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TEeXHOJIOTIYHHMX JOKYMEHTIB 3i cTaHJAapTU3auii MeIM4Hol J0NOMOTrHA Ha 3acajax
JA0KA30BOI MeIMUIMHMA XBOPUM Ha JeilUT Mi€J10NepOKCHIA3H

Yo’ sk Banentuna
Bonoaumupisua

YepHuiora
Jrogmuna IBaniBHa

Hpannik ['eopriii
MukosaiioBnu

Jlimmmmua Onena
MuxaitniBHa

I'aBpunenko TersiHa
[nniBua

Kaitnames Irop
ITerpoBuu

Knumenko Cepriit
BikTtopoBuu

KocTtiouenko
Jlapuca BacuniBHa

Kypuenko Annpiii
IropoBuu

Jlimyx-AAxumoBuY
Xpucruna
OnexkcanypiBHa

Mamumox Onbra
Bononumupisna

3aBigyBad Kadedpu KIIHIYHOI iMyHosorii Ta aneprojorii JIbBIBCHKOTO
HaIllOHAJBLHOTO MEIWYHOrO YyHiBepcuTeTy imeHi Jlanwmma [amuipkoro,
I.MeJI.H., ipodecop, TOJOBHHUM no3amraTHuil cnerianict MO3 Ykpainu 3i
criemianbHOCTI  «Auneprojioris  Imynosoriss  KiiHiuHa — iMyHOJIOTIA
JlaboparopHa iIMyHOJIOT 15,

3aBigyBad Kadenpu nutauux iHQekniiHux xBopoO HamionanbHOI akagemii
micasiaumiomuoi  ocite  imeni  [LJI. Ulynwuka, n.mem.H., mpodecop,
rOJIOBHUM mo3amTatHui croerianict MO3  VYkpainm 31 crnemiaabHOCTI
«dutsua iMmyHOIOT 151,

npodecop Kadeapu KIIHIYHOI IMYHOJOrii Ta aJeproyiorii 3 CeKIEr
MeANYHOI TeHeTMKH HallioHampHOrO MEIWYHOrO YHIBEPCUTETY IMEHi
0.0. boromonblis, MOYECHUM TPE3UIEHT YKpPaiHCHKOIO TOBApUCTBA
CHerianicTiB 3 1MYHOJIOTii, aneproiyorii, iMyHopeaOiumiTalii, A.MeqI.H.,
npodecop;

mupekTop [lemaprameHTy craHmaptusaiii MeIuyHux mnociayr JlepxaBHOrO
mianpuemcTBa «Jlep>kaBHU eKkcriepTHUE LeHTp MiHicTepcTBa OXOpOHH
310pOB' YKpaiHu;

3aBimyBauy BigaUTy iMmyHojorii HarioHaapbHOro HayKoBOTO — LIEHTPY
HepxaBHoi  ycraHoBM  «lHCTUTYT  Kaphiojorii  iMeHI  akaJemika
M./1. Crpaxxecka HAMH VYkpainn», ronosuuii cnenianict HAMH Vkpainu
3 1a0OpaTOPHOI A1arHOCTUKH, 11.0101.H., mpodecop;

3aBiflyBay Kadeapu BHYTPIIIHIX XBOpPOO 3 JOMNIAJOM 32 XBOPHUMH
cromatoJioriunoro ¢akynaerery, 3aBigyBau [[HIJI Bumoro nepxkaBHOrO
HaBYAJIBHOTO 3aKjaay YKpaiHH «YKpaiHChbKa MeIUYHa CTOMAaToJIOTiyHa
aKajgemis», NPe3UACHT YKpaiHChKOTO TOBapHCTBa  CHEIaNICTIB 3
IMYHOJIOT1, ajeproiorii, imyHopeaOiiTarii, 1.Mea.H., mpodecop;

3aBiAyBay BUIJIIJICHHS MEIUYHOI TeHeTuKku JlepKaBHOI  yCTaHOBU
«Hamionanpauii  meHtp pamianidinoi wmeaunuan»y HAMH  Vipainwy,
JI.MeI.H., podecop, rooBHUN mo3amrarauil criemianict MO3 Ykpainu 3i
crnemianbpHocTi «['eMaToiorisy;

KEpIBHUK PETiOHAJIBHOTO IMYHOJOTIYHOIO IIEHTPY 3aXiJTHOYKPaiHCHKOTO
CIEIIaII30BAHOTO JIUTSYOTO MEIWYHOTO IIEHTPY, A.MEI.H., TOJOBHUU
no3amTaTHUR cnemiaiict JlemapTamMeHTy OXOpoHHM 3710poB's JIbBIBCHKOT
OJIA 3 nuTs401 IMyHOJIOTI;

3aBigyBau Kadenpu KIIHIYHOT IMYHOJIOTii Ta ajeproyiorii 3 CeKIi€ro
MeAUYHOI TreHeTMKH HarioHampHOrO MEIWYHOr0 YHIBEPCUTETY IMEHI
0.0. boromonbIis, a.Mea.H., mpodecop;

JTOIEeHT Kadeapu KIIHIYHOI IMYHOJIOTII Ta ajeproJyiorii, TOJIOBHHI
no3alTaTHUR cnemiaiict JlemapTtamMeHTy OXOpOoHHM 370poB's JIbBIBCHKOT
OJIA 3 imyHOJIOTI;

Jikap-imyHosior  [BaHO-®DpaHKIBCHKOiI ~ 00JlacHOT  JIIKApHi, TOJOBHHMA
no3amTaTHUR  coemianmict  JlemapTtamMeHTy OXOpOHH  310poB's  IBaHo-
®pankiecekoi OJ[A 31 ciemianbHOCT1 «IMyHOTIOTISIY;
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3aBigyBad Jjaboparopii iMyHOJOTIi Ta MOJEKynsapHOi Olosorii [HCTHUTYTY
eKCIIePUMEHTAIbHOI 1 KIIHIYHOT MeaunuHu HarioHaaTpbHOTO MEIHYHOTO
yHiBepcuteTy iMeHi O.0. boroMonbIs, K.Me/I.H.;

3aBigyBau kKadenpu CciMEeHHOI MEIUIMHU 1 amOyJIaTOpHO-TOMIKIIHIYHOT
noromord HamioHanpHOT MEIUMYHOT akaaeMil IMiCIIAIUIIIOMHOL OCBITH IMEHI
[TJI. Ulynuka, n.mem.H., mpodecop, TOJIOBHHNA IMO3AIMMTATHUN CIICHIaTiCT
MO3 Vkpainu 31 cnemianbHOCTI «3arajgbHa IPaKTHKaA - CIMEHHA MEIUITMHAY,;

3aBiyBad BIIJIJICHHS aHECTe310J0rii Ta iHTEeHCHUBHOI Tepamii KuiBchkoi
MicbKOi KiHIYHOI JikapHi Ne 3, TOJOBHMH MO3AaIUITAaTHUN CHEMiajicT
MO3 Vkpainu 31 ciemianbHOCTI «AHECTE310J10T1s;

mupektop JepkaBHoi yctanoBu «HamionanpHui iHCTHTYT (ru3iarpii i
nynbMmoHosorii  imeni ®.I. fnoBcbkoro HAMH VYkpaiaw», akamemik
HAMH VYkpainu, n.men.H., npodecop, TOJIOBHUI MO3aIITaTHHHA CIIEIiaiCT
MO3 VYkpainu 3i cnerianbHocTi «Dtusiatpis, [TyneMoHoOIOT»;

3aBijyBad HAyKOBOT'O BUIILTY OopraHi3amii MeIudHoi gomoMoru [lepkaBHOT
HAyKOBOi ycTaHOBH «HaykoBO-pakTHYHUI TEHTp NPOQPITAKTHIHOT Ta
KIIHIYHOI MeAWIMHU» Jlep>KaBHOTO YIpaBIiHHS clpaBaMu, Mpodecop
kadenpu Heonarosorii HamionamsHOT MEIUYHOT akaaeMii MiCIIIUIIOMHOT
ocsitu imeHi IL.JI. lllynuka, n.mexn.H., mpodecop, TOIOBHUN MO3AIITATHUHA
cneniaiict MO3 Ykpainu 31 cienianbrocTi «Ilemiatpisi».

MetoauuHuii cynposig Ta ingopmaniiine 3a0e3ne4eHHs

I'opox €.J1.

Mirens O.B.

Menpauk €.0.

Munkiga O.0.

HayalbHUK Bigninmy sKocTi MeOu4HOi JomomMord Ta iHGOpMaliiHuX
TexHoJorii JlepxkaBHoro mianpuemMcra «JlepKaBHUN €KCIIEPTHUN LIEHTP
MiHicTepcTBa OXOpPOHU 30pOB’ sl YKpaiHU», K.TEXH.H.;

3aBiyBa4 CEKTOPY €KOHOMIYHOT OI[IHKA MEIUYHUX TEXHOJOT1H Jlep>kaBHOTO
nianpueMcTBa «JlepkaBHUH eKCHepTHUM LeHTp MIiHICTepcTBa OXOPOHHU
3I0pOB'st YKpaiHuy;

HaualbHUK Biaauty npokazoBoi Meauuubu Jlep’kaBHOrO MiJANpPUEMCTBA
«/lep>xaBHuil  ekcriepTHUM 1eHTp MiHICTepcTBa OXOPOHU  3/10pOB’S
Ykpainny,

HavyalbHUK Bigniny MeToauuHoro 3a0e3NedyeHHs HOBITHIX TEXHOJOTIH y
chepi oxoponu 3a0poB's [lepkaBHoro mignpuemcTBa  «JlepkaBHHIA
eKxcrepTHUl 1eHTp MiHicTepcTBa OXOPOHH 3/10pOB'S Y KpaiHU.
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HepxaBHuii ekciepTHrid neHTP MiHicTepcTBa 0XOPOHH 310POB’Sl YKPAIHM € YJIEHOM:

Guidelines International Network es Ing
! £ e,
(Mi:xHapoaHa Mepe:ka HACTAHOB) o 2
g 3
@ J3
Jr N
MOpmyoe
ADAPTE (®panuis)
(MixxnapoaHuii NpoeKT 3 ajanTauii KJIiHiYHUX ‘
HACTAHOB)

PeneH3eHTH aganToOBaHOI KJIIHIYHOI HACTAHOBH, 3aCHOBAHOI HA J0KAa3aX
«lepinut Miesonepoxcuaazu parounTiB»

lonbueB Anaronii  aupexTop IHCTHTYTY MpoGiem kpioGiomorii i kpiomeauuuan HAH Ykpainw,

MukomnaiioBuy akagemik HAH VYkpainu, n.men.H., npodecop;
Hakoneuna Ama KOHCYyJbTaHT-aneprojor / kiiHiyHUE imyHonor KopomiBebkoro ['ocmitanto
AmnaroutiiBHa VYuisepcutery JliBepmyns, JliBepmyns, BenmukoOpuranisi, K.MeI.H.

JlaTa neperysigy HacTaHOBM — He mi3Hime 2019 poky
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INEPEJIIK CKOPOYEHb
JHK Jle30KkcupuOOHYKIIETHOBA KHCIIOTA
MKX Mixnapoana kinacugikaiis XBopoo
MO3 MiHiCTEpCTBO OXOPOHHU 3/I0POB’ st
HAJI® Hikotunaminaneninauaykiueoruadocdar
HAMH HarmionanpHa akaieMisi MEIMYHUX HAyK
1P [Tonimepa3Ha JTaHIFOTOBA PEAKIIist
PHK PubonykieinoBa kucinora
HHC [{enTpasibHa HEPBOBA CUCTEMA

CHUHTE3 HACTAHOBHU (METOJ0JIOI'TSA)

[Tpr miATOTOBIII JAHOTO JOKYMEHTY OYB NMPOBEACHHN CHCTEMATUYHHN ITOIIYK KITIHIYHUX
HACTaHOB 3a KJIIIOYOBMMHM cioBaMu "primary myeloperoxidase deficiency” B 6azax manux G-I-N,
Dynamed ta National Guideline Clearinghouse. BianoBiHi KiiHiuHI HACTAHOBH 3HAWICHI HE OYIIH.
B mnopanpmiomy 3A1HCHEHO CHCTEMaTHYHMU TMONIYK AHIJIOMOBHHX HAayKOBUX cTareil B
pelEeH30BaHUX IMEePIOAMYHUX BUJAHHSAX B CIEIIadi30BaHUX €ICKTpOHHUX O0a3ax ganumx MEDLINE,
PubMed, Embase 3a xmrouoBumu cioBamu “‘myeloperoxidase”, “myeloperoxidase deficiency”,
“primary myeloperoxidase deficiency”, “neutrophil peroxidase deficiency” okpemo ta B komOiHalrii
3 pomatkoBuMmu Tepminamu “‘etiology”, “pathogenesis”, “epidemiology”, “clinical picture”,
“diagnosis”, “treatment”, “prophilaxis” 06e3 oOMexeHHS Tmepiogy momyky. B pesyabrari
IIPOBE/ICHOTr0 MOIIYKY Oyno 3HaiineHo 208 miTepaTypHux Jukepen. OnHaK BHACHIIIOK MOJANBIIOTO
BUBYCHHS /11 OCTATOYHOTO aHami3y BKIouWiau juimie 154 myOmikamii, iHpopMallis sSIKUX CKJaiaa
OCHOBY JIaHOT HACTaHOBH. [HII 54 mKepera JiTepaTypH (I0AaTOK) OYJIM BUKIIFOUEHI 3 MOJATBIIOTO
aHaTI3y Ha TiJICTaBl BUSIBJICHHS HEBIAMOBIIHOCTEH 3 TEMOIO HACTAHOBH Ta HEMOXKJIUBOCTI
O3HAWOMMTHUCS 3 TEKCTOM CTaTTi a0, MPUHAMHI, pe3toMe ITyOTiKarii.

