
Bpomxena tpombonuronenis 3 | WIP nedimur
HOPMAJTHHIUMH TPOMOOIIUTAMU ARPCI1B gedinur

Bpomkena TpoMOoLIUTOIIEHIS 3

Cungpom bepnapa-Cypre mnpu  Ji/lxopmki  cuHApOMI
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BEJIMKUMU TPOMOOIIUTAMHU

(cunapowmi aenemii 22q.11.2)

I'eMouiTuuHa aHeMis

Hedinut mypun nHykieosun dhocdopunazu (PNP)
Cunapom BickoTa-Onpiva

IPEX

3aranpHuil BapiabeabHUN IMYHOASPIITAT

CD40L nedinut

I'emodaronurapuuii
JTiMQOTiCTHOLHUTO3,
¢dbynpMiHaHTHA a00 XPOHIYHA
1H(eKIIisI, BUKJIUKaHA BipycOM
Enmreitna-bappa

Cimelinuii remodaronutapHui J1iMQpOTiCTIONNUTO3
X-34erieHui iMonpoipepaTHBHUNA CHHIPOM TUIIiB 1 a60
2

Itk nedimur

CD27 nediuur

JledexTn MarHi€eBUX KaHAIIB

MST1 nedimur

Cunnpom Yeniaka-Xiraci

Eputpoinna amnasis

I'inormuiazist XpsIiB-BOJIOCCS

3axBOpIOBaHHS MO/I0HE 10
nenkeMii

NRAS/KRAS nedimur

3HAYHNN JIEUKOIIUTO3

Hedexr (nedinut) aaresii TISHKOMUTIB
AytoiMmyHHUI niMdonponiepaTuBHUN CHHAPOM

Jlimpanenonaris ta
renarocIuIeHOMErais

X-3ueruienuit giMmdornporidepaTuBHUN CHHAPOM
AyTtoimyHHUI TimMdonpomidepaTuBHAN CHHIPOM
AID (akTuBaTOp-iHIyKOBaHAa IIUTI/IiH AeaMiHa3a) AePIiUT
UNG nedirur

Kom6inoani imynonediuut (LAT nedinnt, MST1
nedinuT)

XpoHi4Ha rpaHyJieMaTO3Ha XBOpooOa

CTLA4

Cunapowm aktusariii P3IK-gensra

MOPDI nedinut

FCHO1 pedinut

I'inep-1gM cunapom

3aranbHUM BapiaOenbHUN IMyHOASPIUT

Jlimpoma XomxkkiHa,
HEXOJKKIHCBKI JIIM(pOMH

Rhoh nediur

MST1 nediuur
BickorTa-Onnpiva cuaapom
Cunapom Hiltmeren
Cunapom biayma

PMS2 nediuut

MCM4 nedinur

Jlirasu I nedinut
[Nnomnuasis XpsuiiB-Bojoccs
AyToimMyHHUH JTiMdonponidepaTuBHUN CUHIPOM
I'inep-1gM cunapom

Merano0nactaa aHeMis

MTHFDI1 nedinut (rinepromorucTeinemis)
Hedinut Tpanckobanaminy 2
SLC46A1 / PCFT nediuut

Mienoaucruiasis

MYSMI1 nedinur

Bpomxennil nuckeparos

SAMD?9: MienoaucIIaCTUIHUN CHHAPOM 3 abeparriero 7
XPOMOCOMH
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SAMDOIL: mienoaucnaacTHYHUN CHHAPOM 3 abepartiero 7
XpPOMOCOMH
I'inormuiazist XpsIiB-BOJIOCCS

Mienokaxekcis

WHIM cunapom

Mos=onuro3s

NRAS/KRAS nedinut

HenocraTtHicTh KICTKOBOrO
MO3KY

Cunnpom biayma

ERCC6L2 (Hebo nedimur)
['inonasis XpsIiB-BoI0CCs
MYSMI1 nedinur

ImyHo-KicTKOBa quctasis [Hlnmke
CTC1 pedimut (TppoxJiiHIHHA)

HetiTponenis

TspKka BpoIpKeHa HEHTPOTICHIs

[{ukmiyHa HEUTPOTCHIs

X-34eryieHa araMarjao0ysIiHeMis

WHIM cunnpom (w — 6oponaBk, h —rinoramariaoQymninemis,
I — iHdeKIii, m — Mi€JoKaxeKcis)

Perukynspuuit nusrenes (AK2 nedinur)

Ikaros medimut

X-34emniena Heirponenist (WASP myraris nocuneHHs
yHKuiT)

CD40L/CD40 nedinut

MST1 nediuut

Moesin gedinut

TFRC nedinut

GINS1 nedinut

Jedinut metunen-rerparigpodonar aerijporesasu 1
(MTHFD1)

Cunnpom bapra

Cunnpom Yeniaka-Xirarmri

Cunnpom I'epmancki-Ilynnax 2 Tuny

Cunapom noikisioaepMii 3 HEUTPONEHi€r0

Cunapom COHEN

I'mikorenos tuny 16

Tpombacrenis ['mancmana 3
JICKEMOITHOIO PEaKITIEr0

Hedimut anresii nerikonutis I Tamy

I'EHETHUKA

Kniniunuit npose

Ilioo3pa na 11T

BpaximakTunis

PGM3 nedinur

HucMopdiuni pucu o0mmaust

Hilxopmxki cuaapom (cuaapom aenerii 22q.11.2)
Hedimut Cernunnos, mirazu 1V, etc.

Cunnpom Hilimeren

Cunnpom biayma

STAT3 nedimut (rinep-IgE curapom)

BCL11B pedimur

ImyHOMEDIIUTH 3 TIEHTPOMEPHOIO HECTAOIIBHICTIO 1
anoMaiigmu oommuus, ICF1- ICF4

RNF168 nedinur

POLE1 nedinut
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POLE2 nedinur

Cunnpom nenenii xpomocomu 10p13-pl4 (10p13-p14DS)
MOPD1 nedimut

AD-T'inep-IgE cunnpomu (Cungpom [Ixo6a): mupoxe
nepeHices, Tpybda nmopucTa mkipa

PGM3 nedinur

ImyHo-kicTKOBa Auctuiasisa [lumke

SkoOcen cunapom (11g23)

Cungpom bapra

Cunapom COHEN

Kiminogaxuiis

Cunapom biayma

Kopotka cratypa

[Nnmonuasist XpsmiB-Bosioccs (KapiauK 3 KOPOTKUMHU HOT'aMH )
STATS5b nedinut

Cunnpom biayma

MCM4 nedinur

RNF168 nedimur

POLE1 nedinut

Jlirasu I nedinut

MYSMI1 nedinur

EXTL3 nedimut

ImyHo-kicTkoBa nucruiasis [umke (KopoTki mivs i Tyay0)
Cunnpom Komens-Heseprona

PGM3 nedinur

POLD1 /POLD2 neditut

KopoTki Tenomepu

Bpomxennii nuckeparos
CTCI nedimur

Makomromnocis IMyHOZEPIINTH 3 IEHTPOMEPHOIO HECTAOUIBHICTIO 1
anoMaiismu oommuust, ICF1- ICF4
Mikpouedarnis Cunapom Hiltmeren

Cunapom bnay
Cernunnos aediuut
Hedimut JJHK mirazu [V
Hedinut JHK niraszu [
Bpomxennii tu3kepaTos
Cunnpom Koena
RNF168 nedinur
MOPDI1 nedinut

CkerneTHi aHOMATIT

STAT3 nediuut: ckomios, nedopmarlis rpyIHOI KIITKH,
rinepMoOUIbHICTh CYTI001B

PGM3 nedinur

Petuxynspuuii nusrenes (AK2 nedinut): 1edext kKicTkoBo-
XPSIIOBHUX 3’ €/THaHb pedep

[ITumke iMyHO-KICTKOBa JUCIIA3is: CHOHAMIOeNi(izapHa
JICIIIA31s1, TUCTIIIACTUYHI CTeTHA, MaIMi emi(i3 TOTIBKU
CTETHOBOT KiCTKH

[Nnomasis XpsmriB-Bosioccs: AedopMallii rpyIHOT KIIITKH,
¢ikcoBaHa KOHTPAKTypa JIKTHOBUX CYTJI00iB, JOBra
MaJIoOTOM1JIKOBa KiCTKa, KOHycomo10H1 emidi3u damanr
MYSMI nedinut
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MOPDI1 nedinut: cnonaunoemidizapHa qucriiasis
EXTL3 nedinur: mnarucnonauiis, Kidos, BapiabenpHi
nucrasii ckeera

[{uTOreHeTUYHI BiAXHJICHHS
(HampuKIaa, MyJIbTHPAIIaIbHI
XPOMOCOMHU, PO3PHBH, JEIICIIi,

ICF1, ICF2, ICF3, ICF4 (i — imyHOaC]IIHT, C — IIGHTPOMEpHA
HecTabinpHicTh Ta f- anomaitii oGmyus)
HiJl>xopmki cuaapom (cuaapom aenenii 22q.11.2)

130XpPOMOCOMH) Cunapowm aeneriii xpomocomu 10p13-pl4 (10p13-p14DS)
NSMCE3 nedimut
Cunapowm aenernii xpomocomu 11q (Jacobsen cunnpom)
JEPMATOJIOI'TA

Kniniunuu nposis

1lioospa na I11]]

Adorneris

XpOHIYHUH MIKIPHO-CIM30BUHA KaHIHI03
Cunapom NEMO
NFKB2 nedimut

AJp0iHI3M YaCTKOBUHI

ImyHnonedinuTu 3 IMyHHOIO TU3PETYIISIIEI0 Ta
rinonirmenTamnieto (I'pimeni cuaapom, Yeniaka-Xiramri
cunzpom, ['epmancebki-Ilyninaka cuaapom)

bambykoBe Bosoccst

boponasku
(moBTOpHA iH(eEKIis BipyCy
NaniJI0OMU JIFOJIUHHN)