[Ipu miaroToBmi JaHOT HACTAaHOBH TaKOX BHUKOPHCTOBYBAJIM JIaHI MDKHApPOJIHHMX
cneniaiizoBaHux 6a3 ganux Immunodeficiency Resource, ORPHANET, Malacards, a Takox
pe3ysbTaTd HAyKOBUX JIOCHIKEHb, OTJISAAIB 1 MOHOrpadiii 3 mpobieMu MEepBUHHOTO Aediuuty
MIEJIONEPOKCHIa3H 3 BIACHUX apXiBIB YKJIAJayiB JIaHOI HACTAaHOBM, B TOMY YHCII — OTPUMaHI Ipu
0COOMCTOMY CHUIKYBaHHI 3 aBTOpaMM CTaTel, OMmyOJIKOBaHMUX Yy PELIEH30BAaHUX MEPIOAUYHUX
BUJIAHHSAX, 110 IIUTYIOThCA y €IeKTPOHH1H 0a3i qanux PubMed.

JonaTkoBi J0Ka3M BKJIIOYEHI 3 IHIINMX TKepe:

1. Nauseef W.M. 2014. Diagnostic assays for myeloperoxidase and myeloperoxidase
deficiency. Methods Mol Biol.;1124:537-546.

2. Dinauer MC. 2014. Disorders of neutrophil function: an overview. Methods Mol Biol.
1124:501-515.

3. Mamsries J.B. 2014. [edinut wienornepokcuaasu (aromutiB. YKp. MEA. YacCOIIHC.
4(102):94-105.

4. Mansues /1.B., Kazmupuyk B.E. UmmyHonepunutHsie 6one3nn yenoneka. K.:Denuke, -
2012. - 596 c.
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IlepenmoBa po0040i rpynu 3 po3poO0KHUi KJIiHIYHOI HACTAHOBH
3a TeMo10 «/lepinut mMiesonepoxcuaazu GparounTiB»

B ocraHHi aecsTupiuys y BCbOMY CBITi I 3a0€3MeUeHHs SKOCTI 1 €pEKTUBHOCTI MEAUMYHOI
JIOTIOMOTH, ISl CTBOPEHHS sIKiCHUX KJiHIYHMX mpoTokomiB (Clinical Pathway) ta/abo memuunmx
CTaHJIapTIB SIK TPETUHHE JKEPEIIO JOKA30BOI MEIUIIMHU BUKOPUCTOBYIOTHCS KJIIHIUHI HACTAHOBHU.

Kniniyna wnacranoBa (Clinical practice guidelines) — 1e JOKYMEHT, IO MICTUTh
CUCTEMAaTH30BaHI MOJOKEHHSI CTOCOBHO MEIMYHOI Ta MEAUKO-COI[iaJIbHO1 IOMIOMOTH, pO3pO0IIeHi 3
BUKOPHUCTaHHAM METOOJIOTI] JI0Ka30BOi MEIWIMHU Ha OCHOBI MIATBEP/UKEHHS iX HAIIMHOCTI Ta
JIOBEACHOCTI, 1 Ma€ Ha METI HaJaHHS JOIMOMOTH JIKapIO 1 MAIlIE€HTy B MPUUHSATTI paIlioHAIHHOTO
pilIeHHS B PI3HUX KIIHIYHUX CUTYallisX.

KniniyHa HactaHOBa — 1€ peKOMEHAALIMHMI JOKYMEHT 3 HalKpalloi MeIUYHOi MPaKTUKH,
3aCHOBAHOI Ha JJOKa3ax e(peKTUBHOCTI, B MEPIY YEPry AJs MPAKTUKYIOUUX JIIKAPiB, sIKi HAAIOTh SIK
MIEPBUHHY, TaK 1 BTOPUHHY MEAUYHY TOTIOMOTY.

HacranoBa cTBOpeHa BiANOBITHO 10 MoNokeHb Hakazy MO3 Vkpaiam Big 28.09.2012 p.
Ne 751 «IIpo cTBOpeHHS Ta BHPOBAIKEHHS MEAMKO-TEXHOJIOTTYHHUX JTOKYMEHTIB 31 CTaHIapTU3alii
MEIMYHOI JIOMOMOTH B cHucTeMi MiHICTepCTBa OXOPOHH 370POB’s YKpaiHW», 3apeecTPOBAHOIO B
MinictepctBi toctumii Ykpainu 29.11.2012 p. 3a Ne 2001/22313. KuiHiuHi HACTaHOBH, IO
pO3po0IIeHI Ha HAYKOBIil OCHOBI, MalOTh OCHOBHI O3HAaKH, 1110 BiJIMOBIJAIOTh HA3Bi, BU3HAYCHHIO Ta
3MICTY KJIIHIYHUX HACTAHOB, a CaMe:

® HAsIBHICTh MEPENiKy WICHIB MyJIbTUIUCIUILIIHAPHOI poOOUOi rpymu;
® HAsIBHICTH 30BHINIHIX PEIICH3CHTIB;

® BU3HAYCHHS JIATH MEPErIisay KIiHIYHOI HACTAaHOBH;

® HasBHICTH IIKAJH PiBHIB 0Ka3iB y KIIHIUHIN HACTAaHOBI;

® CIIHCOK TIEPIIOJDKEpEN JTepaTypu (CTaTTi 3a pe3ysibTaTaMu PaHIOMI30BAHUX KITIHIYHUX
JTOCITIJKEHb, METa-aHaII31, OTJISIIU JIITEPaTypH) TOIIIO.

Bubip kniHiuHOI HacTaHOBH, a00 KUIBKOX HACTaHOB JUIs MOAAJIBINOI ajamTamii 3 MEeTOIo
BUKOPHCTaHHS B IHIIMX KpaiHaX B paMKax HAIlIOHAJBHOI CHCTEMH OXOPOHH 3/I0pOB’S — BEJIHKA
BIJIMOBIAANBHICTE, 30KpeMa 1 Afisg pobouoi rpymu, 1o 3aTBepkeHa Hakazom MO3 Vkpainu Bia
2015 p. Ne 438. BaxnuBICTh MUTAHHS TOJIATA€ Y TOMY, IO Ha OCHOBI 0OpaHOTO MpOTOTHITY (iB)
Oyze po3poOieHa aJjanToBaHa HACTAHOBA /ISl CUCTEMHU OXOPOHHM 3710pOB’sl YKpaiHM, a Ha 1 OCHOBI
VHi(ikoBaHUN KIIHIYHUM MPOTOKOJI HAJaHHS MEIUYHOI JOMOMOTH Malll€eHTaM, L0 XBOPIIOTh Ha
nedinut Mienonepokcuaasu daromuriB. s 3abe3neueHHs NpaBWIBHOCTI BHOOpY cTarei
HAayKOBHMI pIBeHb MyOJIKaliil 3ICHIOETHCS 3a JOMOMOIOI0 OLIHOYHMX JIMCTIB Scottish
Intercollegiate Guidelines Network (SIGN).

PoGoua rpyna mae Big3Ha4uMTH, IO HA Kajb, JITEPATypH 3 JI0KA30BOI MEIUIIMHU CTOCOBHO
JIarHOCTUKHU Ta JIKyBaHHS Je(IUTY MI€NONEPOKCHIa3U Ha CbOTOJHILIHIA JIeHb OOMEXeHa, 1 11e
J0J1aBajIo TPYAHOLIIB JUIsl po60o4oi rpynu. Bei nepBuHHI MaTepiainy 3HaHACHUX JKepell JiTepaTypu
Ta XHBOI OLIIHKHM, BCl €Tanu AisUIbHOCTI poOouoi Ipymnu, HANpalboBaHi MaTepiaiu 30epiratoTbes y
nenaprameHTi crangaptusanii meguuaux nocayr I «/lexcnieptanii nentp MO3 Ykpainn».

Kniniuna HacranoBa «Jlediuut Mienonepokcuiasu (aromuriBy, BIAMOBIAHO 0 CBOTO
BU3HAUEHHS, MA€ HA METI JOMOMOITH JIKaplo 1 Mali€eHTy B MPUHHATTI PaliOHAIBHOIO PIIIEHHS
100 TAaKTUKHU JIIKYBaHHsI, BUOOPY Cy4YaCHUX METOJIB Ta CIOCOOIB JIIarHOCTUKU Ta JIIKYBaHHS L€l
MaToJIorii, CIyrye iH(GOpMaIIHHOK MATPUMKOO OO0 HAWKPAIIOi KJIIHIYHOI MTPAKTUKU Ha OCHOBI
JI0Ka3iB e(QEeKTHUBHOCTI 3aCTOCYBaHHs INEBHUX MEIMYHUX TEXHOJIOTiH, JIKIB Ta OpraHizaliiHUX
3acaj pH Ha/IaHHI METUYHOI JOTTOMOTH.

3anponoHoBaHa KIIIHIYHA HACTAHOBA HE TMOBHMHHA PO3ILIHIOBATUCH SIK CTAHIAPT MEIUYHOTO
mikyBaHHS. JloTpHMaHHS TOJOKEHb KIIIHIYHOI HACTAaHOBU HE TapaHTye€ YCHIIIHOTO JIIKYBaHHS B
KO)KHOMY KOHKPETHOMY BHIIAJKy, II HE MOYKHA PpO3IISAAaTH SK MOCIOHHMK, IO BKIIOYAa€e BCI
HEOOX1IHI METOAM JIiKyBaHHS a00, HaBMaKkW, BUKIoudae iHII. OcTaTo4yHe pillleHHS CTOCOBHO
BUOOPY KOHKPETHOI KIIHIYHOI mpoueaypu abo IUIaHy JIIKyBaHHS IMOBHUHEH NpHUIMATH JiKap 3
ypaxyBaHHSIM KJIIHIYHOTO CTaHy MaIfieHTa Ta MOKJIMBOCTEH ISl IPOBEICHHS 3aX0/IIB 11arHOCTUKH 1
JIKyBaHHA y MEIUYHOMY 3aKJajai Ta 3 YpaxyBaHHSAM TIOJOXEHb YHI(IKOBAHOTO KIIHIYHOTO
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MPOTOKOJYy MEIWYHOI JOMOMOTH MpHU JiKyBaHHI Jae(iUTy MI€TONEpOKCHaa3u, SKUil Oyxae
PO3pOOIIEHUH i€I0 K MYJIBTUIICIIIUTIHAPHOIO POOOUOI0 Ipymoro, 3aTBepkeHnit MO3 Ykpainu Ta
BIPOBAHPKEHUN B CUCTEMY OXOPOHU 310pOB’A YKpaiHH.

Ha ocHoBi yHi(iKOBaHOrO KIIHIYHOTO MPOTOKOIY MEAMYHOI JOMOMOTH 3aKJIagH OXOPOHHU
310poB’sl OyAyTh pO3pPOOIISITH JTOKAIbHI IPOTOKOJIM MEAUYHOI IOTTOMOTH.

[IpencraBnena kiiHIYHA HAcTaHoBa Mae OyTtu meperisHyra He mi3Hime 2019 p.
MYJIbTUAUCIUILTIHAPHOIO POOO0YOI0 TPYIOK 3a Y4YacTIO TOJOBHOIO MO3AIITATHOTO CHelianicTa
MO3 VYkpainu, NpaKTUKYIOUHX JIKapiB, SKi HAJAAalOTh MEPBHHHY 1 BTOPHHHY MEIWYHY JOIOMOTY,
HayKOBIIIB, OpPraHi3aTOpiB OXOPOHH 3J0POB’sl, NPEICTAaBHUKIB T'POMAJICBKUX OpraHizallii, o
3aIliKaBJICHI Y ITiIBUILEHH] SKOCTI MEIMYHOI JOIIOMOTH Ta iH.

MynbrraucimiiHapaa poboda rpymna pekoMmenaye npodeciitHiii acorialiii mommpoBaTH 1o
AnanToBaHy KIIiHIYHY HACTaHOBY Ta PEKOMEHIYBaTH ii i1 O3HAHOMJICHHS IIMPOKOMY KOy
JIiKapiB, 10 HAJAAIOTh MEIUYHY JOTIOMOT'Y MalliEHTaM 13 Je(hIIUTOM Mi€JOePOKCH 1a3u (haroluTiB .

Hedinutr mienonepoxkcungasu parouurtiB — iMyHonedinuTHa XBopobOa, 00yMOBIEHA T€HETHUYHO
JETePMIHOBAHOIO HEJOCTATHICTIO T'eM-BMICHOTO MIKpOOiIMIHOTO (epMeHTy HEHTpodimiB,
MOHOLIUTIB Ta IX MOXIJHUX, IO KaTami3ye MpOLecH XJIOp3alekHOi okcupaauii matoreHiB. Hapasi
BCTaHOBJICHO, IIO TMEPBHHHUN NE(IIUT MIETONEPOKCHAAa3H BIJHOCHTHCA /IO HAUMOMIMPEHIIINX
TeHEeTUYHUX XBOPOO IMyHHOI CHCTEMH JIOUHHU. YacToTa 1bOro iMmyHo1e(iluTy KOJIUBAa€eThCA Bif 1
: 2000 mo 1 : 4000 oci0, omHak B meskux perionax mocsrae 1 : 500 memkanmiB. [Jorernep omucano
KUTbKa TEHETUYHHX MYTallil, SIKi MOXXYTh OOYMOBIIIOBATH PO3BUTOK 3a3HAYEHOrO (EHOTHITY, a
TaKOX BHSIBIICHO PsiJ MPUYMH BTOPUHHOI IMyHOCYHpECii, 10 MPU3BOJATH 10 HaOyToro aedinuTy
MIEJIOTIEPOKCHUIA3H Y JTFOJICH.

3BaKal04M Ha BEJIMKY MOIMIMPEHICTh 1 4acTi BUMAIKU KIIHIYHO MaHipecTHUX (popM iMyHOEDIUTY,
OCTaHHI{ YMHUTH BUPA3HUN HETaTUBHUM BIUIMB Ha 3JI0POB’Sl Cy4acHOi JIOAMHM, 3aJUIIAI0YHCh
HE/OOLIHEHO  NPUYMHOI0  PEUUAMBHUX  1H(EKIiH, BHUKIMKAHUX  YMOBHO-TIIATOT€HHOIO
MIKpOGIIOpO0, Ta IHIIMX YCKJIAJHEHb, SKI HOPYWIYIOTh SKICTh JKUTTA 1 CTalOTh HMPUYHUHOIO
IHBAJIIHOCTI Ta TepeayacHoi cMepTi mrofeil. MeauuHi (axiBii BCiX CHeialbHOCTEH MOBUHHI
BMITH CBO€YACHO BUSIBJISITH 1[I0 IMYHOJIe(ILUTHY XBOpOOy, y 3B 3Ky 3 UMM MalOTh OYTH JI€TaJIbHO
noiH(opMoBaHi 00 1 €Ti0JIOoTii, MaTOreHe3y, KJIIHIYHUX MPOSABIB, JIarHOCTHKH 1 JIKYBaHHS.

Meta

[lepBUHHUM CTHUMYJIOM JJisi PO3pOOKM Ii€i HAacCTaHOBH, IO BiJOOpaXkae aHamli3 pe3yibTaTiB
JOCITI/DKEHb 1 KIIHIYHUX CIIOCTEPEKEHb, OyJIO JOBECTH 1O BiJoMa KIIHINMCTIB 1 BYCHHX HOBI
JOCSTHEHHS Ta MIAXOMW B JIarHOCTHII 1 JIKyBaHHS JediluTy Mienoneprnokcuaaszu. Hacranosa
JIOTIOMOYKE TIOJIIMIIUTYA BUSABJIEHHS 1 JIIKYBaHHS TAII€HTIB 3 AeMIIUTOM Mi€JOTIEpOKCHaa3u 1 Oye
CIPUSTH CTBOPEHHIO HOBUX JIOCHI/)KEHb, CIPSIMOBAHWX Ha BHUSBJICHHS IPHUYUH, BUBYCHHS
MaToreHe3y 1 po3poOKy IHHOBALIMHUX JIIKYBAIbHUX CTPATErii MpH IIbOMY 3aXBOPIOBAHHI.

Jloxa3oBa 6a3za

Jlo mepeniky aBTOpiB JOKYMEHTa YBIHILIN €KCHepTH 3 JTiKyBaHHs iMyHOAe(ilMTHHX XBOpoO. Ix
MO’KHa PO3JUIMTH Ha TPYIH, BIJMOBIJANbHI 3a HAaNHMCAaHHS OKPEMHUX PO3AUIIB HacTaHOBU. PiBeHb
JIOKA30BOCTI ISl pPEeKOMEH/IaIliii, HaBeJICHNX Yy HACTaHOBI, B 3HAYHIM Mipi 3aCHOBAaHWUN Ha JAYyMIII
eKCIepTiB Ta iX B3aeMHii 3romi. Ha »xanb, € Hebarato noBeaeHux (hakTiB, 3aCHOBAHUX Ha J00pe
MPOBEACHUX PAHIOMI30BaHUX JOCIIKEHHSX.

ABTOpH MMM 10 HACTYIHOI 3TOAM IMOAO PO3YMIHHS MATOTEHE3Y, JIarHOCTUKH Ta JIIKYBaHHS
nedIHUTY Mi1€TOTIEPOKCHIA3H:



IO MU 3HAEMO I1PO JEDILIINUT
MICJIOITIEPOKCHU /A3

1O HAM ITIOTPIBHO 3HATH ITPO
JEDIINUT MICJIOIIEPOKCHUIA3N

ETtionoriro xBopoOu B CBiTi

Jledbinut MieTonepoKCcHaa3u — MOITMpPeHa
iMmyHonedinuTHa XBopoba B 3axinHiit €Bpomi
ta CIHA

KitiHigHi 03HAKY 1 CHHIPOMU
SIK TOCTaBHUTH JliarHO3

Jlesiki ToJaTKOBI YHHHUKH, 10 BIUTMBAIOTh HA
MIPOSIBU XBOPOOH

[Tigxonu 1o qudepeHIiifHoT T1IarHOCTUKH 3
iHIMMH (paronUTapHUMH iMyHOIe(hiIUTaMU

AnTHMIKpOOHA XiMioTeparlis — e()eKTUBHUHA
KOPOTKOCTPOKOBUH METOJ JTIKYBaHHS

Etionoris xsopobu B Ykpaini?
[TommpenicTs XxBopoOu B YKpaiHi?

MexaHi3Mu, 10 TPU3BOAATH J0 KIIHIYHOT
MaHidecTarii 3aXxBoproBaHH?

SIKi YMHHUKY IPU3BOJIATH 10 PO3BUTKY
aJIepriuHuX Ta aBTOIMYHHUX YCKJIa/IHEHB?

Yu iCHYIOTh TE€CTH, 3/1aTHI nepeadayaTu
IporpecyBaHHs XBOpoOu?

Hackinbku raMMa-iHTepepoH BIUTHBAE HA
MIPUPOTHUIN TIepeOir 3aXBOPIOBaHHS ?

UYu € iH111 6e3revHi 3aco0u mpoiTaKTHIHOTO
JiKyBaHHS Ae(PILUTY Mi€TONepOKCUAA3U?

[IpemapaTi pekOMOIHAHTHOTO TaMMa-
IHTephEpOHY IOIOMAraroTh JACIKUM
narieHTam

BU3HAYEHHSA

Hediuut mienonepokcuaas — HAMMOMMPEHIMMHA 13 BIIOMHX HHUHI NMEPBHUHHUX (DarouuTapHUX
IMyHOAEPIUTHUX XBOPOO JIFOIUHHU.

Kniniyauit 1e0r0T XBOpOoOM MOXKIUBUN y OyIb-KOMY Billl, HaBITh y MAIlIEHTIB B TPETiil YacTHHI
KUTTSI, [0 HE BIAMOBI/Ia€ KITACUYHUM YSABIECHHSIM PO iIMyHOIe(DIIIUTHI 3aXBOPIOBAHHS.

BinzHavaeThest mMpoka BapiaOenbHICTh mepeliry 1 OeslpelefieHTHA TeTepOreHHICTh KITIHIYHUX
MpOsABIB IMYHOAEQIUUTY HaBITh y MeEXKax OJHIET POAUMHU. VY JESIKUX THAaIl€EHTIB MOXYTb HE
PO3BHUBATUCS KJIIHIYHI CUMIITOMM XBOpPOOM B TOM 4ac, SIK y IHIIMX BiJI3HAYAEThCS iX HEBIHMHHE
peLUIMBYBaHHS, 110, HAHOUIBLI IMOBIPHO, OOYMOBIJIEHO BIUIMBOM JIOJIATKOBUX HECHPUSTIMBUX
YUHHUKIB.

VY KIiHIYHIA KapTHHI TepeBakaloTh OakTepianbHi 1HQEKI] BEepXHIX AWXaTbHUX MLUIAXIB 1
MPHUIATKOBUX Ma3yX HOCA, a TaKOXX BaKKHUM, 1HBA3UBHUU KaHIWO03 13 3aIy4E€HHSM BHYTPIIIHIX
opradiB, kictok, [IHC i TeHaeH1i€0 10 qucemiHarii.

VY neskuxX Mali€eHTiB Ha LIbOMY Tii abo 6e3 mposBiB 1H(EKUIHHOrO CHHAPOMY BiJ3HAYAIOTHCS
3amnayibHi, aJIepTivHi Ta aBTOIMYHH1 YCKJIQJIHEHHS, @ TAKOXK JIESAK] JOJaTKOBI CHHIPOMH.

Cepen HEOIJIaCTUYHUX TMPOSIBIB IMYHOAE(IIUTY CIiJl BUIUINTH, HAacaMIlepell, MIeJOIUTapHUil
JIeMKO03, XOo4Ya OMUCAHUH TAaKOX PO3BUTOK PAIY COJIAHUX IYyXJHMH, BKIIOYAIOUM PaK JIET€Hb 1
SIEUHUKIB.

PyTunHI iMyHOTpamu, 110 BUKOPUCTOBYIOTHCS Hapasl y SKOCTI CKPUHIHTOBUX TECTIB B YKpaiHi, HE
J03BOJISIIOTH 11IEHTH(IKYBATH L0 IMYHHY IMC(YHKIIIO, OCKUIBKM HE BKJIIOYAIOTh BUMIpIOBAHHS
BMICTYy Ta aKTHBHOCTI I[bOTO MIKPOOIMUAHOTO (EPMEHTY, IO CBIIYWTH TPO HEOOXITHICTH
NEeperyisiay 3aCTOCOBYBAHMX MiIXOIB 10 IMyHOA1arHOCTHKH.



[ToTpibHe  TakoX  TPUKIAACHHS  JOMAATKOBUX  3YCHJIb  JUISI  PO3POOKH  ePEeKTHUBHHUX
IMYHOTEpaneBTUYHUX BTPydYaHb, CHPSIMOBAHMX Ha KOMIICHCAII0 IMyHOAE]IIHUTY y MAali€HTIB 3
CUMITTOMHHUM T1epediroM XBopoou.

ICTOPIA

depMmeHT Mienonepokcuaasza BuaiicHuii y 1941 pomi gocmimnukom K. Agner (8), ommak
NEPBUHHUI iMyHOAE(]IIMUT, TOB'A3aHUN 3 MOPYIICHOI EKCIPECI€I0 LbOTO EH3MMY, BIIEpIIE
onucanuii y 1954 pomui 3apasku 3ycwuiasMm Alius. Ille omHa rpyHTOBHA JOMOBiIb TPO KIIIHIYHUN
BUMAI0K AedinuTy mienonepokcuaasu Oyia 3aiicHena Grignaschi V.J. 3i cmiB. y 1963 pori (64).
Taki moBigmomicHHS He 3100yau HaimekHol yBarum a0 1968 poky, komum Unddritz E. (143)
onyOTiKyBaB CIEI[iaIbHUI OIJIsA, NPUCBAYCHUHM Ii xBopoOi, Ha3BaBmM 1 cuHApoMoM Alius-
Grignaschi 3a iMeHaMu aBTOPIB, AKi MEPIIMMH 3pOOMIH JeTalbHl onucu imyHonedinuty. o 1970
POKy OyIo ormyOIiKOBaHO JaHi JHIIe TIpo 15 BUMAIKiB MEPBHHHOTO Ae(DIIUTY Mi€IONEPOKCUIA3H Y
moze i3 12 HecnopiHEHHX CiMEH, OHAK BIPOBA/KCHHS aBTOMATH30BAaHMX TEXHOJIOTIH aHAi3y
KpPOB1 JIO3BOJIMJIO TPOBOJUTH PYTHHHY MJIarHOCTHUKY IMyHOAE(DIIUTY, 3aBASKH YoMy OYIo
BHU3HAYCHO BUCOKY YacTOTY I[bOTO 3aXBOpIOBaHHSA. TwM uyacoM B SInoHii Takok OyJio ONMUCAHO
KUTbKa BUMAJKIB AePIUTY MieIonepoKkcuaa3u (paromuTiB, OJHAK aKIEHT pOOUBCS Ha HeIH(EKIIHHI
nposiBu xBopobu. Tak, Higashi O. 3i cmiB. (66) y 1965 porii moBigoMuin mpo BHMAA0K BaXKKOi
JeHKEeMOTTHOT peakiii, mo norpedyBaiia AUQEPEHIIIHHOT TIarHOCTUKU 3 JICWKO30M, Yy TIAIli€eHTa 3
nepoKcuaa3a-HeraTuBHUMHU HelTpodinamu. Tomi x Arakawa T. 3i cmi. (14) omucanu pedpakrepHy
aHeMmito, acouiiioBany 3 I1mM imyHojedinuTom, a Sato A. (134) mOmoBIB TPO PO3BHUTOK
eKCTpamipaMiIHUX PO3NaAiB y Takux maimieHTiB. Tomy nedimurt mienonepokcuaazu (harouuriB y
SInowii orpumaB Ha3By cuHapoMy Arakawa-Higashi's.