WHIM cunapom (w — 6opoaaBku, h —rimoramarioOymHeMis,
| — iHdeKIil, m — MieJToKaxeKcis)

Epidermodysplasia verruciformis

DOCKS nediuur (rinep-IgE cunnpom)

GATA?2 nedinut (Mono MAC cunapom, DCML nedinur)
IRF8 nedinut

Komb6inoBani imynonedinuta (Rhoh nedimur, MST1
nedinuT)

POLDI1 /POLDI1 pedinur

SxoOcen cunapom (11g23)

Birimiro

XpOHIYHUH HIKIPHO-CIU30BUHN KaHHM103

Bpomxena anonerist / pinke
BoJioccs + 1ucTpodist HIrTiB

FOXNI1 nedinut
Bpomxennii nuckeparos
CTCI nedimur

["aHrpeno3Huit monepmist

AramarnoOymniHemis

PAPA (mioreHHU# CTepUIbLHUNA apTPUT, FTaHTPEHO3HA
miozepMisi, akHE) CUHAPOM

MHC knacy I nedinur

['inepenacto3 mkipu

Clr gedinur
Cls nedimur

['inepkepaTo3 10JI0HB/TIAO0IB

X-34erieHuil BpoyKeHUH AUCcKepaTo3 uepe3 AeiluT
[eckepuny
CuHJIpoM NOMKLIOAepMIi 3 HEUTPOIIEHIEIO

[NneprnirmMenTanis UKipu

X-34erieHuil BpoyKeHUH AUCcKepaTo3 uepe3 AeiluT
Jeckepuny

['panynbomu

Cungpom bnay
['inoniasist XpsiB-BOJI0CCS

I'py6a mopucra mkipa

I'inep-1gE curapomu (cuaapom Jxoba)

JluceminoBanuii hy3apuos

STAT1 myTartist 3 mocueHHSIM QYHKIII1
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Ex3ema abo eputpoaepmis

Cunapom BickoTa-Omnpivya

WIP nedinut

INinep-1gE cunapomu (cuaapom Jxoda, PGM3 nedimur,
CARD11 LOF)

Cungpom Omena

IPEX (iMmyHHa AU3pEryIsLis, TOJieHJOKPUHONATI,
eHTepornarisi, X-34eTUICHUH CUHJIPOM )

Cungapom Hezeprona (ixTio3udopmHa epuTpoaepmis,
JiHeapHuH 1XTi03, 6aMOyKOBE BOJIOCCS)

Hedimutr MALT1

FOXN1 deficiency
ExronepmaiibHa quctiasis NEMO nedinur (exrogepmMalibHa AUCTIIA3IS 3
(pimke BoJIOCCS, TOHKA IIKIpa, IMyHOZEDITUTOM)
rinoriapos, reexTHe IxBa nmedinut (ekToaepmanbHa AUCILIA3is 3
dbopmyBaHHS 3y0iB, aHOMANBHI | IMyHOAEPITUTOM)

HITTI)

Extonepmainbna muctpodis

APECED (a — ayroiMmyHHa MOJIi€HJOKPUHOMATIS, C-
KaHJU03, € — eKToiepMaiibHa, d — mucTpodist)

EpI/ITCMa'MeTeJ'II/IK

Cunapom biayma

IaBa3uBHMI nepmMaTodiTo3 CARD?9 nedinur
JliBeno POLEI1 nedinut
DADA?2
Jlimbenema CuHsipoM XeHHEeKaM
Jlinoguctpodis PSMBS nedinur (aBTo3anajbHUI CHHAPOM)
[TaxioHixis CunapoM NOUMK1I01epMii 3 HEUTPOTIEHIEI0

[Insamu «kaBa 3 MOJIOKOMY»

PMS2 nedimur
Cunnpom biyma

[ToBTOpHUIT 260 MOMMpPEHUH
KOHTario3HUM MOJTIOCK

DOCKS nediuur (rinep-IgE cunnpom)

GATAZ2 nedinut (Mono MAC cunapom, DCML nedinur)
IRF8 nedinut

Cunnpom Bickora-Onnpiua

Kom6inoBani imynozediunti (Rhoh nedimur)

SPINKS nedinut (cunapom Hezeprona)

POLDI / POLDI nedinut

[ToBTOpHMIT aHT1OHEBPOTHUYHUN
HaOpsIK

CnagkoBuil aHT10HEBPOTUYHUN HaOpsK (nedinut Cl1-
iHribiTOpa/ecTepasn)

[Toiikinogepmis

CuHJIpoM NOMKLIOAepMIi 3 HEUTPOIIEHIEIO

PetukynspHa nirMeHTanis

Pospimxene Bomoces,
KapJIMKOBICTh 3 KOPOTKUMH
KiHIIIBKaMU, 1HEKIii

['inonnasis XpsIiB-BoI0CCs

Pozanea

XPpOHIYHUI MIKIPHO-CIU30BUIA KaHIHNI03

Teneaunriekrasii

Cunnpom Jlyi-bapp (arakcis-teneanriekrasis)

XpOHIYHUH HIKIPHO-CITU30BUI
KaHJU03

STATI1 myranis 3 nocusieHHAM QyHKIIT

CARD?9 nedinur

IL-17F nedinut

IL17RA nedimut

APECED (a — ayToiMmyHHa MOJIi€HOKPHUHOIIATIS, C-
KaHJU03, € — eKToiepManbHa, d — nuctpodis)
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HedexT parouutiB
AD-T'inep-IgE cunapomu (Cungpom [xo6a)

YyTtnmBa 10 COHIS
TEJICAHTIKTAKTUYHA epUTEMa

Cungpom biyma

[IkipHi TpaHyTHOMH

MHC xnacy I nedinut (B2M)
Cunapom bnay
Hedimur HLA 1 knacy

EHAOKPUHOJIOI'TA

Kniniunuu nposis

1lioospa na I11]]

lnoriikemiuni Hamagu

I'nmikorenos tumny 16

lnokanelieMiydi TeTanis ado
CYJIOMH HOBOHAPOJKCHUX

HiJlxopmki cuaapom (cuaapom aenerii 22q.11.2)
Jedinut xanpuieBux kanamis (ORAIL, STIMI)

['imomaparupeos APECED

Hixopmxki cuaapom (cuaapom aenenii 22q.11.2)

Cunzpom nenernii xpomocomu 10p13-pl4 (10p13-p14DS)
INinotupeos APECED(a — ayToiMyHHa MOJi€HIOKPUHOIIATIS, C- KaHIU03,

e — exTogepmainbHa, d — nucTpodis)
POLE2 nedinut

ImyHo-kicTKOBa nucrutasis Hlumke
XpOHIYHUH MIKIPHO-CIM30BUM KaHI1103
JledexTu aHTUTUIOYTBOPEHHS

Jln3renesis roHaq

APECED (a — ayroiMyHHa NOJIi€H/IOKpUHOIIATIS, C-
KaH/IUI03, € — eKTo/iepMaibHa, d — muctpodis)

Cungapowm Jlyi-bapp (arakcis-teneaHriekrasis)

CHARGE cunnpom

[Ninonnasis XpsIiB-Bosioccs (MOPYIIEHHS ClIEPMaTOreHE3Y)
SAMD9

3arpuMka (hi3MUHOTO PO3BUTKY

Tsoxkuit koMOiHOBaHUH iIMyHOAE(DIIUT
SAxo6cen cunaapom (11g23)

Cunnpom iJlxopmxki

Cunnpom Hilimeren

Cunnpom bapra

XpoHiuHa rpaHysjeMaTo3Ha XxBopoba

Koportka cratypa

[Nnonunasis Xps1miB-Bosioccs (KapiauK 3 KOPOTKMMHU HOT'aMH)
STATSb nedinur

Cunnpom biayma

MCM4 nedinur

RNF168 nedimut

POLEI1 nedinur

Jlirazu | nedimut

MYSMI1 nedinur

EXTL3 nedinur

Imyno-kicTroBa auctiasisa [lumke (KopoTki s 1 Ty1y0)
Cunnpom Komens-Heszeprona

PGM3 nedinur
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POLD1 /POLD2 nedinut

HanaupkoBa HeOCTATHICTh

APECED
MCM4 nedinut
SAMD9

Heonaraneauii giadber

IPEX (iMmyHHa mu3perysisiilis, moJIieHIOKpUHOMIATIS,
CHTEpOMaTisi, X-34eTICHUH CHHIPOM)

I{ykpoBuii giaber 1 Tumy

POLE2 nedinut

IHOEKTOJIOI'TA

Kniniunuu nposis

1lioospa na I11]]

AoOcIiec s1ereni, MHEBMATOLIENE

STATS3 acouiioBanwuii rinep-IgE cunapom

AoOcuecH 1eyinKu

XpoHivHa TpaHylieMaTO3Ha XBOpooOa

boponaBku (rmoBTOpHA 1H(EKIIISA
BipYCy HaITiJIOMH JIFOTUHH )

WHIM cunnpom (w — 6oponaBk, h —rinoramarinoQymninemis,
I — iHdeKIii, m — Mi€JOKaxeKcis)

Epidermodysplasia verruciformis

DOCKS nedinur (rinep-IgE cunapom)

GATA2 nedinutr (Mono MAC curapom, DCML nedinur)
IRF8 nedimut

Komb6inoBani imyHoaediuutu (MST1 nediuur)

POLDI / POLD2 nedinut

Rhoh nedimur

Baxxxuii rpun

IRF7 nediuut

Baxka iH(ekIis BUKIUKaHA
Neisseria sp

Hedinut xommuemeHTy (mi3HiX C-KOMIOHEHTIB)

Baxxka in(exkiris, BUKIMKaHa
Salmonella no typhi

Hebexr uusixy IFN-y / 1L-12
XpoHiuHa rpaHyjieMaTo3Ha XBopooa
c-Rel gedinur

["anrpeHo3Huit monepmist

AramarnoOymniHemis
PAPA (mioreHHMI CTEpUIIBHUI apTPUT, TAHTPEHO3HA
n10/IepMisi, aKHE) CUHIPOM

HuceminoBana iH(peKIIis

Hedexr musaxy IFN-y / 1L-12

Bukirkana Histoplasma sp abo | CD4OL nedinut
Paracoccidioides sp

EnrtepoBipycHumii AramarnoOysiHeMis
MeHIHTroeHedamT

Ennedanir, cnpuunneHuit Hedexr y nusixy TLR3

BIpyCOM MPOCTOrO repreca
(Herpes simplex virus)

[adexuii, BUkiukani
ATUIIOBUMH MIKOOAKTEPIsIMH,
(Bxirouaroun BIK),
TUCEMIHOBaHU TyOEpKYyIb03

Komb6inoBaHni imyHO1€(1IUTH

NEMO nedimut

XpoHiuHa rpaHyjeMaTo3Ha XxBopoba

Hedexr nusaxy IFN-y / 1L-12

GATA2 nedimut (Mono MAC curnpom, DCML nedimur)
STAT1 nediuut (ayrocoMHO-TOMIHAHTHUI)

Hedinut peryastoproro ¢akropy intepdepony 8 (IRFS8)
POLE2 nedinut

c-Rel nedinur

[adexnii Bukimkani

XpoHi4Ha TpaHyJieMaTO3Ha XBOpooOa
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Burkholderia cepacia,
Chromobacterium violaceum,
Serratia marcescens

[ndexuis, BUKInKana
Cryptosporidium

Komb6inoBani imyHoneinuTH
CD40L/CD40 nedinut
IL-21R nedimmr

NIK nedimur

[adexis, BUKITuKaHa
Staphylococcus aureus

[inep-IgE cunapom

XpoHiyHa TpaHyJeMaTO3Ha XBOPOOa
Jediuuty aHTUTLIOYTBOPEHHS
IRAK4/MyD88 nedinut

MeHinrit

POLE1 nedinut

[THeBMOHI1, OTUTH Ta CHHYCHUTH,
BUKJIMKAHI KarCyJIbHAMH
OakTepisiMu

JediuuTti aHTUTIIOYTBOPEHHS
Jedinutn KOMITJIEeMEHTY
MHC knacy I nedinut (B2M)

ITHeBMOHIS, BUKIIMKAHA
Pneumocystis jiroveci

Komb6inoBani imynonedinutu (IL-21R medinut, CARDI11
nedinut (LOF)

CDA4OL nedinut

Cunnpom Bickora-Onpiua

Jedinut metuneH-Terparigpodoar aerigporenasu 1
(MTHFD1)

[ToBropHUil abo mnomMpeHui
KOHTario3HUN MOJIOCK

DOCKS nedinur (rinep-IgE cunnpom)

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

Cunapom BickoTa-Onnpuya

Komb6inoBani imyHOIehiUTH

SPINK nedinut (cunapom Hezeprona)

POLD1 / POLD2 nedinut

Rhoh nedinur

TpunanocoMo3

APOL-I nedinut

@ynpMiHaHTHA a00 XpOHIYHA
1H(eK1is, BUKJIMKaHA BIpycoM
Enmreitna-bappa,
remMogaronuTapHui
TM(OTICTHOIMTO3

Cimeiinuii remodarouuTapHuii 1iM(QOricTIONUTO3
X-3yerieHuit iMonporipepaTUBHUNA CUHIPOM TUIIB 1 a60
2

Itk nedinut

CD27 nedinut

JlepexTu MarHieBUX KaHaJliB

[xipHO-CTU30BHI KaHAHMI03

Komb6iHoBaHni imyHOI€(D1IUTH

Hediuutu parounurosy

XpOHIYHUI MIKIPHO-CIU30BHI KaHIUI03 Ta acOIIHOBaHI
nedexru (APECED, IL-17F, IL-17RA, CARDS9, STAT1)
BCL10 nedimut

HHYV 8 indexis

0X40 gedimut

KAPIIOJIOTISI

Kniniunuii npose

ITioospa na I11J]

AHEBpU3MH KOPOHAPHHUX 1
1epedpaIbHUX CYIUH

AD-T'inep-IgE cunnpomu (Cunapom [Jxo06a)

Bpokena Baja cepus

JiJIxopmxi cuaapom (cunapom aeneriii 22¢.11.2)
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(mepepBaHa Jyra aopTH, aTpesist
JIeTeHeBoi apTepii, abepaHnTHi
MIIKIIIOYAYHI apTepii, TeTpaaa
dao)

Bpomkena Baga cepus (iHima)

CHARGE cunmpowm (komo6omMa, BpoKeHa Bajia ceplid,
aTpesis X0aH, 3aTPUMKa POCTY, TiOIUIa3is CTATeBUX OPraHiB,
aHomatii Byxa / TJIyXxoTa)

Cunnpom nenenii xpomocomu 10p13-pl4 (10p13-p14DS)
MST1 nedinut

Cunapowm Isemapka (GDF1)

CepiieBa HEIOCTaTHICTb,
JUIIATAIlfHA KapIioMionaTis,
HEKOMITAKTHU MIOKap/I JIiBOT'O
HUTYHOYKA, €H0KapAiadbHIN
¢bi6poenacTo3 Ta cepio3Hi
MOPYIICHHS CEPIIEBOTO PUTMY,
Taki AK QiOpUIISALIS HUTYHOUKIB
abo Taxikapis

Cunapom bapra

JIABOPATOPHA JIAI'HOCTHKA

Kniniunuu npose

Ilioospa na I11]]

I'inepBiTBMiHO3 B12

AyToiMyHHUH JdiMdonponidepaTuBHUN CUHIPOM

INinepnakramumemis

I'nmixorenos tumy 16

Eozunodinis

DOCKS8 medimut
Cunnpom Heseprona
Cunapom OmeHa
ARPCIB gedinur

[TinBumienHs anbda-
¢deTonporeiny

ATakcisf-TejieaHriexTasis

[TigBuIIEHHS TOABIHHUX
neratuBHuX off-T cells (>5%)

AyTtoimMyHHUI TimMdonponidepaTuBHUN CUHIPOM

HEBPOJIOI'TA

Kniniunuii npose

Ilioospa na I11]]

AHeBpu3MHU epeOpallbHUX
CyIUH

AD-T'inep-IgE cunapomu (Cunapom [Jxo0a)
XpOHIYHUHN MIKIPHO-CIM30BUM KaHI1103

AHOMaJbHI MUIHI XpeOoIti

Cunapowm aenernii 22q11.2

A1tazis MO30JIHCTOTO Tija Cunnpom Biui
BCLI11B nedimur

ArTakcisg ArTakcig-TeaeaHriekrasis
3axBOprOBaHHS MOAIOHE /IO aTakcli-TeneaHriekTasii
PNP nedinut

BryTpimHabsouepenHa CTCI1 nmedimut

KanmbpIuQiKaIis

I'omienigizaris PGM3 nedinur

['imoriasist Mo304ka (CHHAPOM

Bpomxennil quckeparos
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Xotipeanb-I peitgapcona)

I'myxota

PeruxynsapHuii qusrexes

ADA nedimur

CHARGE cunnpom

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

Jedext HepBoBOi TpyOKH

FOXNI nedimur

EnTepoBipycHuii AramarnoOyiHemis
MEHIHroeHuepait
Ennedanir, cipuanHeHuiA Hedext y nusixy TLR3

BIpYCOM IPOCTOTO reprieca
(Herpes simplex virus)

3aTpuMKa pO3BUTKY

EXTL3 nedimur
MYSMI1 nedinur

KoruiTuBHi  mopymeHHs Ta
IHTENeKTYATbHUH eiIuT

Hedinut anenosunaesaminazu (ADA nedinur)
BCL11B medimur

RNF168 nedinut

CHARGE cunnpom

Cunapom Hilimeren

PGM3 nedinur

Hedinut Tpanckobanaminy 2

SLC46A1/ PCFT nmedinur

POLD1 / POLD2 nedinut

Cunapom COHEN

Miomnaris [romena

y Mali€HTiB 3 X-3UEIUICHOI0 XPOHIYHOIO TPaHyIeMaTO3HOIO
XBOPOOOIO

Mikpouedarnis

Cunapom Hiltmeren
Cunapom bnay
Cernunnos negpinut
Hedimut JJHK mirazu [V
Hedinut JHK niraszu [
Bpomxenuii tu3kepaTos
Cunapom COHEN
RNF168 nedinur
MOPDI nedinut

HepBoBo-M’s130B1 MOpYIIEHHS
(ckeneTHa mMiomarisi, TIMOTOHIs,
3aTPUMKa MOTOPHOTO PO3BHTKY,
HEMEePeHOCUMICTh (i3UIHUX
BIIPaB Ta aHOMaJIbHA
BTOMJIIOBAHICTb)

Cunapom bapra

[TporpecuBHa 1iepedenspHa
TUCHYHKITIS

SAMDIL

Cynomu Hedinut metmiien-terpariapodoar aeriaporenasu |
(MTHFD1)
Cunapowm aenenii 22q11.2

Terpanueris PNP nedinut

Tsoxka Herpoindekmis | Jedinut kommiemenTy (mi3HiX C-KOMIIOHEHTIB)

Bukinkana Neisseria sp

I{epeOpanpHa imemis

ImyHoO-KicTKOBa qucrasis Hlnmke
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Kniniunuu npose

1lioospa na I11J]

Armazis Tumyca

Tsoxkuit KoMOIHOBaHUH iIMyHOIeDIITUT

Cunapom OmeHna

JiJ>xopmKki cHHAPOM

TBX1

CHARGE cunapom

Cunzpom nenenii xpomocomu 10p13-pl4 (10p13-p14DS)

Bpomxena anonenis Ta
TucTpodis HITTIB

FOXN1 deficiency

lINnokanerieMiyna TeTadisa a6o
CyJIOMH HOBOHAPO/KEHUX

Hixopmxki cuaapom (cuaapom aenenii 22q.11.2)
Hedinut xanpuieBux kanaiis (ORAIL, STIMI)