Hesnmos3i 3aBmsku 3ycwuisim Nauseef W.M. 3i cmi. (106, 111) posmmdpyBaiin reHeTHUHY
OpPUPOJYy XBOpPOOM, a 3rofOoM IHPOJEMOHCTPYBAJIM €THIYHI BIAMIHHOCTI y IOXOJKEHHI
IMyHOAEQIIUTY, W10, NPUHANMHI YacTKOBO, MOSICHWIO TE€TEPOreHHICTh KJIIHIYHOI KapTUHU
iMyHOZIehIUTY B pi3HMX perioHax. HactymHum eramom Oyno BMsBIEHHsS acoriauii aediuury
MIEJIOTIEPOKCHIA3U 31 3IOSKICHUMH MienonpodtidepaTiBHIMA Heorutaszisimu (153), mo 3mycwuio
cepio3HilIe CTaBUTUCA 10 M€l manoi iMyHHOI aucdynkuii. OgHak y 90-X pokax MHHYJIOTO
CTOpI4Ys IHTEpEC 0 e(DIIUTY MIETONEPOKCHAA3H 3HAYHO 3MEHIIUBCS Y 3B’ SI3KY 3 MOSBOIO KUIBKOX
OTJISIIB, I IMyHOIe(DIITUT MO3UIIIOHYBABCA SIK TAaKHH, 1110 Ma€ 0OMEKEHE KITIHIYHE 3HaYeHHs. Tomy
Primary  Immunodeficiency Disease Classification Committee MiKHApOIHOT  CIUTKH
IMyHOJOTTYHUX ToBapucTB y 2005 poli mepeayacHO BHUKIIOYHMB If0 IMYHHY JTUCHYHKIIO 3
Mepesiky BIIOMUX MEpPBUHHMX IMyHOAe(diuuTiB JroAuHU. OJHAK OCTaHHIMU pOKaMHU 3A1MCHEHO
KUTbKa JIOAATKOBUX ITyOJIIKaIliid 3 Ii€i mpoOiemMu, Mo 03HAaMEHYBajJOo HOBY XBHJIKO IHTEPECY 0
nedinuty Mienonepokcuaazd ¢arouuTiB. TakoXX JAOCTEMEHHO NEPEryISHYTO pPOjib I1bOTO
MikpobimmaHoro ¢epmeHTy y 3axucti Bim matoreHiB (85, 108). V 3B’sa3ky 3 muM cremiaiicTu
BCECBITHBO BiZoMoOi 0a3um manmx Immunodeficiency Resource HamonernmmBo peKOMEHIYIOTH
JIOKJIa/IaTH HAJIC)KHUX 3YCHUJIb 10 MPOBEICHHS aJeKBAaTHOI MIarHOCTUKHU L€l MOIIUPEHOi XBOpoOU
IMYHHOI cUcTeMH y JochKii nmomyssiii (http://bioinf.uta.fi/idr/index.shtml).

EnigemioJsoris

HedimuT Mienonepokcuaazu (HarouuTiB — OAHA 3 HAUMOIIMPEHIIIUX XBOPOO IMYHHOI CHCTEMH Y
mroneit (4). YV 3axigniii €Bponi 1 CHIA wacrora imyHomedinuTy KoiauBaeTbess B Mexkax 1:2000 —
1:4000 (110), xoua Becker R, Pfliiger K.H. (19) BusiBuiu xBopo0Oy y 0,15% BumnaakiB, 00CTEKUBIIN
70 000 oci6 3aranproi momyssii. Rudolph T.K. 3i cmiB. (132) HemonaBHo ineHTudikyBanu 15
BUMAJKIB MEpBUHHOTO aedinury Mmiemornepokcuaasu cepex 12 135 obcrexenux oci6 (0,12%).
Marchetti C. 3i cmiB. (96), BuBumBIK gaHi 40 000 itamiiiiiB, BusBWIM iMyHOAedimuT y 15
namienTiB (0,04%). BignoBigHo mo 1mworo, Lanza F. 31 cmiB. (85) imentudikyBanmu nedimut


http://www.ncbi.nlm.nih.gov/pubmed?term=Nauseef%20WM%5BAuthor%5D&cauthor=true&cauthor_uid=2462938
http://www.ncbi.nlm.nih.gov/pubmed?term=Becker%20R%5BAuthor%5D&cauthor=true&cauthor_uid=7948307
http://www.ncbi.nlm.nih.gov/pubmed?term=Pfl%C3%BCger%20KH%5BAuthor%5D&cauthor=true&cauthor_uid=7948307
http://www.ncbi.nlm.nih.gov/pubmed?term=Rudolph%20TK%5BAuthor%5D&cauthor=true&cauthor_uid=21724624
http://www.ncbi.nlm.nih.gov/pubmed?term=Marchetti%20C%5BAuthor%5D&cauthor=true&cauthor_uid=15507752
http://www.ncbi.nlm.nih.gov/pubmed?term=Lanza%20F%5BAuthor%5D&cauthor=true&cauthor_uid=3039142
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Mi€eJoniepokcHaa3u y 36 He OB’ s13aHuX MK co0o0ro ocid cepen 148 000 mpencTaBHUKIB 3araabHOT
nomyssii Itanii (0,02%). Viollier A.F. 3i cmiB. (148) BusBuiin 32 Bumnaaku xsopoou cepen 62 337
obcrexxenux HiMiiB (0,05%). Parry M.F. 3i cmiB. (120) miarHoctyBanu mHepBHHHUN aedimut
mienonepokcunazu B CIIIA y 28 oci6 cepen 60 000 marieHTIB TOCHITaIO 3araibHOr0 MPOdLIIO
(0,05%). Mu inenTrdikyBaau MEPBUHHMIN 1 BTOPHHHUEN aAedinuT miemonepokcuaasu y 44 ociod 3
1740 mamieHTiB 3 IMYyHO3aJEKHOIO IaTOJIOTIEI0, IO 3BEpHYJIHMCA 10 IHCTHUTYTY imMyHOIOrii Ta
aneproJorii 3 ciuns 2013 mo tpaBens 2014 poky, mo ckiano 2,5% umaakis (75).

Bucoka yactora xBopoOu 0OyMOBJICHAa IOMIHAHTHHM THIIOM MYTaIlii, SKi Jie)KaTh B il OCHOBI, Ta
BapiabenpHICTIO KITIHIYHOT MaHidecTarii, 1o 00Mexye Iito mpupoaHoro 106opy. Kpim toro, moxe
MaTd BIUIMB ()EHOMEH CEeJICKTUBHOI TepeBaru, OCKUIbKH el IMyHOAe(iIuT acolliioBaHUN 3
JESIKUMH TIO3UTUBHUMH €(heKTaMu, 30KpeMa — MOM SKIICHHSAM Iepediry aTepocKiepo3y B TPeTii
yacTuH1 XUTTS (84). HoJIOBIKY 1 )KIHKH ypaxkalOoThCsl 0JHaKoBO. B Itamii BimomMi okpemi Teputopii,
nanpukiaan bpemmwst (9) 1 perion Friuli-Venezia Giulia (40), ae momupeHicTh Ii€i iMyHHOT
mucyukiii € Bkpait Bucokor (1: 500), mio, HaiOLIBII IMOBIPHO, MMOB’A3aHO 3 MPAKTHKYBAHHIM
Oonmu3pKocTiopiqHeHnx 1nio6iB. Hatomicts B SlmoHii wactora iMyHOAe(DIIUTY € HIKYOI, HIXK B
€ppomi 1 CIIIA, ockinbku B il 3aKpUTIN MOMYJAIiT XBopoOa 00yMOBIIeHA IHITUMU MYTalliIMHU, K1
MaroTh perecuBHHUi xapaktep. Tak, Nunoi H. 3i cmiB. (115) BcTaHOBMIIM YacTOTy TOTAJbHOIO
nedinuty Mienonepokcunazu Ha piBHi 1:57 135, a mapmianbHoi ¢opmu xBopodbu — 1:17 501.
VYkpaina Hapasi € terra incognita 3a momupeHicTIo AeinuTy MieTonepokcuaasu (GparouuTis, U0 Mae
CIIOHYKAaTH JI0 IPOBEJCHHS BiAMOBIIHUX €M1IeMIONIOTIYHUX AOCHiKeHb. Ha BinMiHy Bin moneH, y
co0ak MepBUHHUH Ie(IIUT Mi€JIONEPOKCHIA3H 3yCTPIYaeThCsl HadaraTo piame, OJHAK MPU3BOIUTH
70 BaXYUX KIIIHIYHUX HACHiIKIB, MPOSBISIOYUCH AMCEMIHOBAHOIO MAapBOBIPYCHOK iHQEKII€L0,
CETICHCOM, ITIOMETPOIO, IIOTOPAKCOM, ITHEBMOHIE0, TAHKPEATHUYHUMHE abciiecam, IucTuToM (87).

ETIOJIOI'TA I HTATOI'EHE3 JE®INUTY MIEJIONNEPOKCUAA3U ®ATOLUTIB

Mienonepokcnaa3a KOIY€ETbCSI OHUM T€HOM, IO MICTUTBCS B JIOKyci 17(22-23. OnucaHo Kiibka
TeHETUYHUX MYyTaliil, 10 MOXYTh MPU3BOAUTH 10 PO3BUTKY (EHOTHILY MEPBUHHOIO BHOIPKOBOTO
nepiuuTy Miejaonepokcuaasu (arouuTiB y JroAei. 3amiHa apriHiHy Ha TpuntodaH y KoaoH1 569
(R569W) € HaiimonMpeHiiiow npuarHoo i€l xBopobu B 3axiguiit €Bpormi i CIITA (110). Takox
omucani mytanii Y173C (45), nop’s3aHa 3 MOpPYIICHHSM MPOTEACOMHOI Jerpanaiii GepMeHTy B
€HJIOIIa3MaTUYHOMY peTHKYyayMi, Ta M251T, 00yMOBJI€HY 3aMiHOIO THMiHY Ha IIUTO3MH Y KOJOHI1
251 (109). V nesikux perionax Itamii gedinur Mieaonepokcuaasu 3yCTPiuaeTbesi aHOMAJIBHO YacTo,
nocsratoun 4yactotu 1:500. ¥V 3B’s3ky 3 nmum Marchetti C. 3i cmiB. (96) mpoBenu cremianbHe
JOCITIJKEHHS, PUCBSYCHE BUBYCHHIO MPUPOIHN MYTAaIlil, 110 JIeKaTh B OCHOBI 111€1 XBOpOOH cepes
iTaniiuiB. byno inentudikosano 3 Bimomi myrarii (¢.752T>C, ¢.1705C>T 1 ¢.1566 _1579del14) 1 6
HOBUX, a came — 4 wmiceHc-mytarii (c.995C>T, c.1112A>G, c.1715T>G 1 ¢.1927T>C), nenerito
aJleHiHy B 3 eK30Hi Ta MyTarito 3'-caiiTy cruaiicutry 11 intpona (¢.2031-2A>C).

Hatomicte B fmnonii 3yctpivaerbes HecuHOoHIMIYHAa R499C-myrariis, 1o NOpuU3BOIUTE [0
CcyOCTUTYIIIT apriHiHYy Ha IHUTO3WH Yy 9 KOJOHI PETYNIOI0UOTO PETiOHY, IO OOYMOBIIOE MEHIILY
4acTOTy XBOpoOu y 1iHt kpaini (123). Takox cepen AMOHIIB Bi3HaYaeThest MiceHc-MyTarrist G501S,
sKa BUKJIMKA€ TOPYIICHHS y reM-3B’s3yrouiil kumieHi gepmenty (116). BimminHicTh y etionorii i
MOLIMPEHOCTI IMyHOAEeDIUTY, HAUOUIBII IMOBIPHO, OOYMOBJIEHA MEBHOIO 3aKPUTICTIO SMOHCHKOT
MOMYJISAMIl, MOB’SI3aHOI0 3 OOMEXKEHHM CXpEllyBaHHSIM 3 NPEJCTaBHUKAMU IHIIUX ETHOCIB.
Hemonasno Wang K. 3i cmiB. (150) onucanu y kuTaiickiii momysnsuii HoBy Mytarito B 11 ek30Hi
reHa Mi€JOMEePOKCHIA3H, M0 MPU3BOAUTH 10 (OPMYBaHHS MEPEAYaCHOTO TEPMIHYIOUOTO KOJIOHY

p.(Trp602%).