Ex3ema abo eputpoaepmis

Cungpom Omena

IPEX (iMmyHHa AM3pEryIsLis, TOJieHJOKPUHONATI,
eHTeporarisi, X-34eIICHUH CUHJIPOM )

Hedimutr MALT1

Cunapom BickoTa-Onapivya

[inep-I1gE cunapom

Cunnpom HesepTona (ixTio3udopmHa eputpoepmis,
JiHeapHu# 1XT103, 0aMOYyKOBE BOJIOCCS)

3aTpumKa
BHYTPIIIHHOYTPOOHOTO
PO3BUTKY

MOPDI1 nedinut (ekcTpeMasibHa)
ImyHo-kicTKOBa nucrutasis Hlumke
Bpomxennit nuckeparos

CTC1 pedinur

GINS1 nedinut

SAMD9

Jlnnesuit nu3mopdizm

JiJl>xop/oki cuHIpOM

Hedimut Cernunnos, mirazu IV, etc.
Cungapom Hiltmeren

Cunnpom bioyma

STATS3 nediuur (rinep-1gE cunapom)
BCLI11B nedinur

HeonaranpHi 3yon

BCLI11B nedinur

HeonaransHuii giader

IPEX (iMmyHHa AM3perysiis, NOJieHJOKpUHONATI,
eHTepomnarisi, X-34erIeHu! CUHIPOM)

OwmdanriT, BiicTpoueHe
BIJUIUIEHHS TyTTOBUHU (Ti3HIIIE
40 nmHiB)

Jedinut aaresii JeHKONUTIB

HE®POJIOI'TA

Kniniunuu npose

Ilioospa na I11]]

AHaTOMIYHI aHOMAaJTi1 HUPOK Ta
CEYOBUBIIHUX IIIIAXIB

Cunapowm aenernii 22911.2

ATHIIOBUNA TEMOJIITUKO-
ypeMiuyHUI CHHIIPOM

JedinuT KoMIIeMEeHTY

['momepynonedpur

Jedimut kommnementy (C3)
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Hedinut dikoniny 3

IPEX
IgA Hedpomarist Cunapom BickoTa-Omnpiva
Hedpomaris 3 HEUpKOBOIO ImyHo-kicTKOBa nucruiasis Hlumke
HEIIOCTAaTHICTIO

HupkoBi 3axBOproBaHHS

Cunzapowm neneriii xpomocomu 10p13-pld (10p13-p14DS)

OHKOJIOI'TA

Kniniunuii npose

Ilioospa na I11J]

EBV-noB’s13aHi HOBOYTBOpEHHSI

ATakcis-TejeanrieKkTasis
Cunnpom Bickora-Onpiua
X-34eruieHn# JtiMponporidepaTHBHANA CHHIPOM

HPV- oB’s13aHi1

Epidermodysplasia verruciformis

HOBOYTBOPEHHS GATAZ2 nedimur
DOCKS nedinur

Jleliko3 Cunzapom bayma

Jlimpoma Rhoh nedimur

MST1 nedinut

BickoTTa-Onupiva cuaapom

Cungpom Hilimeren

Cungpom biyma

PMS2 nediuut

MCM4 nedinut

Jlirasu I nedinut

['inonnasis XpsIiB-Bo0CCs

AyTtoiMyHHUI TiMdonponipepaTuBHNAN CUHAPOM
I'inep-1gM cunapom

IlepenpakoBa opanbHa
JICHKOTLIaKIs

X-34ernieHuil BpoIKeHUH AUCKepaTo3 yepe3 AeiuT
Heckepuny

Pak neuinku

I'nixorenos tumy 16

Pak ToBcTOi KMiku Ta / abo pak | PMS2 nediuur
MO3KY (BKJIFOUAIOYH CIIAJKOBY

HETMOJIINO3HY KaplIUHOMY

KHUIIEYHUKY)

Capxoma Kanormi 0X40 nedimur

UyTIuBicTh 0 HOBOYTBOPEHb

Cungapom biayma (ageHokapLuuHOMA, MITOCKOKIITUHHUHN pak)
Cunnpom Hilimeren

ATakcis-Teneanriexrasis

DOCKS nedimut

IMyHOZEPIIMTH 3 IEHTPOMEPHOIO HECTAOUIBHICTIO 1
anomauismu oonuyust, ICF1- ICF4

['inonasist XpsIiB-BoI0CCs

Bepyuudopmua enigepmoauctpodis (kapurHoMa IIKIpH)

OPTOIIEAIA I TPABMATOJIOTI'TA

Kniniunuii npose

ITioospa na I11J]

ApTtpuT / apTponaris

NFATS nedimur
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CINCA/NOMID
Cunpapom bnay

I'inepmMoO1LIBHICTB CYTI00iB

STAT3 nedinut

Cenrtuynuii apTpuT

Jediuut aHTUTIIOYTBOPEHHS
IRAK4/MyD88/TIRAP nedinut

CkenerHi anoManii

STAT3 nediuut: cxomio3, Aedopmartisi TpyaHOT KIITKH,
rinepMoOLTEHICTh CYTJIO01B

PGM3 nedinur

Peruxynsapuuii nusrenes (AK2 aedinur): nedekT KiCTKOBO-
XPAIIOBHX 3’ €HAHb pedep

[[IumMke iMyHO-KICTKOBA UCIUIA3is: cnoHauioenidizapHa
JCTIIA3isl, TUCTUIACTUYHI CTETHA, MaIM emigi3 ToIiBKH
CTETHOBOT KiCTKH

[Nnmonasis XpsmiB-Bosiocest: AedopMariii rpyAHOT KITITKH,
¢bikcoBaHa KOHTPAKTypa JIKTHOBUX CYTJI001B, 10Bra
MaJIOTOMIJTKOBA KiCTKa, KOHYCOMOIi0HI emi¢izu ¢anaHr
MYSMI1 nedinur

MOPDI1 pedinut: ciormunoemnidizapHa qucmiasis
EXTL3 nedinuT: muraruconauiis, Kidos, BapiabenbHi
JCTIIa3ii CKeneTa

MertadizapHuii 1M30CTO3

I'inomuiazist XpsIiB-BOJIOCCS
ADA nedimur

Ocrteorenis / OcTeonopos 3
MepPEIOMHU KICTOK

AD-T'inep-IgE cunapomu (Cunapom [Jxo06a)
CTCI npedimur

XpOHIYHUH apTpUT

JediuuT aHTUTIIIOYTBOPEHHS
Cungpom bnay

COPA

Cunnpom aenenii 22011.2

OTOPHUHOJIAPUHI OJIOT'TA

Kniniunuu npose

Ilioospa na I11]]

ATpesis X0aH, IIyXxoTa

CHARGE cunipom

Benodapunreansna
HEJOCTATHICTE 3 /0e3
PO3IIECTNHH ITiTHEOTHHS

Cunnpom generrii 22911.2

[Tpurnyxysaricts / I'myxota Perukynspna nusrenesis
ADA nedinur
CHARGE cunapom
Cunpapowm nenertii xpomocomu 10p13-p1l4 (10p13-p14DS)
[ToBTOopHi abo  yckuagHeHi | JleiuT aTUTIIOYTBOPEHHS
CHUHYCHUTH
[ToBropHi  abo  yckmagHeHi | ediuut aTUTiNOyTBOpEHHS
OTUTH Jedextu darouutosy

Tsxkka HOCOBa KpOBOTCYA

Jediuut aaresii JeHKOUUTIB THITY 3

Ctpugop

Cunapom JliJlxopmki

ODPTAJIBMOJIOI'TA
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Kniniunuii npose

1Tioospa na I11J]

AHipuaist

Cunapom OmeHa

I'inepmirMeHTariss MaKyiIu

ImyHo-KkicTKOBa Auctuiasisa [nmke

Juctpodis CITKiBKH

MOPDI nedinut

Karapakra

MYSMI1 nedinur

Kono6oma

CHARGE cunapom
Cunpapom Koena

Kox’roukTHBaiLHa
TeJIeaHTieKTasis

ATakcif-Tesieanriexrasis

[IporpecuBHa XoOpiopeTHHAIbHA
qucTpodis

Cungpom COHEN

PernnainpHa Teneanriekrasis

CTC1 pedimut

Cungpowm nenerii 22¢11.2

Sumine, 6iedapur,
KOH FOHKTHUBIT

Hedextu daronurtosy
XpOHIYHUH MIKIPHO-CIM30BUHA KaHIMI03

IIYJIBbMOHOJIOT'TA

Kniniunuu nposis

1lioospa na I11J]]

Aobcr1iec nereni, MHEBMATOLIENE

STAT3-acouiioBanuii rinep-IgE cunapom

bponxoekraTruHa XBopoOa

JediuuTti aHTUTIIOYTBOPEHHS
XpOHIYHUH IIKIOHO-CIU30BUHN KaHM103

['panynboMHM J€TeHb

XpoHiuHa TpaHyJeMaTo3Ha XBopoba
Rhoh nedinur
3aranbpHu BapiabenbHUN iIMyHOASPIITUT

[HTECTHMHATBPHII THEBMOHIT

3aranbHUM BapiaOenbHUN IMyHOAEPIUT

STATS5b nedinur
[Hdexuii, BUKInKaHi Komb6iHoBaHni1 imyHOI€(h1IUTH
ATUTIOBUMH MiKOOAKTEpisiMH, NEMO nedimur

(Bxurouaroun BIXK),
TUCEMIHOBaHUN TyOEpKYyIb03

XpoHiuHa rpaHyjieMaTo3Ha XBopooa

Hebexr uusixy IFN-y / 1L-12

GATA2 nedimur (Mono MAC cunnpom, DCML nedinuT)
STATI1 nedinur (ayrocoMHO-TOMIHAHTHUI )

JedinuT perynsropaoro daxropy inteppepony 8 (IRFS)