VY 3axignii €spori 1 CIIA nabopaTopHuii peHOTUTT ASDIITUTY MIETOTIEPOKCHIA3U TIEPEIAETHCS 3a
ABTOCOMHO-PEIICCUBHIM THIIOM, XOdYa 1HOJI BiJ3HAYA€ThCS AaBTOCOMHO-IOMIHATHUN TAaTEPH


http://www.ncbi.nlm.nih.gov/pubmed?term=Viollier%20AF%5BAuthor%5D&cauthor=true&cauthor_uid=3024310
http://www.ncbi.nlm.nih.gov/pubmed?term=Parry%20MF%5BAuthor%5D&cauthor=true&cauthor_uid=6267975
http://www.ncbi.nlm.nih.gov/pubmed?term=Nunoi%20H%5BAuthor%5D&cauthor=true&cauthor_uid=12953846
http://www.ncbi.nlm.nih.gov/pubmed?term=Marchetti%20C%5BAuthor%5D&cauthor=true&cauthor_uid=15507752
http://www.ncbi.nlm.nih.gov/pubmed?term=Wang%20K%5BAuthor%5D&cauthor=true&cauthor_uid=23228855
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CHaJKyBaHHS, KOJIM IMyHOAEDIIHUT MPUCYTHIN K y TOMO-, TaK 1 retepo3urorT (83). Lle o0ymoBieHo,
nepefoBciM, BapiaOenbHICTIO KJIiHIYHOI MadidecTamii XBOpoOM, a HE TEHETPAaHTHICTIO
nmatosiorivusoro rema, xoda Cech P. 3i cmiB. (31) mokasamu BapiaGelbHY EKCIPECHBHICTD
TeTepPO3UTOTHOTO CTAaHy Cepe/ WiICHIB OJHI€l poauHH. JleTaqbHUI aHalli3 MpPOJAEMOHCTPYBAB, IO
napiiaiabHi popMu iMyHOACIIUTY, CKOPIIIE 3a BCE, MEPEIAIOTHCS JOMIHAHTHO, TOJII SIK TOTAJIbHI —
peuecuBHo. B Snownii i Kutai Mae micue kiracuuyHa aBTOCOMHO-PELIECUBHA TIepeiaya XBOpoOH, xouya
B OKpPEMHX CIM’SIX BCE XK MPOCTEIKYETHCS aBTOCOMHO-OMIHAHTHUI marTepH TpaHncMicii (78). [eski
€BPOTEHCHKI TAI[IEHTH 3 JIOBEIEHOI0 MEPBHHHOIO (POopMOI0 iMyHOAeinuTy Oynu CKIQIHUMHU
reTepo3uroTaMm, TOOTO MICTHIIM 2 Pi3HI MyTalii y JIOKycax, OTpUMaHuX BiJ OaTbka i marepi (130).
Tak, oOcTexeHnii MalieHT MaB BOJHOYAC JIBI MYTAIlil B PI3HUX JIOKyCaxX T'eHa MI€JIONEPOKCHIA3U —
HEKOHcepBaTHBHY 3amiHy M251T 1 gmenemito 14 ocHoBH B 9 ek30HI, Oyaydd CKIIQJHOIO
reTepO3UroTO0, TOMI AK MOro JoYka ycmajaKyBajia JIUIIE 3a3HadeHy jenerniro. HemonaBHo mpo
MOMIOHMI BMITAZO0K MOBIAOMHIN Typenbki cremiamictu (121), BUABHMBIIM ABI MyTalii B OIHOTO
namienTa 3 gedinurom Mienonepokcunazu (c.1705C>T; ¢.2031-2A>C). Takoxx 0OrpyHTOBaHO
OireHHe craJKyBaHHS XBOPOOHU B ISSIKHX CiM’six (84).

Cepen BiIOMHUX MPUYMH BTOPUHHOTO IMYHOAEDIIMUTY CIIiJI BUILJIUTH BaXXKE OTPYEHHS CBHUHIIEM Ha
BupoOHuiTBI (124), mienonposnideparuBui myxiauHa 1 curapomu (91), Bakki MeranoOiacTHy i
ammacTHyHy asemii  (23), imiomatuunuii  Mienodiopos (28), mimbomy Xomkkina (150),
npeneiikemio (31), kapuuHOMYy 3 IUCeMiHOBaHMMH MeTtacTazamu (33), roctpy OOCTPYKTUBHY
xoBTstHUIIO  (16) (Tabm. 1). BropunHHMH gediluMT Mi€IONEpOKCHIa3H 301IbIIyE YacTOTy
iHpeKIitHNX ycKiIagHenb y 3,7 pasiB npu roctpomy wmienoneikosi (140) i, HaiiGinpm iMOBIpHO,
MOBHICTIO BH3HAYa€ PO3BUTOK YMOBHO-TIATOTCHHUX iHQeEKHid y pas3i mpeneiikemii (31). Taki
TeHETUYHI XBOpOOHU siK HelipoHanbHuit inmodycunHos (13), cunapom Yeniaka-Xiraci (22) i cimeiiHa
rinmokanblliypuuna rinepkanbiiemis (17) MOXyTb CYIMPOBODKYBATHCS BTOPUHHUM Ae(DilIUTOM
Mienonepokcuaasu. I[Ipu3HadeHHs ITUTOCTATHUKIB, JAlCOHY, S5-aMiHOCATIIMIOBOT KHCJIOTH Ta
Cynb(anipunHiB 4aCOM MPU3BOIUTH 10 BTOPUHHOTO MPUTHIYEHHS aKTUBHOCTI MI€JIONEPOKCUAA3H,
OJlHaK 3a3BHuail (popMyeThCs MMPIINKA IMYyHOAE)IIUT, OCKUIBKM Il MEIUKAaMEHTH HE JA1I0Th Ha
BKazaHuit GpepmeHT cenektuBHO. Queiroz M.L. 3i cmis. (125) moBimoMuiu mpo po3BUTOK HAOYTOTO
nepiuuTy MieJoNepoKcuaasd |y poOITHHKIB, WHI0 NpauoiTh 3  (ochopopraHiyHUMU 1
kapOamaTHUMHU iHCeKTHIUAaMU. OIHaK HEOpraHiyHa PTYTh MPU3BOJIUTE, IEPEIOBCIM, 10 AePIIUTY
HAJl®-okcunazu, a He Mienonepokcuaasu. I[loMipHe 3HIDKEHHS BMICTY MIEJIOMEPOKCHIa3H
BIJ3HAYAETbCS Yy HOBOHapomkeHux (127), BaritHux (55) 1 Jesdkux OKIHOK Yy paHHIN
MIOCTMEHONAy3aJIbHUN Tepioj, OAHAK B OCTAHHbOMY BHIIAJKy IMyHHa JIUC(QYHKIIS MOBHICTIO
yCYBa€ThCS Ha TJII 3aMicHOI Teparii ectporeHamu (20). Y mpoTuiekHOMY pasi i IIyKaTH 1HIIY
npuunHy iMyHonediuuty. HalGytuit nediuuTt wmienonepokcuaasd Moxe OyTH 1HAMKaTOpoM
CYOKIiHIUHOI aKTHBaIlil cucTeMH remocrady, sk mokasamu d'Onofrio G. 3i cmi. (50). Cnin
3a3HAYUTH, [0 BTOPUHHUN IMYHOIE(DIUUT BUKIUKAIOTH JHIIE CEPHO3HI MPUYMHU. YMOBHO-
MaTOreHHl 1 OMOPTYHICTUYHI MIKpOOpraHi3MH, a TakoXX OaHalbHI Napa3uTapHi iHBa3ili He €
MPUYHMHOK BTOPUHHOTO AePIUTY MIETONEPOKCUIA3U Y JIFOEH.

Tabmums 1
Bigomi npuynHHM BTOPHHHOIO AedinuTy Mi€JONEPOKCHIA3H Y JIOAeH

- BaXXKE OTPYEHHS CBUHIIEM Ha BUPOOHMIITBI

- oTpyeHHS PochopopraHidHUMHY 1 KapOaMaTHUMHU 1HCEKTULIUIAMH
- MmienonpoinidepaTUBHI MYXJIUHU 1 CHHAPOMHU

- BaXKi Merajo0JiacTHa 1 ariacTH4Ha aHeMil

- imiomaTu4HHUHA Miesnodidbpo3

- nmimdpoma X0/ KKiHA

- TIpelielKeMis

- KapuuHOMHU 3 JUCEMIHOBAaHUMU METACTa3aMHU

- roctpa OOCTPYKTUBHA )KOBTSHHIIS



http://www.ncbi.nlm.nih.gov/pubmed?term=Cech%20P%5BAuthor%5D&cauthor=true&cauthor_uid=216438
http://www.ncbi.nlm.nih.gov/pubmed?term=Queiroz%20ML%5BAuthor%5D&cauthor=true&cauthor_uid=10408634
http://www.ncbi.nlm.nih.gov/pubmed?term=d%27Onofrio%20G%5BAuthor%5D&cauthor=true&cauthor_uid=6326898
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- HEHpOHAJIBHUH JOPYCIIMHO3

- cunapoMm Yeniaka-Xiraci

- ciMelHa TIOKaJbIlypUYHA T1EePKaIbIIEMIs

- Jeskl  MeauKaMeHTH  (IMTOCTATUKH,  JANCOH, 5-aMiHOCANINMIOBA  KHCIIOTA,
cynbhamipuanHm)

Mienonepokcnaa3a — reM-BMiCHUE MIKpoOinuaHuii gepmeHt, mo nepedyBae B a3zypodiibHUX
rpanyiax HeuTpodimiB 1 Ji30coMax MoHOIUTIB/MakpodariB kposi (136). Lleit eH3um ckiagaeThes 3
IBOX CyOOIMHHIB 1 CTaHOBHTH 5% Cyxoi macu Hetpodima. MOHOUUTH MICTATH JHIIE TPETUHY
BCBOIO IyJy MI€JIoONepoKcuaasu Tia JroauHu. CuHte3 (epMeHTy pecTpUKTOBaHMM (a3oro
MIPOMIENIONUTIB 1 CKIIAJA€ThCs 3 KUIbKOX (pa3: (hopMyBaHHS MENTHIIB-MIONEPETHHUKIB, N-3B’513aHOTO
IJIIOKO3MJIIOBaHHSI, BCTaBKM TI'€Ma, MPOTEOJITUYHOIO IPOLECHHTY, AMMepu3auii cyOoauHHLb 1
HaIXO/KeHHs ix 10  asypodinpHux rpanyn (107). @DyHKIiOHATBbHE  MPU3HAYCHHS
MIEJIONEPOKCHIa3U TOJIATae y MOTCHIIOBaHHI KUCHEBOTO BUOYXY Mif 4ac (a3u nepeTpaBieHHs
¢arouToBaHoro 00’ekra B HeTpodinax i MoHouuTax. Lle BimOyBaeThCs MIITXOM KaTalli3yBaHHS
(hepMEeHTOM CHHTE3y TIMOXJIOPHOI KUCIOTH 1 rinoxioput-aniony (HCIO") 3 mepekucy BoaHmo (puc.
1), sxuii BUIISETbCS BHACHINOK (yHKIioHYBaHHS HAJ[D-3anexHOi MIKPOOIIUAHOI CHCTEMHU.
BcranoBiieHo, 1110 oTpuMaHa TinmoxjopHa kucioTa B 50 pa3iB TOKCHYHIIIA IIOJ0 MIKPOOPTraHi3MiB
3a TEpPeKHC BOJHIO, SKMHA TaKOXX TPOSBISE TEBHI MikpoOiuuaHi BiactuBocti  (98).
Mienonepokcugaza 3a0e3nedye TakoX MpsiME XJIOpYBaHHS (aroluTOBaHUX OakTepiil, 10
NPU3BOIUTH 10 iX mojanbmioi 3arubeni. Bimomi i iMyHOperynsTopHi (QYHKIIT IIbOTO €H3UMY,
30KpeMa — 3JaTHICTb MOJYJIIOBaTH (yHKIII0O XeMmMoTakcucy (aromuriB, ska MoOxe OyTu
NPUTHIYCHOIO y NAIIE€HTIB 3 EPBUHHUM iMyHOedinmToM (129). Papayannopoulos V. 3i cmis. (119)
BCTaHOBWJIM, L0 Mi€JIONEepoKcHiaza Oepe ydacTb y peryisuii (popMyBaHHsS eKCTpaleIroIsipHUX
TUTa3MAaTUYHUX TMACTOK HeHTpodimamu, mo 3a0e3nedyroTh MO3aKIiTHHHE PyWHYBaHHS MATOTEHIB.
Xoua Mi€JONEPOKCHIa3a € Mpo3anajJbHUM areHToM, y MuIed 3 aedinuTtoM 1poro (epMmeHTy
PO3BHUBAETHCS CUIIbHIINIE HEUTPOQIbHE 3aNalICHHs y JIETEHIX MICIIs JoAaBaHHs 3uMo3any (138), mo
BKa3y€ Ha BaXJIUBI IMyHOPETYJIATOPHI BIACTUBOCTI MI€JIONEPOKCHIA3U. Y HAlli€HTIB 3 AedinuToM
LbOTO (PEPMEHTY BHUABIISETHCS MPUTHIYEHOIO 1HAYKOBaHA HEUTpodiIaMU IIUTOTOKCUYHICTH MO0
MYXJIMHHUX KIITHH (86), 110 MOYe MOSICHUTH HEOIIACTUYHI YCKJIQHEHHS XBOPOOH.