JlereneBuil anbBEOJISIPHUN
MIPOTEIHO3

GATA2 nedinur (Mono MACcunapom, DCML cunzipom)
CSF2RA nedimut
Jedinut aneno3un aesaminazu (ADA nedinur)

JlereneBuii aciepriibo3

XpoHiuHa rpaHyJieMaTo3Ha XBOpooOa
AD-T'inep-IgE cunapomu (Cunapom Jxo06a)

[THeBMOHI1, OTUTH Ta CHHYCHUTH,
BHUKJIMKaHI KarCyJIbHUMH
OakrepisiMu

Tsxki KOMOIHOBaHI IMyHOIEDIIUTH
JediuuTti aHTUTIIOYTBOPEHHS

Jedinutu KOMIIJIeMEHTY

Komb6inoBani imyHonediuutu (IL-21 nedinur)

[THEeBMOHIS BUKJIMKaHA
Pneumocystis jiroveci

Komb6inoBasni imyHOIehiUTH

CD4OL nedimur

Cunnpom Bickora-Omnnpiva

AD-T'inep-IgE cunapomu (Curnpom J[xo6a)
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Tsokki 3aXBOpIOBAaHHS JIET€Hb
(MO>XJIMBO BipyCHI1)

NSMCE3 nedinut

Baxxko KOHTpPOJIbOBaHa aCTMa

Cenexruauii nedinut IgA
3aranpHuii BapiabenbHul IMyHOAEPIITUT
Jedinut cneunpiyHux aHTUTLIT

PAJIIOJIOITSA
Kniniunuii nposs 1lioospa na I11J]
AcrieHis SAMD9
Cunnpom Isemapka (GDF1)
AHeBpHU3MU uepedpansuux | AD-T'inep-IgE cunnpomu (Cunapom J>xo6a)
CyJIUH XpOHIYHUH MIKIPHO-CIU30BUH KaHIHI03

Armnazig Tumyca

Tsoxkuit KoMOIHOBaHUHN iIMyHOAEPIITUT

Cunypom OmeHa

JiJ>xopmKi CHHAPOM

TBX1

CHARGE cunapom

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

['ereporakcis

Cunapowm Isemapka (GDF1)

lNomnasis Mo304YKa

ATakcisf-TejieaHriexrasis

PEBMATOJIOI'TA

Kniniunuu npose

Ilioospa na I11]]

AyTOIMYHHI IMTONEHIT

3aranbHUM BapiaOenbHUN IMyHOAEPIUT

AID (akTHBaTOp-iHIyKOBaHa LIUTIJiH JAeaMiHa3a) nediuT
PNP nedimut

LRBA nedinut

IPEX

CD25 nedinut

AyTtoiMyHHUI JiMdonponipepaTuBHUN CUHAPOM

Backyuit

MHC knacy I nedimur

Cunnpom Bickora-Omnjpiva

ARPCI1B gedimut

XPpOHIYHUI MIKIPHO-CIU30BUIA KaHHI03

JIuckoigHUM BOBUYAK

C2 nedimur

IToBTOpHA rapsiuka, CEpO3HT,
apTpUT

ABTO3ananpHi 3aXBOpPIOBAHHA

CenTuuHuii apTpuT

Jediuut aHTUTIIOYTBOPEHHS
Hedinut xommnementy (Neisseria sp iHQeKIis)

IRAK4/MyD88 nedinut
Cunapom noai0Hui 1o | Jedinut koMrieMeHTy (KJIaCUYHUM HUISX )
cuctemHoro yepBoHoro Bouaka | PRKCD (PKCdnedinur)

AytoimyHHUH JiMbonporidhepaTUBHUNA CHHIPOM
CucreMHuii 4epBOHMI BOBYAK Clq nedinut

Clr gedinur

Cls nedimur
C2 nedinur
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IOBeninpHUN imionatTuaHui | JlepinuT aTUTIIOyTBOPEHHS
apTpUT Cungpom bnay

COPA

Cungpowm nenenii 22q11.2
CTOMATOJIOI'TA

Kniniunuu npose

1lioospa na 111]]

AdTO3HUN cCTOMATHT

Hetitponenis, STAT1 GOF

Bupasku cim3oBoi pora

RelA haplosufficiency

INomnasisa emani /
PEKYpPEHTHHUH Kapiec

Cunnpom genenii 22911.2

Hedextne ¢opmyBaHHS 3YO0iB,
KOHIYHI 3yOun

NEMO nedinut (ekToaepmaibHa qUCIIIa3is 3
IMyHOZEDITUTOM)

IxBa nedinuT (exromepmanbpHa AUCIUIA3IS 3
IMyHOEDITUTOM)

30epiranHs nepsuHHOTO | STAT3 nedinut (rinep-IgE cunnpom)
3yOHOTO sy
MiKkpooHTIs Imyno-kicTkoBa nucruiasis Hlumke

HeonaranbHi 3youn

BCL11B pedimur

[lepenpakoBa opanbHa
JIEUKOTUTAK1S

X-34eruieHuH BpOKEHUH AUCKepaTo3 yepe3 AeQiuT
[eckepuny

TspKke ypakeHHs epioJJOHTY

Heiitponenis

Jediuut anresii 1eMKoUUTIB

XpoHi4Ha rpaHyJieMaTO3Ha XBOpooOa

Cunnpom [laniiiona-Jledespa / cunapom Xaima-MyHKa




Jonarok 3

no CraHmapTiB MEIUYHOI JOIIOMOTH
«JliarHOCTHKa Ta JIIKYBaHHS TEPBUHHHUX
iMyHOACPIITUTIBY

Iloka3aHHs 10 NIPU3HAYEHHS 3aMiCHOI Tepamil IMyHOIJ100yJliHAMHI

Ho3ousoriuna ¢popma
iMmyHoaedinuTy

YMoBu  (0c00JIMBOCTI) 3aMicHOI

Tepamiii IT”

NMPpU3HAYCHHSA

CnankoBa rinmoraMMaryiooysiHeMis
3araneHuil BapiabenbHUN
iMmyHO e PiITUT

I'inep-1gM cungpom

VYcim mamieHTH 6€3nepepBHO MPOTIATOM YChOT'O KUTTS

Tsokxuit komOiHOBaHUH iMyHOAE(DIIUT

Jo, mix yac ta aeskuit yac micis npoeaeHHs TT'CK.
Hesaxi mamienta micns TI'CK motpeOyroTh 3amicHOT
tepanii II' TpuBasio abo MOXUTTEBO (SIK TIpH
arammario0ymiHemii)

3amicHa teparis I € HemoCcTaTHBOK IS KOMIICHCAITi
BCIX JIAaHOK MOPYIICHOTO IMYHITET, TOMY NapajieibHO
MarTh PO3TJIAIATUCSA MPOTHMIKPOOHA Teparlis Ta iHII
METOM Tepamii 3a MOKa3aMH.

HedimuT cyOkiaciB iMyHOTTIO0YIiHY

G

Jebinut cienudiyHUX aHTUTLT

TpaH3uTOpHA MAIIIOKOBA
rinmoraMmarsiao0ymHeMis

Bincytnicts BignoBiai Ha OuUIKOBI abo moiicaxapuaHi
BakUMHU (audrepiiHuii / mpaBIEBHIA aHATOKCHHH,
roJricaxapyiHa THEBMOKOKOBA BaKIIMHA)

1/abo

PeunouBHi OakrepianbHi iHQEKIil: 1m0 MNOTPeOYyIOThH
BHYTPIIIHLOBEHHOTO IPU3HAYEHHS aHTUO10THKIB; OTUTH
3 PUBUKOM BTPATHU CIIyXY; MTHEBMOHII; OpOHXOEKTa3u
JlikyBaHHS TPOBOAMTHCS [0 CTa0LTI3AMIl KITIHIYHUX
MPOSBIB (< 6 MICSIIIB)

3T moxe OyTu nepepBaHa 3 MPOBEIEHHSIM IMOBTOPHOL
OLIIHKK IMYHHO!I BiIMOBiAI 4Yepe3 3-5 MicAliB Micis
Biaminu I[" Ay BUpiEHHST MUTaHHS OO MOJATBIIOL
TaKTUKHU

WHIM cunapom

STAT1 GOF cunapom
NEMO

nedimutn IRAK4 Ta MyD88

3umkenHs piBHA [gG <4 r/n
/ab0 mopyleHa BiAMOBiAb Ha BaKIMHAIbHI aHTUTECHU

1/a00 HasSBHICTh TSDKKUX PpELUAMBYIOUUX  1H(EKIIH
HaBiTh NpU HOPMAIBHUX PIBHAX  CHPOBATKOBHUX
IMYHOTJIOOYJIIHIB

Hedinut LRBA

Hedimur CTLA4

X-34eIIeHUN
nimM¢onponipepaTuBHUN CUHAPOM
Hedekru, acomiifioBaHi i3 YyTIUBICTIO
no EBV (medimmmru CD70, CD137,
RLTPR, PRKCD Tom10)
AJITIC-Casp8

3umxenHs piBHa 1gG <4 1/n
1/ab0 TopyIlieHa BiAMOBIAhr HA BAKIMHAJIBHI aJepreHU

1/a00 HasABHICTh TSKKMX PELHUIMBYIOUUX 1HQEKIii
HaBiTb MpU HOPMAJIbHUX PIBHAX CHPOBAaTKOBUX
IMYHOTJ100Y1iHIB

OCHOBHiI NpUMHIMIIM TPOBeJeHHA 3aMiCHOI Tepamii iMyHor;100y1iHaM#u

1. ITepen moyaTkoM 3aMiCHOI Teparii IMyHOTJIO0YIiHOM Oa)kaHO MEPEBIPUTH BIAMOBIIb HA
BaKIMHAIIO. BUKIIOUEHHSIM € TAaIllieHTH 3 araMMariioOyTiHEeMi€ro, a TaKoXK HEeBiJKIagHa
KJIIHIYHA CUTYAITis.
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2. 3aMicHy Tepamilo IMyHOTJIOOYJIHOM  CJIiJT TPOBOJUTH YyCIM  IMaIliEHTaM 3
arammarsiooyminemiero (19G < 2 r/n).

3. 3aMicHy  Tepamir0o  IMYHOIVIOOYJIHOM  CIIiJI ~ TPOBOJUTH  TMAIliEHTaM 3
rimoramMmarioOymiineMiero (3HmkeHHs piBHA IgG) Ta BiACYTHBOIO a00 CHIIBHO 3HHKEHOIO
npoaykuiero crenudiuanx IgG 3a HaABHOCTI MATONOTIYHOI CHPUHHATIMBOCTI JO 1H(EKIIH
(xputepii ELVIS).

4, 3amicHy  Tepami0  IMyHOTJIOOYJIiHOM  Ci  pO3TIsAgaTH y  TAIllEHTIB 3
rimoraMmmarioOymnineMiero (3HwkeHHs piBHA IgG, wanpuknan npu 3BIJ) Ta iMmyHHOIO
TU3PETYJAIIE€0, OCOONMMBO Y BHIMAAKY MEIMKAMEHTO3HOI IMyHoOcympecii Ta/abo iMyHHOL
[UTOIICHI{, HABITh SKIIO HEMA€E MATOJIOTIYHOT CIIPUHHATIMBOCTI A0 1H(EKIIii.

5. 3amicHy  Tepartiio IMyHOTJIOOYJTIHOM ~ CHIIJ ~ TakoX  pO3MISAaTH  TPH
rinorammariaoOymninemii (3HmkeHHs piBHA IgG) 1 maronoriuHiil CIpuiHATIMBOCTI 10 iH(EKIIii,
HaBITh NMPH JOCTaTHINA mpoaykuii cierudivanx 1gG.

6. Y pasi i301p0BaHOro abo koMOiHOBaHOTrO nedinuTy migkaaciB 1gGi.3 3 TaTOIOTIYHOIO
CXWJIBHICTIO 10 1H(QEKINI, 3amicHa Tepamis IMYHOTJIOOYIIHOM MOX€ pPO3IIIAIATUCS ITiCHs
HEJIOCTaTHhO1 €PEKTUBHOCTI aHTHO10THKOIIPO(ITAKTUKH.

7. Ilpu nedinuTi IgA, cenekruBHoMy nedinuri IgM abo i3oapoBanomy aedimuti IgG4 3a
HAsBHOCTI  aJeKkBaTHOi  mponykmii cneuudiunux a"tutin  IgG  3amicHa  Teparmis
IMyHOTJIOOYJIiHAMH HE 3aCTOCOBYETHCS.

8. [Ipu komMOiHOBaHMX iMyHoAe(diIMTax OJHA JIMIIE 3aMiCHAa Tepamis HEIOCTaTHS.
[ToTpiOHe mepeBeneHHs 0 LEHTpa 3 JOCBIIOM AIarHOCTHKH Ta JIIKYBaHHS IMyHOAE(DIIUTIB Ta,
3a HeoOxiaHocTi, mpoBeacHHs TT'CK.

9. [NoniBaneHTHI MpenapaT iIMyHOTIO0YIIHIB Pi3HUX BUPOOHUKIB MOKYTh B 3HAYHIH Mipi
BB)KATHUCS €KBIBAJICHTHUMHU 32 €()EKTUBHICTIO.

10. BHyTpilmHbOM'SI30BE 3aCTOCYBaHHSI IIOJIIBAJICHTHUX IMYHOTJIOOYJIiHIB HE MOBHHHO
BUKOPHUCTOBYBATHUCS JJIS 3aMICHOT Tepartii.

11. IlinmkipHe BBEAEHHS TMOJIBAJICHTHUX MpenapariB IMyHOIJIOOYJiHY, CIeliaabHO
PO3pO0JIEHUX JUISl TAKOTO IIJISIXY BBEIEHHS, BBAKAETHCS €KBIBAJIEHTHUM BHYTPIIIHBOBEHHOMY
BBEJICHHIO.

12. MicsuHa g03a IMyHOIJIOOYJiHY JUId 3aMiCHOI Tepamii € OJHaKOBOIO IpH
BHYTPILIIHBOBEHHOMY Ta MIJUIKIPHOMY ULUIIXaX BBeneHHA. IlinTpumyBanbHa J03a Mae
BHU3HAUATHUCS I KOXKHOTO TAIlieHTa 1HIUBIAyadbHO B 3aJI€KHOCTI Bifl CIPUHHSATIMBOCTI JO
1H(ekii.

13. Jlo3y iMyHOTrJ00Y/MiHY AJS HALi€HTIB 3 OXKHUPIHHAM CIIOYATKy CIIiJl pO3pPaxOBYBaTH 3
BUKOPHUCTAHHSIM 1]1eaIbHOT 200 CKOPUTOBAHO1 MacH Tija.

14. MoHiTOpUHT KIIIHIYHOT e(QEeKTUBHOCTI Ta mepeaTpaHcdysiiiHoro piBHa 1gG B
CUPOBATIII KPOBI CJIIJI MPOBOAUTH KOXHI 3 MICSIIl BIPOJOBX MEPIIOTO POKY 3aMiCHOT Teparii, a
JaJi MpuHaiMHI KO>KHI 6 MicsIIiB pH cTabimpHOMY piBHI 19G.
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no CraHgapTiB  MEIUYHOI JIOIOMOTH
«JliarHOCTHKA Ta JIKYBaHHS MEPBUHHUX
IMyHOAE(IITUTIBY

Baknunauis oci0 i3 neppuHHUMY iMyHOAeinmTamu

Oco0mBocTi BakuuHanii namieHTin 3 I1/1

1. Yci iHakTMBOBaHI BaKIMHU (IUTBHOKJIITHHHI, IIJILHOBIPIOHHI, CyOOIMHUYHI,
peKoMOiIHAHTHI, TTOTicaxapyuaHl, aHATOKCUHHM ) MOKHA Mpu3HavyaTy namieaTam 3 [11/].

2. Oco6am 13 TKIJ mpoTunokazane BBeneHHS *)uBUX BakiuH (BakuuHu KIIK,
BaKIIMHU TPOTH BITPSHOI BICIH, BAKIIMHU MPOTH POTABIPYCHOI 1H(QEKIII, BaKIIUHU
IIPOTH JKOBTOI rapsiuku, BakiuHu BIDK).

3. Tlamientam 3 pgedexToM aaresii JIEMKOUMUTIB Ta IHIIUMH HEYTOUHCHUMU
(yHKUIOHATBHUMU JiepexkTaMu (arouuTo3y MPOTUIOKA3aHA BaKUUHALIA >KUBUMU
BIpYCHUMH BaKIIMHAMU.

4. Ocobam, siKi KOHTakTylTh 13 XxBopuMmH Ha TKI/[ Ta arammarioOyminemii, He
BBOIATH OIIB, 111 BakIMHAalll] TAaKKUX MAIIEHTIB 1 iX OTOYEHHS 3acTOCOBYIOTH I[1B.

5. Bakumuamiss *WBUMHM BakIMHamMu (IPOTU KOpPY, KPAaCHYXH, EIiJI€MIYHOIO
MApOTUTY Ta BITPSAHOI BICIH) PEKOMEHAYETbCA 0CO0aM 3 HETSXKKUMHU (POpMaMH
cuaapomy i Jbxopmki mis ocio 3 CD3+ T-mimdommramu > 0,5 I'/n, CD8 + T
nimpouuramu >0, 2 ['/1 Ta HOpMaNIbHOIO MTPOJIPEPATUBHOIO PEAKITIEI0 HA MITOTCHH.

6. bakrtepianpHi Ta BIpYyCHI aTTEHyHOBaHI >XMBI BaKIMHU MPOTHUIIOKA3aHI
namientam 3 jaedekramu curHampHoro muisixy TLR ta IL-12/IFN-y, ockinbku
nedextn muaxy IL-12/IFN-y acorirorThCs 31 3HAYHOK CXHIIBHICTIO 70 XBOpPOOH,
cnpuunnenoi BIDK, HeTyOepKyIbo3HUMEI MIKOOAKTEpisSIMU Ta CaIbMOHEIIAMH.

7. TlamieHTH, sKI OTpUMYIOTH 3aMicHy Tepamnito II', y pasi kKoHTakTy i3
30yTHUKOM 3aXBOPIOBAHHS, TPHU SKOMY PEKOMEHIYETHCS TPOBEACHHS EKCTPEHOI
IMyHONPO(IIAKTUKU (HANpPUKIIAJ, CKa3, remnatut B, mpasenp), MOBUHHI OTPUMATH
cnenugiuanid ans 30yaHuka II' y pexomeHAoBaHiil 1031, OCKUIBKM CTaHAApTHI
npernapaTtd IMyHOIVIOOYJIIHIB HE MAarOTh aHTUTUI J0 HUX 30yJIHHUKIB a00 pIBEHb
AHTUTLI BapiaOenbHUM.

8. Bcim mamientam 3 IIIJI, siki 3maTHI (opMyBaTd iMyHHY BIAMNOBIAL Ha
IICTUICHHS, JOIUIBHO PEKOMEHAYBATH JOJATKOBY BaKIMHAINIID TMPOTH BIPYCYy
MarmJIOMH JIIOAWHUA Tpu cuHApoMi BickoTTa-Onapuda, aTakcii-TeneaHTieKTasii,
nedimuti NfKB, medinuti amresii neiikonutis, X-3derieHomy rinep-IgM cunmpomi,
WILD cunapomi, 6oponaByactiii emigepmoauciuiasii (mytarii TMC6 a6o TMCS8),
WHIM cunapomi, ayrocomHo-periecuBHOMY rinep-1gE cunapomi (mytarriss DOCKS),
cunapomi Hezeprona (myramist SPINKS) ta inmmux.