http://www.ncbi.nlm.nih.gov/pubmed?term=Papayannopoulos%20V%5BAuthor%5D&cauthor=true&cauthor_uid=20974816
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Puc. 1. MexaHi3M npoayKIii rNIOXJIOPUT-aHIOHY NMPHU aKTHUBALllT Mi€JonepoKcuaa3u (aromnura

SCN~

Sk 3a3Havanocs BUIE, y pa3i JeilUTy Mi€JONEPOKCHAA3H MOPYIIYEThCs (a3a MepeTpaBieHHs Hij
gac ¢aronuro3y. MieIonepoKcuIa3a-HeraTUBHI JICHKONUTH XapaKTEPU3YIOThCS TOCHIICHUM
pecnipaTopHuM BHOYXOM 1 MOCHa0JaeHO  MIKPOOIUIHICTIO HPOTATOM paHHbOI  (asu
nmocT(aroMTapHOTO Tepioxy, Xo4ya eTanm 3axOIUIeHHs maTtoreHiB Hemopymenwid (40). Sk
MOKAa3yIOTh JIOCHIKEHHsI, ()arolMTH TMAaIli€HTIB 3 TMEePBUHHUM IMYHOJE(DIIIUTOM CIOBLILHEHO
pyitayrote kimituHu Staphylococcus aureus, Serratia species (90) ta Escherichia coli (24), omnax
kutiHr S. faecalis He 3miHeHuit (85). daromuToBaHi 6akTepii aHOMaJIbHO TPUBAJIO 30€PIralOThCs y
¢aroiizocoMax, y 3B’SI3Ky 3 YUM J0 HUX YTPYJHEHHUH HOCTYN aHTUO10TUKIB, 30KpeMa — MEHILUIIHY
i crpenrrominuay (90), 110 MOKE CTBOPIOBATH TPYIHOIII NP aHTHOIOTHKOTEparii. EcknepumenTn
in vitro gemoHCcTpyIOTh HeMokauBicTh kimtiry Candida albicans, Candida krusei, Candida
stellatoidea Ta Candida tropicalis, oqnak HopmanbHe meperpaBieHHs Candida glabrata, Candida
parapsilosis i Candida pseudotropicalis. T'ipu Aspergillus fumigatus i kiniTuau Candida albicans He
3a3HAIOTh HAJIEKHOTO PYyWHYBaHHS, B TOHW uac sik criopu Aspergillus fumigatus 1 apixmkoBa daza
Candida albicans 3HEMIKOMKYIOTBCS 3a Mi€Jonepokcuaaza-HezanexxauM nuisxoM. Jlizuc Candida
albicans mopymieHui CcuibHINIE, HiX 3010THCTOrO cTadinokoky (120), mo € ocobmuBicTIO
imyHonme(iruty. IlpomeMoHCTpOBaHI TaKOX OIOCEPEAKOBAHI TIMOXJOPUT-aHIOHOM BIPYIIHJIHI
BJIACTHBOCTI MI€JIOMEPOKCHIA3H IOA0 Bipycy imyHomedimuty 1 Tumy (37) i mHUTOMEraaoBipycy
moguan  (53). OcraHHiM yacoM Bce OLIBINOI yBard MPHAUISIOTH AIbTCPHATHBHUM (QYHKIIISIM
MIEJIONEPOKCUAA3H, BKIIOYAOYH  TEPOKCHAAII0  JIMONPOTEIHIB  cHMpoBaTkH  KpoBi  (54),



14

Oiorpanchopmariiro KceHOO10TUKIB (77) 1 peryidiio CyIWHHOTO TOHYCY 3a IOCEPETHUIITBOM
cucTeMH okcuay a3oty (132), ki MOKyTh OyTH MOPYIIEHUMH TpHU Ae(inuTi HbOTO (PepMeHTy.

B iMyHOCKOMIIPOMETOBAHHX IMAIIEHTIB Peali3yIOThCS KOMIICHCAHTOPHI MEXaHI3MH, CIIPSIMOBaHI Ha
3MeHIIeHHsT (aronmurapHoi HeAOCTaTHOCTI. Bigomuii anbTEepHATHBHUN NUIAX META00JI3MY
MIEPEKKUCY BOJIHIO, IKMI pealli3ye€ThCs y MAIll€HTIB 3 Ae(IiIUTOM Mi€JONEPOKCHIa3H 1 3aBEPIIYETHCS
npoaykuiero OH-pagukaiis, a He TinoxjopuT-aHiony (61). Ille omHMM MexaHI3MOM KOMITEHCAIIIT
imyHogedinuty € BTopuHHe mocwieHHs HAJ[D-3amexHoi MikpoOimuaHOT cucTeMu 1
MOTEHIIFOBaHHS MPOAYyKIIiil cynepokcuay (116), xoua CynepoKCHI-3a1eKHa T1APOKCHIIALISA CYTTEBO
mocnabdiena npu aedinuti mieronepokcugasu (77). Ilepokcumasa MiKPOIIEPOKCHCOM TaKOK MOXKE
JI0 TIEBHOT Mipy KOMIICHCYBaTH HECTady Mi€JIONEPOKCHIa3U a3ypo(diIbHUX TPaHyN, sSK MOKa3aln
Breton-Gorius J. 3i cmiB. (27). Eo3uHodinbHa nepokcuaasa — 010XiMIYHO aKTHUBHIIIUN €H3UM 3a
MI€JIOTIEPOKCH/1a3y, OCKIIbKH €03MHO(MUIN MICTATh NMPHHANMHI BAecATEpo Ounbiie GepMeHTy 3a
HEHUTPO(ITM, TOMY KOMIIGHCATOPHE IIOCHJICHHS IIi€i CHCTEMH MOXE YaCTKOBO KOMIICHCYBAaTH
HasiBHY (aromurapHy HemocraTHicts (110). Vemimba xoMmeHcalliss iMyHOIEIHUTY 32 paxyHOK
QTBTCPHATHBHUX MIKPOOIIMIHUX MEXaHI3MIB IMOSCHIOE OE3CHMITOMHUHN Tepedir xBopodu y
Oaratbox oci0 3 1ediuTOM Mi€TOTIEPOKCH Ia3H.

Binomi MyTarii, mo jexath B OCHOBI HEPBHUHHOTO Je(hILUTY MIEIONEPOKCUIA3H, MPU3BOIATH 10
MOJICKYJISIPHUX TIOPYIICHb HE 3aBXKIU HA PiBHI CTPYKTYpHOTO I'eHa, a 1HOJI — JIMIIE TOYMHAKYH 3
MPHK abo 0Oinka, po3ramoByrounch y peryiastopHux rexax (135). Bimomi anomanii sk Ha mpe-
(141), rak i mocrrpancisuiiiHoMy piBHi (135). Onucana abOepaHTHA PECTPHKIIIS CHIOHYKIICa3 IPU
upomy imyHonedinuti (106). 3aramom mnepBUHHUN AEPIIUT Mi€JONMEPOKCHIA3H MOXe OyTu
o0yMOBIIeHUH: (a) MOPYIICHUM CHHTE30M IENTUAY-TIONepeaHnKa, (0) aHOMAJIBHOIO PETYIISIIIE0
cuHTe3y 000X menTuaiB abo (c) abOepauisiMH y MOCTCUHTETUYHOMY IMPOIECHUHTY YU YHAKOBIII
depmenTy B asypodinbhi rpanymnu (104, 105, 111).

MexaHi3M  BTOPUHHOIO  IMyHOAEPIUUTY OOyMmOBIeHHH  a00  MPUTHIYEHHSM  CHHTE3Y
MI€OMEPOKCHIa3H, AK 1€ Mae Miclle Npu BUPOOHWYIM i1HTOKcuKalii cBuHieM (124), aGo
MOPYILIEHHSAM J03piBaHHS KJIITHH MIE€JOLUTAPHOrO PSAAY, 110 BIJ3HAYAETHCS MPU HEOIJIA3isX 1
MienoiOposi (28). 3Bakaroun Ha BeJIMKY MOIIMPEHICTh MEPBUHHUX (OpPM XBOpOOH, MpHU
J1arHOCTYBaHHI BTOPMHHOTO IMyHOAEPIUTY Ma€e OyTH AOBEJEHO, 10 IMYHHOI TUCHYHKIIT HE Oyio
0 MOMEHTY [ii HeCHpHSTIMBOrO YMHHMHHMKA TaK caMoO, SK 1 IOKa3aHO YCYHEHHS IMYHHOI
HEJIOCTAaTHOCTI TICJS MPUIMHEHHS J1i NMPUYMHHOTO areHta abo komreHcarii xBopoOu. Illomo
0araThbOX 3aXBOPIOBaHb BiIOMUI TBOOIYHUI 3B’ I30K 3 iMyHOAEePiUTOM. Tak, mepBUHHUN AeiluT
MI€JIOTIEPOKCHIA3H MOKe OyTH TPHUYMHOI MienmonurapHoro Jeiko3dy (153), B Toil dac sk
MIEJIOUTAPHUHN JIEHKO3, 110 PO3BUHYBCS 3 IHIIMX NPHUYMH, 3/1aTEH NMPHU3BOJIUTH 1O BTOPUHHOIO
3HW)KEHHS BMICTY (hepMeHTy y HerTpodinax (91).

KJIACUPIKALIA

Po3pizHAOTh TIepBHHHI, 00 TEHETUYHO AETePMiIHOBaHI i BTOpHHHI, a00 HaOyTi GopMH XBOPOOH.
Kpim TOro, omucani ToTanbHi 1 mapiiajbHi BapiaHTH IMyHOAE(IUTY 3a ioro rambuHo. Mexa
Mik HUMH Jioci He yrouneHa. Tak, Lehrer R.1., Cline M.J. (90) momoBinu mpo ToTabHE 3HUKCHHS
aKTUBHOCTI pepMeHTY 110 5% BiJl HOPMHU 1 TapIianbHe y 4 cuHIB naienTa — 10 22-38%. Haromicth
Nauseef W.M. 3i cmiB. (111) BcraHoBWIN, IO Y HEWTpodinax MpHu mapuiaikHOMY iMyHOAe(inuTi
Mmictuthes Big 41 1o 52,3% depmenTty y nopiBHSHHI 3 HOpMoto. Bos A.J. 3i cmiB. (24) BU3HaUMWIH
BMICT MieJlonepokcuaasu Ha piBHI 9-18% npu TotanbHiil GpopMi XBOpoOH y cuHa, TOAL SIK y OaTbKa
3 mapuiajdbHUM IMyHOAE(]IIUTOM KOHIEHTpalis eH3uMy ckianana 45-58% Big Hopmu. IlepBunna
iIMyHHa JUCQYHKIIST MOXe OyTH SK TOTaJIbHOIO, TaK 1 MapIliaibHOIO, TOJi SK BTOPUHHUI
iMyHOIe(DIITUT Maike BUKIIOYHO MapliaibHUNA. Y pa3i reHeTHYHOI XBOpoOW mapiiayibHi GopMu
nedinuTy 3yCcTpivaloThCs dacrtimie 3a TotanbHi. B 3axigaiii €Bpomi 1 CIIIA uactkoBuit


http://www.ncbi.nlm.nih.gov/pubmed?term=Breton-Gorius%20J%5BAuthor%5D&cauthor=true&cauthor_uid=238749
http://www.ncbi.nlm.nih.gov/pubmed?term=Nauseef%20WM%5BAuthor%5D&cauthor=true&cauthor_uid=6189859
http://www.ncbi.nlm.nih.gov/pubmed?term=Bos%20AJ%5BAuthor%5D&cauthor=true&cauthor_uid=6278039
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iIMyHOIe(DIITUT 3yCTpiYaeThCcsl B CepeHLOMY BABIUl yacTimie 3a moBHHM (dactoTta 1:4000 1 1:2000
BimmoBigHo). Lanza F. 3i cmiB. (85) Ha miAcTaBi MaHMX ITATIHCHKOTO eMiJeMIOIOTIYHOTO
JOCITIJDKEHHS 3 BUBYCHHIM JaHux 148 000 oci® BCTaHOBWIJIM TaKe CITIBBITHOIICHHS HA piBHI 3,5:1.
Onnak Marchetti C. 3i cmiB. (96) BKa3ylOTh Ha OJJHAKOBY YacCTOTY TOTAIBHUX 1 HMapIiaibHUX Gopm
iMmyHoeinuTy cepen itamiini, npuaomy Parry M.F. 31 cmiB. (120) HaBoASTH aHANOTIYHI JaHI B
CHIA. Viollier A.F. 3i cmiB. (148) 3acBigumnu nmoaiOHe criBBigHOUICHHS Ha piBHI 5:1 y HiMewuuHi.
Hatomicte Nunoi H. 3i cris. (115), BUB4ar04H SIMOHCHKY HOMYJISIIO0, BUSBIISIM MapiaabHy GopMy
XBOPOOM BTPHYI YacTillle 3a TOTaJbHY. B IiJJoMy HOBHUH AC(IIUT 4YacTille MAE CHUMITOMHHM
nepeoir 1 MposBIAETHCA BaK4e 3a HapiianbHy (GopMy, OgHAK I BIAMIHHICTH HE € OOJITaTHOO.
Binmomo, mo myrtarmii G501S i R499C 3ymMOBIIOIOTh TOTAIBHUN Ae(IIHUT Mi€TONEpOKCHUIa3H, a
R569W — sk TotanmbHy, Tak 1 mapuianbHy ¢opmy xBopoou (110). Kpim Toro, MoxHa BHAUIATH
KUTBKICHUH 1 AKICHHUH eiluT, MPUIOMY B MIEPIIOMY BHITAIKy 3HUKCHHIA BMICT Mi€JIONIEPOKCHIA3H,
a B Ipyromy — nopyiieHa (pyHKI[lOHaIbHA aKTHBHICTh MOJICKYJIU 3a 11 HOPMaJIBHOI KOHIIEHTpaIli y
¢daromuti. Tak, myramiss M251T npu3BomuTh 10 SKICHOTO MOPYIIEHHS, TOAI sSK RS5S69OW —
3ae0inpmoro 1o KibkicHoro (130). Takok MO)XKHA BHIIUJIUTH CUMIITOMHI Ta acCUMIITOMHI ()OpMH
XBOpPOOH, XO4ya BIIMIHHOCTEW y TE€HETWYHIM NPUPOAl iHAMAPAHTHUX 1 KIIHIYHO MaHi(eCTHUX
BapiaHTIB IMyHOAE]IIIUTY HE MPOJIEMOHCTPOBAHO.