9. INamienTam 3 ayTo3anajbHUMM 3aXBOPIOBAHHSIMU BaKIIMHAIIS 31HCHIOETHCS
BiAnoBigHO 10 Kamennmaps npoduiakTuyHUX MIemieHb Ta llepeniky meauyHux
IIPOTHUITOKA3aHb J0 MPOBEACHHS MPOQITaKTUYHUX MICTIEHb, 3aTBepikeHnx MO3.

Hedexr Ho3ouoriuni ¢popmu | IIporunoxasani | Pekomengosan | E¢pexkTuBHicTh
JIAHKH BaKIHHU i BaKMHH

iMyHiTeTy

B- Tsoxki popmu OIIB, BIXK, [Tpotu rpumny EdexTuBHICTD
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niMponuTH rimoraMmarjoOyimiHeMi | KMBa BaKIIMHA CyMHiBHA
(rymopainbHi) | i (cnagkoBa npoTH TUDY
rimoraMmariaoOymHeMi
s1, 3arajabHUH
BapiaOeIbHUN
IMyHOIEIITUT)
[TaprianeHi qedinuTu OIIB (ixmmi xuBi | [THeBMOKOKOBa, | Bakuuau
AHTUTIIIOYTBOPEHHS BaKHHU IIPOTH TPUILY eeKTHBHI
(cenekTuBHMM nedinuT | Oe3meyHi)
IgA, nedinur
cyokiaciBlgG)
T-nimporuta | [ToHi nedextu (TKII) | Yci xusi Bakuunu
(xMiTHHHI Ta BaKIIMHU MOXYTb OyTH
KOMOiHOBaHi1) Hee(eKTUBHUM
u
YacTkoBi nedextu VYci xuBi [THeBMOKOKOBa, | EdpexTuBHICTH
(cunapom Jli JkopKki, | BaKIMHU MEHIHIOKOKOBA, | 3aJ€KHUTh Bif
cuHIpoM Bickorra — Hib, npotu CTYIIEHS
Omnnpiya, atakcis- rpumy iMyHOCyTpecii
TEJICaHTI1eKTa3is1)
Cucrema Jedinut panHix abo [Iporunoka3anp | [THeBMOKOKOBa, | YcCi BaKIIMHH
KOMIUIEMEHT | Mi3HIX KOMIIOHEHTIB HEMae MEHIHTOKOKOBA, | €(peKTHUBHI
y MIPOTHU TPHUILY
daromuros XpoHiuHa Kusi ITueBmokokoBa, | Yci
rpaHyJIeMaTO3Ha OakTepiajbHI Hib, npotu 1HAaKTUBOBAaHI Ta
xBopo0a, nedext BaKI[MHU TpHILY YKUBI BIPYCHI
anresii JIEMKOIUTIB BaKIMHU
e(heKTuBHI
Hedextu BIDX
nuiaxy IL- 3acrepekeHHs
12/1IFN-y 00
BakIMHAI]
KUBUMU
BIPYCHUMU

BaKIIMHaMH




JlomaTok 5

no CraHamapTiB  MEAWYHOI
pormoMoru  «J/liarHoctuka Ta
JIKyBaHHS MIEPBUHHUX
IMyHOE(DIITUTIBY

PexoMenpanii mogo ocodauBoOCTEil €HOCO0Y KUTTHA TAa XAPYYBAHHSA Y
nanieHTin 3 11

Bumoru 10 noMemikaHHs Ta mo0yT. BoJOTICTh y TOMEITKaHHI Ma€ CTAHOBUTH
40-60%. Y nomenikanHi, fe npokuBae namieHT 3 [11J] He moBuHHO OYTH TUTICHSBH Ta
Uy, CIiJI TPOBOJUTH IOACHHE Bojiore mnpubOupanHs. Js maiieHTiB 13
koMmOiHoBanumu I1IJ] ciing 3abe3meunTy 130JI41iF0 BijJ AiTeH, YHUKATH BiJABITyBaHb
roctei, ocobmuBo 3 niteMu. IlamienTam 13 He#TpomneHiero Ta XI'X He0OXiIHO
YHUKAaTH KOHTAKTIB 3 3allIICHSBIJIOI TpPaBOIO, JIMUCTSIM Ta CIHOM, BIJBIIyBaHHS
MiJBaJbHUX TMPUMIIIECHD;, Y ABOpi, N XUBYTh XxBopl XI'X, cmij yTpumMaTuch Bia
BUKOPUCTAHHS CaJ0BOTO IEPErHOl0, HE CHAIIOBATH JIUCTS, KOPY Ta TUIKU JIEPEB,
VHUKATH KOHTAKTy 3 MarepiajaMu Ha OCHOBI IpyHTY. He pekoMeHIyeThCs TpUMaTH
TBAapuH y JoMmi. Irpamku Ta irpoBa 30Ha JUisl IIT€d MarOTh PEryJsPHO OYMIIYBATHUCH
Ta JAe3iH(ikyBatuch. He ciijax IIIUTUCA KHUTaMH, MOTPIOHO Je31H(IKYBaTH
OOKJIaJINHKY, IPOTE 171€aTbHO BUKOPUCTOBYBATHU €JIEKTPOHHI KHUTH.

Ocobam 3 IIIJ[ Ta wieHam IXHiX POAMH HEOOXIJHO PETEIBHO MHUTH PYKH
KOYKHOTO pa3y Iepeja BXOJOM 1 Miclid BUXOJY 3 KIMHATH / KBapTUPH / MallaTu; J0 1
IicIIs KOHTAKTY 3 MAIllEHTOM, a TaKOXK Iepe]l MPUHOMOM 1K1 Ta MICis BiJBIyBaHHS
BOupasibHi. CiiJi YHUKATH HOCIHHS KaOJy4yoK, IITyYHHMX HITTIB Ta KJICHOBHUX
MOB'SI30K, OCKUIBKM  BOHM  MOXYTh  CIyryBaTH  JDKEPEJIOM  IMAaTOTCHHHX
MikpoopraHi3miB. KoHTakTHI 0cO0H, K MalOTh 03HAKH a00 CHUMITTOMH, 110 CB1/T4aTh
npo iHdekIii abo KOHTaKT 3 I1H(QEKIIHHUMU XBOPUMH (BITpSIHKA, MApOTHUT, Kip,
KOKJIIOIII), TIOBUHHI OYTHM BHUKJIIOYEHI 3 OE€3MOCEepPEIHHOT0 KOHTAKTY 3 MAIli€HTOM.
HarmonernmBo peKOMEHIYETHCS TPOBOIUTH BAKIMHAIIIO TPOTH TPHUITY TPOTATOM
KOYKHOTO CE30HY TPHITY.

VYci unenu ciM'l 13 3aXBOPIOBaHHSMHU, K1 MEPEJAIOTHCS 32 JOIMOMOTOK0 IPSIMOTO
KOHTAaKTYy, MOBITPSIHO-KPAINEIbHUM LUISIXOM, MOBUHHI OyTH OOMEXEH1 BIJ HPSIMOTO
KoHTakTy 3 marientom 3 IIIJI. YUnenam cim'i mamientiB 3 IIIJI cmig perymnsipHO
MPOXOAUTH MEIUYHUM OIJIsi[, BYACHO BUSIBISATU Ta JIIKyBAaTU OyAb-AKI THIWHI
iH(pekii (THIMHMYKOBI BUCHUIIAHHA, BYrpl Ha IIKipi, TallMOPUT, KOH IOHKTHUBIT,
anriny). [Tamiearam 3 I1IJ[ Ta ocobam, siki TPOKMUBAIOTH PAa30M 3 HUMH, HE MOKHA
KYPUTHU TIOTIOH, MapUXyaHy Ta €JIEKTPOHHI CUTapeTu. Yl MaloTh OYTH 3aXUIIIEHUMU
BiJl BAaKIIMH-KEPOBAHMUX 1H(EKIIH PEKOMEHIOBAHUMH BaKIIMHAMM.

IlogenHa akTuBHicTh. [loTpeOu y CHI, BIAMOYUHKY Ta PyXOBiii aKTUBHOCTI HE
BIJIPI3HSIFOTBCSA BIJ] TaKWX, 110 PEKOMEHIIOBaHI I BIAMOBITHOTO BIKYy Ta CTari.
KopucHuMu € mporyiasHKM Ta akTHUBHI ITpH IS JITeH HAa CBDKOMY TOBITPI,
TPUBAJICTh AKUX Ma€ CKIaAaTH HE MEHIIIC JBOX I'OJIMH Ha J00Y.

Iiriena mkipu Ta ciiu3oBUX 000710HOK. OOOB'SI3KOBUMU € MIOJASHHUN Y1 200
BaHHA JIJIsl IOTJISIY 32 LIKIPOIO, BATUPATUCS CIIIJI HIXKHO M’ SIKUM YUCTUM PYIIHUKOM,
1] 4ac TITIEHIYHUX MPOUEAYp 3AMCHIOBATU PETEJbHHUM OTJISA] IIKIPU Ta BHAMMHX
cnu30BUX 00070HOK. Ocob0aM 3 €K3eMOI, €K3eMO-TIOJIOHUMHU JIepMaTo3aMu Ta
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CYXICTIO IIKIPU CJiJ PErYJSPHO 3BOJIOKYBATH MIKIPY CIEIaIbHUMHU 3aCO0aMHM ITiCIIS
KyHaHHS.

Cnix marpuMmyBaTH Tiri€Hy pOTOBOI NMOPOXKHUHHM Ta 3yO0iB, JBi4l Ha JCHB
YUCTUTH 3yOM Ta BYACHO MNPOBOAUTH ixX caHamiio. KoxHi 3-6 wMicdliB Mae
IPOBOJUTHUCS OTJISIT] Y CTOMATOJIOTA.

XapuyBaHHSI TAa HYTPIiTHUBHA MiITPUMKA:

SIKIO TUTHHA Ma€ HOPMAalbHUN HYTPITHBHHUI CTaTyc, CleliajbHa Ji€Ta He
noTpioHAa.

ko € MmanmbabcopOItis, 617TKOBO-CHEPTreTUYHA HEIOCTATHICTh, TOTAHUN aIleTHT,
MPU3HAYAIOTHCS JIIKYBaJbHI cyMilli. EHepreTHuny MIHHICTH pallioHy MiJBUIIYIOTh Ha
20-30% Big HOpMH [T (PAKTUYHOT MacH Tija.