KJITHIYHI ITPOSABU

Kiminiuamii 1e610T epBUHHOTO ACINUTY MIEIONEPOKCUIA3U MOXIIMBUH Y OyIb-IKOMY BiIli, IIIO
BIJIPI3HSAE II0 IMYHHY IUC(HYHKIIIIO BiJl KJIACHYHUX IMYHOICSQIIUTIB, IS SKUX XapaKTCPHUH
MM0YaTOK CHMITOMIB 3 PAaHHBOTO JUTIYOro BiKy. OmmcaHuii 06€3CUMMITOMHHUN Tepedir XBOpoOH
MPOTATOM BCHOTO KUTTS. EMigemMioNoridyHi JOCTIDKEHHS TOKa3yioTh, IO TaKi aCHUMIITOMHI
BapiaHTH iMyHonedinuty 3ycrpidarotbess y 50% BumaakiBe xBopobu. OpHak MIOHAMMEHIIe Y
MIOJIOBUHU TAI[IEHTIB PO3BUBAIOTHCA MPOSBH PELUIUBHOIO 1H(MEKIIMHOIO CHHAPOMY, MIO
MOTipIIyIOTh SIKICTh JkuTTsA, xo4a Viollier A.F. 3i cmiB. (148) Bka3yioTh JHIlle Ha TPETUHY
cuMnToMHux ¢Gopm imyHonmedimuty. Y 5-10% BuUmankiB BiA3HAYAETHCS BAXKKUN KIIIHIYHUNA
(dbeHoTHUI 13 3arpO3TUBUMHU SKUTTIO CHUMITOMAaMH, 3aBASKH YOMY CTBOPIOETHCS MOIIOHICTH 10
XPOHIYHOI TpaHysleMaTo3HOi XBOpoOH. Mo)kHa BHAUIUTH 1HGEKLIHHI Ta HelH(EeKIiiHI TposBu
neiuTy Mi€TONepOKCHUIA3H.

Ingpexyitinuti  cunopom. HaWUTUMOBIMIMMHM KIIIHIYHMMH TIPOSIBAMU € PELUMJUBHI OakTepiaibHi
1H(eK1Ii BepXHIX ITUXaJbHUX HUIAXIB 1 MPUAATKOBUX IMa3yX HOCA, BUKJIMKaHI YMOBHO-IIATOI€HHOIO
C1aboBIPYIEHTHOIO MIKpOQIIOPOI0, X0Ua OMKCaHI 1 BaXKKi, IHBa3UBHI OakTepianbHi iH(eKIii. 3rigHo
3 HAllUMU CIIOCTEPEXKEHHSIMH MOJICMHYIT Ta MAHCUHYIT € CBOEPITHUMH BI3UTIBKAMU IHOTO
imyHogedinuTy. Bigomi Bunaaku puHOMapUHTITY, TOH3HIITY, 30BHIIIHBOTO 1 CEPEIHBOTO OTHTY,
koH toHKTHBITY (129), Oponxity (90), nepmatuty (82), ypaxenus npomexxuru (129), dpuermonu,
MmeHinrity  (78), wmikpooemii (120) Ta cencucy (65) OakTepialbHOTO  TOXOJPKEHHS.
Halinomumpenimummu 30yTHUKaMHU € CTa(iIOKOKH, CTPENTOKOKM, KHIIKOBA Majnyka, KieOciena.
Cocchi P. 3i cmiB. (38) moka3aim, 10 CTPENTOKOKOBA iH(EKIis HaHTICHIIIE acoliiioBaHa 3 UM
IMyHOAEPIUTOM 3-MIOMDK 1HIIMX OaKkTepialbHUX 1H(EKI1H, 10 MOSCHIOE PU3UK PO3BUTKY TOCTPOI
peBMaTnyHOl nuxomanku. Robertson C.F. 3i cmiB. (129) noBigoMuiu mpo pelHIvBHY MIOTCHHY
1H(eKIIiIo0 MWKIpHU 1 CIU30BUX 000JI0HOK, 3yMoBiieHy Haemophilus influenzae Tuny b, y HemoBisTH 3
MepBUHHUM JAedinmuToM Mienonepokcuaazd. MoskianBa Baxkka iH(EKIS CEYOBUBITHUX IUISAXIB,
Bukimnkana E. coli (113). Caenazzo A. 3i cmiB. (28) ommcanu JieTaabHUN CENCUC, BUKIMKAHUI
Pseudomonas aeruginosa, micias TPUBAJIOTO TeEpioy MEPCUCTEHII OpajJbHOIO KaHIUA03Y.
Kasmipuyk B.€. (2) noinommia npo GakTepiajibHy CENTHIEMIIO 3 03HaKaMHU PE3UCTEHTHOCTI 0
aHTUOI0TUKOTEpAIii y MAI[IEHTKU 3 TapIiaIbHUM J1e(IIUTOM Mi€JIONEPOKCHIA3H.

€ mnyOmikamii mpo peuuauBHI (GeOpPMIBHI emi3oau He3’sicoBaHoi eriosorii (28) Ta mBHaKe
HarHoeHHs paH (90) y maiieHTiB 3 1eIiIUTOM MieIONepOKCHIa3u (aroiuTiB.


http://www.ncbi.nlm.nih.gov/pubmed?term=Lanza%20F%5BAuthor%5D&cauthor=true&cauthor_uid=3039142
http://www.ncbi.nlm.nih.gov/pubmed?term=Marchetti%20C%5BAuthor%5D&cauthor=true&cauthor_uid=15507752
http://www.ncbi.nlm.nih.gov/pubmed?term=Parry%20MF%5BAuthor%5D&cauthor=true&cauthor_uid=6267975
http://www.ncbi.nlm.nih.gov/pubmed?term=Viollier%20AF%5BAuthor%5D&cauthor=true&cauthor_uid=3024310
http://www.ncbi.nlm.nih.gov/pubmed?term=Nunoi%20H%5BAuthor%5D&cauthor=true&cauthor_uid=12953846
http://www.ncbi.nlm.nih.gov/pubmed?term=Viollier%20AF%5BAuthor%5D&cauthor=true&cauthor_uid=3024310
http://www.ncbi.nlm.nih.gov/pubmed?term=Cocchi%20P%5BAuthor%5D&cauthor=true&cauthor_uid=4121206
http://www.ncbi.nlm.nih.gov/pubmed?term=Robertson%20CF%5BAuthor%5D&cauthor=true&cauthor_uid=231890
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3/I0BKUBaHHS aHTHOIOTHKAMU, OCOOIUBO — Me(anocmopuHaMu, MOXKE 3YMOBIIIOBATH PO3BHTOK
BaXKHUX TIpuOKoBHX yckmagHeHb (113). Omumcane TakoX CIOHTAHHE BUHHKHCHHS BaXKKHX
rpuOKoBuX iHOeKIiH. Oco0IMBO HU3BKOI € PE3UCTEHTHICTh M0 iHdekmii, Bukinkanoi Candida
albicans (100). Onxcani Bunagku KaHIUI03HOTO JUCEMIHOBAHOTO MYCTYIIPHOro aepmaruty (113),
cromaruty (28, 52), BynsBoBarinity (118), e3odarity i maeBMOHIT (73), OCTEOMIETITY TpyOUaCTHX
kicrok (90), pebep (110) i uepema (152), abcrieciB BHYTPIIIHIX OpraHiB, 0COOIUBO — MediHKH (32,
34), 1 m’s31B (90), aptputy (2), meninrity (94), cucremHoi (aucemiHoBaHOI) iH(EKIIT 1 cencucy (73,
90). luceminoBaHa iHGEKIiS NPOSBIAETHCA KAHIUAEMI€0 1 MHOXHHHMMH METaCTaTHYHUMH
ypaXCHHSIMH B OpraHax 0e€3 O3HaK CHCTEMHOTO 3alajbHOTO MpPOIECy. YCKIaIHCHHIMH
KaHJHUJIO3HOTO CENCUCY Y TaKUX [MAaIli€HTIB MOXYTh OyTH CHHIPOM JIMCEMIHOBAHOTO
BHYTPIITHBOCYAMHHOTO 3CiJaHHS KPOBI Ta rocTpa HUpKoBa HemocTatHicTh (73). Kanammos gacto
Mae aTunoBuid mepedir (62), HenuuHo penuauBye (100) 1 moTpebye mpoBeneHHS 1HBa3UBHUX
Brpy4danb (110). V Toii wac sk OakrepianbHi iH(EKIII 31e0UTBIIOr0 TOBEPXHEBI, T'PUOKOBI
ypaxXeHHs TSHKIIOTh 0 NIMOMHHOTO po3TalryBaHHs. OmyOniKyBaHe MOBIAOMIICHHS PO 1HBa3UBHHIMA
acTIepriIbO3HUN €TMOIMUT 3 NMPOHUKHCHHSM B OYHHIKO Yy TAIIEHTKH 3 TMapialibHOI (HOPMOIO
imyHonedinuty (7). Hedbinur mieqonepoKcuaasu BiTHECEHUH 1O TMEpeNiKy iMyHOIS(DIIHTIB, TpH
SIKUX YacCTO 3yCTPIYalOThCs iHBa3UBHI TpuOKOBI iHekmii (12). Bakkuii, rimuOMHHUN KaHIUI03 — 110
neBHOi Mipu crenudiyHa O3HaKa iMyHoAe(diIUTy, fKa BiAPI3HSAE MOro BiA IHIIMX MOAIOHUX
IMYHHUX IUCHYHKIIIH.

IHONI y TakMX MAIli€HTIB BiJ3HA4alOThCs OakTepianbHO-TpuOKOBI acomianii. Tak, Erbagci Z. (57)
OMKCaB BOXKHH HOMA-TIOMIOHUN XeWniT, BUKIMKaHUi MikcT-iHdekmiero Klebsiella pneumoniae i
Candida albicans y marienTa i3 3a3nadenuM imynozaedimurom. Domingues-Ferreira M. 3i cmis. (49)
JIOTIOBUTM TIPO PO3BUTOK JTUCEMIHOBAHOTO TMAapaKOKIUIIOMIKO3Y 1 TyOepKyiab03y IpH JedimuTi
MI€JIONepoKcHIa3u paronuTiB. bakrepianbHi yCKIAQAHEHHS, 1110 TOTPeOyIOTh aHTUOI0TUKOTEpaIlii,
MOKYTh OYTH HACIIJIKOM YacTOTO 3aCTOCYBaHHS aHTU(YHTAIbHUX JIKiB, SIK 1€ IPOJIEMOHCTPYBAIN
Nauseef W. 3i cmi. (110) Ha npukiaai penuaMBHOTO KaHIHI03HOTO OCTCOMIEITY.