VY TSKKUX BHIIQJIKaX NPU3HAYAIOTh TMOBHE a00 YacTKOBE IapeHTepasibHE
XapuyBaHHS.

[Ipu mpuroTyBaHH1 iK1 CII1J] JOTPUMYBATUCS YUCTOTH PYK, MOCYY Ta KyXOHHHUX
MOBEPXOHbB, MPABWJI COPTYBAHHSI, IPUTOTYBAaHHA Ta 30epiraHHsl.

[Ipu cxknagaHHi MEHIO Ci TOTPUMYBATHCS MPUHIIUITB 3JOPOBOTO XapyyBaHHS:

MiATPUMYBATH IPYJIHE BUTOJIOBYBAHHS IUTUHU SKOMOTa JIOBIIIE;

opraHizyBatu 4-5 KpaTHUI MPUHOM 1K1, MOYMHAIOYH 3 6-MICSYHOTO BIKY,

JUTSl IATTSI BAKOPUCTOBYBATU KUN'siueHy Boay, 100% cik mume micas 1 poky 1
nopito (200 mMi1) Ha 1I€Hb, YHUKAWTE COJIOAKUX HAIOIB;

OCTaHH1M MPUKHOM 13Ki1 Ma€e OyTH HE MEHIIIE SIK 3a 2 TOAUHU J0 CHY, TOYMHAIOYH 3
2-pidHOTO BIKY;

KOPHUCHI BYTJIEBOJIU: KPYIH, KOPUUHEBUHN PUC, IIJTbHO3EPHOBUM XJ110, MIOCTI,
MaKapoOHU 3 TBEPJAUX COPTIB MIIEHUII;

IpOayKTH Oarati 611KoM Ta 3ami3oM: M'sco (1 p/Tix — yepBoHe, 2-3 p/THx —
oine), sitne — Y2-1 /nenn, 600u;

3 MoJ04H1 TPOIyKTH Ha AeHb (200 M 61510r0 HOTYpTY M Kedipy 4u MOJIOKa,

50 T M’sxoro cupy, 10 r 61710r0 TBEpAOTO CUPY, MOPIIIIO IUTIIOTO MOPO3UBA); SIKIIIO
HEOOX1THO BUKITIOYUTH KOPOB’I4€ MOJIOKO 3 PaIlioOHy, CITiJ1 IIOJEHHO OTPUMYBATH
XapuoBl JOOABKHU KaJBIII0 (KAJIBIIIO TJIFOKOHAT, KapOoHAT abo 1UTpar);

5 pi3HHUX OBOYIB / PPYKTIB IIOHS, KAPTOILISL HE BPAXOBYETHCS, TPUIIPABIISITH
cajaTu o€l (0JIMBKOBOIO, PAriCOBOIO, KYKYPYA3SIHOIO, JUITHOK, TOPIXOBOIO);

CIO’KMBAHHS «IPAaBWILHUX» KUPIB (prda - 1-2 pa3u/Tux, ropixu / HaclHHA — 2
CTOJIOBI JIOXKKH / 100y, aBOKAaJ10);

PI3KO OOMEXHUTH CHOKMUBAHHS CHEKIB, cookoro (10 50 r/go0y), BiABIAyBaHHS
dact-pyny He yacTime 1 pa3zy Ha MicCAIlb,

1] Yac MPUTOTYBaHHS CTPaB BUKOPUCTOBYBATH M0JI0BaHY CUIb (5 1/100Y).

[Tamiearam 3 KOMOIHOBaHUM iMyHOIePITTUTOM, KUIbKICHUMH Ta
byHKITIOHATPHUMEU JTepeKTaMu HEHUTPO(DUILHUX TPaHYJIOIMUTIB 3a00POHEHO JaBaTH
XapyuoBl MPOAYKTH Ta HAMOi, 10 MICTSATh MOTEHIIAHO HIKIAJIUBI MIKPOOpPTaHi3MH.
Crig yTpUMAaTHCh BiJl CIIOKUBAHHS TOPiXiB (0COOJIMBO BOJIOCHKHUX ), SIKI HE T IAIUChH
MPOCMaXXEHHIO (JKepeno TpuOkoBoi 1HGEKIN), JMMOHIB 31 MIKIPKOIO (IHKepero
¢by300akTepiit), M'IKOTO CHUPY 3 HEMacTepu30BaHOro Mojoka (dera, Opi, kamambep),
Ta KHCJIO-MOJIOYHUX TMPOAYKTIB, MPOAYKTIB IKMUBOrO OpomiHHS  (IXKepeno
IpiKmKenoaiOHMX TpuOiB) TakKuX, SK KBac, IHMBO, CBDKE JAPDKIKOBE TICTO.
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3a00pOHEHO CHOXKMBATH BYJIWYHY i’Ky, HENAacTepU30BaHI MallTETH, CcHpe abo
HEJ0CTaTHBO TEPMIYHO 00pOOIIEHE MOJIOKO, M'SICO, TOTPOXH, MOPENPOIYKTH Ta SULIS.
J103BOJIEHO CHOXXKMBAaTH MHUTI Ta, OakaHO, TEPMIYHO 0OpoOJeHI OBOYi, (PPYKTH Ta
aroau. Ciii OOMEXHUTH CIOXUBAaHHS XapuyOBUX MNPOJYKTIB, IO MOXYTh MICTUTH
KaHIIEPOT€HU: KOIMYEHl Ta CMa)X€HI Ha BOTHUII CTpaBH, LIO MICTITh MPOIYKTH
HEMOBHOT'O 3TOpPaHHS, CIIOKUBAHHS MApUHA/IB, PICHUX MPUIIPAB, AIKOTOJIIO, YiICiB,
CyXapuKiB, Ta30BaHUX HAIOiB, )KyBaJIbHUX TYMOK. TeMriepaTypa cTpaB Ta HaroiB Mae
He nepepuiryBatu 40°C.

JIist mpodiTakTHKY 3aKpimy HEOOXiTHO BKUBATH JOCTATHIO KUIBKICTh PIAMHY Ta
JOTPUMYBATHUCH JIETH 3 BETUKOIO KTBKICTIO KITITKOBHUHHU.

CouiajnbHa akTuBHiCTH Ta A03BuLIA. [lamientam 13 TKIJI, 3 HelTpomeHieo
CJII YHUKATH BIJBIlyBaHHS T'POMAJCBKUX MICIb 3 BEJIMKHUM CKYIMUYEHHSIM JIIOJACH.
JiTH, sIKi OTpUMYIOTh PEryJsipHy 3amicHy Teparito II', MOXyTh BIABIyBaTH IIKOJY,
CaJO4YOK Ta IHII JUTAYl KOJICKTUBH, BKJIIOYAIOUM PI3HI TYPTKH, CEKIIi TOIIO.
Boanouac, npu XI'X / HelTporneHii AUTHHY HE MOXHA 3aJlydaTd 10 MPUOMpaHHS
MPUIIKUTBHOT TEPUTOPIT, OCOOIMBO OMAIOTO JIUCTSA, poOOTH Ha KiyMOax, HeOaKaHUM
€ 3aIy4eHHs J0 MPUOUpaHHA KJacy, OTJIALY 3a KIMHATHUMH POCIIMHAMH Ta KUBUM
KyTOYKOM.

[Tamientam 3 HedTponeHiero Ta XI'X ciig yHUKAaTH KOHTAKTy 3 NTaxaMu Ta
TBapuHamu (depmu, 300mMapk, MUpK). Benuky HeOesneky mnpeactarisie pobOoTa 13
CaJIOBUM IIEPETHOEM Yepe3 PHU3UK acleprijibo3y, HEOOXIHO YHUKATH pOOIT IO
MepeKIaJaHHI0 KOMIIOCTHUX KyY, Mepecail JOMaIHIX POCIHH, OYHILECHHI IT1/IBaJIIB
Ta rapaxiB, pyWHYBaHHIO CTapUX OyIiBEIb ISl PEKOHCTPYKIIII.

[Tamientam 3 XI'X Ta HEUTponeHi€ 3a00POHEHO TUIABAHHS y BIAKPUTIM BOAI,
ajyie MOXJIMBO B I00pe XJIOpOBaHUX OaceiHax.

Cuopr i ¢piznuni HaBanTaxkenns. [lamienra 3 [1[J] pekoMeHyeTbCs peryasipHO
pobutu (i3u4HI BOpaBH, MPUAUIATH yBary BiInmoynHKy. He Oaxkano 3aiimatucs
TYpU3MOM, 1HITUMH BHJIAMH CIIOPTY Ha BIJIKPHUTIH MICIIEBOCTI Ta BOAHUMHU BUJIAMH
CIIOPTY Ha BIAKPUTIH.

JUist  TATPUMKH TICUXIYHOTO 370pOB'S, TOJOJAHHS TPUBOTU Ta CTpPECy
KOPUCHUMU € 1HIUBITyalibHa, CIMEWHA, TPYMoBa MCUXOTeparis Ta KOHCYJIbTyBaHHS
3a MPUHLUIIOM «PIBHUI PIBHOMY.

Koxxen mnarmieHT Ta #Horo OJM3bKI MalwTh OYTH O3HAHOMJIEHHUMH 3 yciMa
BapiaHTaMU JIIKyBaHHS Ta MaTU PO3pOOJICHHHA pa3oM 3 JIKYIOUUM JIKapeM
(MyJIBTUIUCUUIUTIHAPHOI KOMAaHJOK0 JIIKAapiB) I1HAWBIAYyaJIbHUN JETaJIbHUM IUIaH
JKYBaHHS, B TOMY YMCII1, A1l Y HAA3BUYAMHUX CUTYaIlIsX.