Klebanoff S.J., Coombs RW. (79) y 1996 pomui mnpomeMOHCTpyBajdH BipyIHIHI BIACTHBOCTI
€03MHO(DLIIBHOI MEPOKCHIA3U 00 Bipycy imyHoaediuuty moaunu. EI Chochola J. 3i cnis. (37)
MIOKa3ajy, 1110 Mieronepokcuaasa y Hu3bkii 1031 (1,4 to 14,3 mU/ml) npu3BoanTh O NPUTHIYEHHS
Bipycy iMmyHoze(piuuTy, a y Benukii (143 mU/m) — Y4MHUTh HMTOTOKCUYHUHN BIUIMB Ha 1H(IKOBaHI
krituan. Messaoudi K. 3i cmiB. (53) onmcanu TpOTUBIPYCHY aKTHBHICTH PEKOMOIHAHTHOI
MI€TOMIEPOKCHIA3H IIOJI0 IIUTOMEranoBipycy. BiAmoBiqHO 10 1OTO MOBIOMIIEHO MPO JIMOIYHHIMA
eHiedanit, BUIMKaHUN BipycoM repnecy 7 tunmy (7), Ta 3 BUNagku JeilkoeHuedaniTy,
o0yMOBIIeHOTO BipycoM repriecy 6 tumy (3), y mamieHTiB 3 JIedilUTOM MieIONepoKCHIa3u
¢arouuTtiB. Nguyen C., Katner H.P. (1997) nonoBiganu mpo po3BUTOK MPUIIYIIEHHS 1 palTOBOIO
nopyuieHHss (QYyHKLii KOpPOTKOYacHOI MaM’sTi, XapaKTepHUX MJIsi TeprecBipyCHOro JiMOIYHOTO
ennedanity, y mamieHTa 3 aeIimUTOM MIEJIONEPOKCUAa31, OJHAK HaJeKHUW BiIPYCOJOTIUHHNA
MOIIYK He OyB MPOBeAeHUH. Y CHelialbHO CIUTAHOBAHOMY KIIIHIYHOMY JOCIIPKeHHI MOKa3aHo, 110
neinuT MieTonepoKcHaa3u, Ha BIIMIHY BiJl 3arajibHoOro BapiabeiabHoro iMmyHoaedinuty, aedinuty
MPUPOJHUX KiiepiB Ta imionatnyHoi CD4+ T-kmiTHHHOI JiMdorneHii, HalTICHIIIe acoliifoBaHui 3
MyJIbTH()OKATHHUM JIeHKOeHIIe(aTiToM, BHKIMKAaHUM Bipycamu reprecy 6 i 7 TumiB (95). Ile
MO’KHA TIOSICHUTH TOPYIIEHHSIM KOHTPOJIIO HAJ PENpOIYKIIEI0 BipyCiB y ONIroJeHApPOLUTax 01101
PEYOBHMHU MO3KY 3 OOKYy MI€JIOMEPOKCHIa3a-BMICHUX MIKPOTTIAIBHUX KIITHH, IO € MOX1THUMH
MOHOIIUTIB KPOBI.

Heinghexyivini npossu. Y neskux MaIieHTIB HEiH(QEKIiiHI MposBU AeilUTy Mi€JIONEepPOKCHIA3H
IepeBakaloTh 1H(EKIIHHI ypakKeHHS 3a BaXKICTIO a00 € €IMHUMH CHMIITOMaMH 1CHYIOUYOTO
imynomedinury. Bimomi Bunaaku g00poskicHoro gimdornporideparuBHOTO ypakeHHs jerens (17,
90) i kumkiBauka (133) y marmientiB 3 gedinuToM Mienonepokcuaasu QarouuTiB. Jo iHIIHMX


http://www.ncbi.nlm.nih.gov/pubmed?term=Erbagci%20Z%5BAuthor%5D&cauthor=true&cauthor_uid=14651574
http://www.ncbi.nlm.nih.gov/pubmed?term=Klebanoff%20SJ%5BAuthor%5D&cauthor=true&cauthor_uid=8825615
http://www.ncbi.nlm.nih.gov/pubmed?term=Coombs%20RW%5BAuthor%5D&cauthor=true&cauthor_uid=8825615
http://www.ncbi.nlm.nih.gov/pubmed?term=El%20Messaoudi%20K%5BAuthor%5D&cauthor=true&cauthor_uid=11782930
http://www.ncbi.nlm.nih.gov/pubmed?term=El%20Messaoudi%20K%5BAuthor%5D&cauthor=true&cauthor_uid=11782930
http://www.ncbi.nlm.nih.gov/pubmed?term=El%20Messaoudi%20K%5BAuthor%5D&cauthor=true&cauthor_uid=11782930
http://www.ncbi.nlm.nih.gov/pubmed?term=El%20Messaoudi%20K%5BAuthor%5D&cauthor=true&cauthor_uid=11782930
http://www.ncbi.nlm.nih.gov/pubmed?term=El%20Messaoudi%20K%5BAuthor%5D&cauthor=true&cauthor_uid=11782930
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KIIHIYHAX MPOSBIB CIIiJ BiIHECTH NYCTYASAPHUN TIcopia3, mpo skuii mosimomuaum Lindgren
S., Stendahl O. (92). LlikaBo, 110, MONpu BiJIOMY KIIHIYHY T€TEPOTCHHICTh, IMyHOACHIIHUT Y
pimHOTO OpaTa XBOPOTO TAKOX MPOSBISBCSA cCaM€ Yy BUIUIII MyCTyisipHOro mcopiasy. IlomgioHuit
Bunagok onucanu De Argila D. 3i cmiB. (42). IcHyroTh myOJikalii i mpo po3BUTOK KJIACHYHOTO
rcopiazy mpu JaedimuTi Mi€JOIEPOKCHIa3H, OJHAK 1€ YPaXKEHHS 3a3BUYall Mae JIerKuid nepedir 0e3
3amydeHHst cyrno6iB (63). Bimomi Bumanku HelTpodinbHOTO GoiKymsipHOTo nepmaruty (48) i
peunauBHOro adgrosHoro cromaruty (129) HEyTOYHEHOro MOXOKEHHS. IHOMI pPO3BHUBAETHCS
nereHeBuii remocuiepo3 (139). Lle ycknaanenHs y pasi AeinuTy Mi€IonepoKCHaa3H MOSICHIOIOThH
MOPYUICHHSM JisITHOCTI PEIOKC-CHCTEMH.

3a3BUYail y MAaIi€HTIB Ma€ MiCIle BaKKa BEreTO-CYJIWHHA JUCTOHIA, M0 OOYMOBJICHO 3aly4eHHSIM
MI€TONIEPOKCHIa3H B OOMIH OKCHJIY a30Ty, SIKHH € BaXKIUBUM PETYISITOPOM TOHYCY CYAMH. 3a
nannmu Rudolph T.K. 3i cmiB. (132) HiKOTHH-3a/Ie)KHAa aKTHBAIls JEWKOIUTIB MPHU3BOIMIA 0
MPUTHIYCHHS aKTUBHOCTI €HAOTENNATBHOr0 oKeuay azoty (p < 0,01) y 3gopoBux mozei (n = 30),
OJIHAK HE Y MaIlieHTiB 3 BepudikoBaHuM nedinutrom wmienonepokcunau (p = 0,12; n = 15),
MPUYOMY BiJ3HAYANIACSH KOPETSAIis MK BMICTOM (DepMEHTY i TTTHOMHOIO Ba30MOTOPHOI TUCQYHKITT
(p = 0,008). Von Leitner E.C. 3i cmiB. (149) mnokasanu, mo Mi€JONEPOKCHIA3a MPHUTHIUYE
aKTHBHICTH 1HTiIOITOpa CHHTa3W OKCHAY a30Ta, TOMY Y TMAaLi€HTIB 3 Ae(pIIUTOM IOTO CH3UMY
nopyuryetbest NO-3aJie)KHa PEeryJisiilisi CyIMHHOTO TOHYCY. Y JESKHX 0Ci0 BA30MOTOPHI MOPYIICHHS
HaOyBaroTh Gopmu cuuapomy Peitno (71). Ichimori K. 3i cmiB. (70), BuB4atouu HeUTpodinu
MaieHTIB 3 AePIUTOM Mi€TONEePOKCHIa3U, BCTAHOBWIM, IO IIei (epMEeHT 1Hri0ye HAKOMUYECHHS
HITPOBaHMX MPOAYKTIB in VIVO NUIBIXOM I1HAYKIIT Jerpajnamii HIiTPOTHPO3HHY 3a HPUCYTHOCTI
rIyTaTiony. Berero-cyauHHa AUCTOHIS 4acoM TypOye MAIi€eHTIB 3 AePILUTOM Mi€IONepOKCHIa3U
CHJIBHIIIIE, HIXK BJIaCHE 1H()EKIIHHUI CHHAPOM.

Takoxx BlJ3Hau€Ha CXWIBHICTH JI0 TpoMOO3iB, acoliiioBaHa 3 rineppiOpuHOreHEMIEI0, OCKUIbKI
MI€JIONepoKCHaasa Bifirpae poib y KoHTpom cuctemu remoctasy (50). Iloeimomieno mpo
acouianitoo 1ediuuTy MI€IONEePOKCHIa3H 3 CUHIPOMOM ayTH3MYy Y AITE€H, OJTHAK MEXaHI3M 3B 43Ky
noci 3anuinaeTbes HeyrouHeHuM (133). depmenT Oepe y4acTh y OKCHIATHBHOMY KaTabOi3Mi
ceuoBoi kucimotu (67) i tpudochaToBaHux HyKiIeoTHIIB (128), TOMy MOXIMBUI PO3BHTOK
pedpakTepHoi ypauui-ceuoBoi aHeMii y mamieHTIB 3 1uM imyHonedinutom (14). Taka anemis
pO3BHHYJACS Yy JAUTHHU 7 POKIB 3 IeDIIMTOM MIEIOMEPOKCHUIa3H 1 Maja O3HAKH TIMOXPOMHOI,
OJIHAK BiJI3HAUABCS JIETKUI MEraloOJacTHHM MaTTEPH KiCTKOBOTO MO3KY. O3Hak nediluTy BiTaMiHy
B12 ne Oyno, a Tepanis miaHokoOazamMiHOM 1 (DOTIEBOIO KUCIOTOIO BUsIBUJIACS HeepeKTUBHOIO. B
ceui Oyna mMmiJBUINEHA KOHIIGHTpAIlis ypauuily, YpUAMHMOHO- 1 audocdary. HeBmos3i autuna
MOMepJ1a BiJl CETICHCY 3 KapTHHOIO JielikeMoinHoi peakiii. Sato A. (134) moBimoMuB npo 2 BUMAIKH
CUHIPOMY MAapKiHCOHI3MY TpH ACQIIUTI Mi€JIONIepOKCHaa3Hu (aroluTiB, OB’ I3aBIIA HEBPOJIOTIUHE
YCKJIQHEHHS 3 TepeHeceHnM eHredanitom ExoHomo, niarHo3 sikoro, ogHak, He OyB yTOYHEHUM.
BiamoBigHO 0 1BOro, 3roJIoM OIKMCAHO 3 BHUINAJAKH TMApKIHCOHI3MY Y MOJOJHUX JKIHOK 3
napuiaJbHUM IMyHOJEpIIUTOM, y SIKHUX HE BiA3Hadajocs o3Hak HeipoiHndekuii (1). Sk Bimomo,
eKCTpamipaMiZiHi po3Naad € MpPSIMOI0 O3HAKOK 1HIIOro (HaromUTapHoOro iMyHoaepiuury —
cunapomy Yeniaka-Xiraci (22).

IcHYIOTH TIOBIIOMJICHHS TIPO TaKi aBTOIMYHHI yCKIaJHEHHS imMyHomedinuty sk pemarmsm (90,
121), pesmatoinuuii aptput (21) 1 po3cisauii ckiepo3 (126), xoda JOCBiI A1aTHOCTUKH XBOPOOU B
VYkpaiHi CBIIUMTHh MpO HANTICHINIY acoliallilo 3 aBTOIMyHHMM THpOiauToM. HemlonaBHo ommcaHo
TEeHETUYHUIN JeilUT TUPOIAHOI MEPOKCHUAA3H, IO BiIPI3HAETHCS 3a MOXOHKCHHSM BiJ AeIiIUTY
nepokcupazu  MienonutiB  (10). Y  Mumed 3 TeHeTHYHO JIeTepPMIHOBAaHHM JIe(ilUTOM
MI€TOTIEPOKCHIA3H JIETIIIE PO3BUBAETHCSA €KCIIEPUMEHTAILHUN aBTOIMYHHUN eHIe(aTIoMI€eNiT, HiXkK
y 3aopoBux TBapuH (25). Cepen anepriyHux yCKIagHCHb IMyHOAS(MIIUTY HaWdacTiIIe
3yCTpIYarOThCA PUHIT 1 IEPMATHUT, SIKI MOXKYTh PO3BHUBATHCS 3a TCEBIOAICPTIYHUM MEXaHI3MOM,
OCKIJIBKH Mi€JIoNepoKcHIa3a Oepe yuacts y ne3aminyBaHHi ricraminy (58). Di Stefano F. 3i cmis.


http://www.ncbi.nlm.nih.gov/pubmed?term=Lindgren%20S%5BAuthor%5D&cauthor=true&cauthor_uid=59508
http://www.ncbi.nlm.nih.gov/pubmed?term=Lindgren%20S%5BAuthor%5D&cauthor=true&cauthor_uid=59508
http://www.ncbi.nlm.nih.gov/pubmed?term=Stendahl%20O%5BAuthor%5D&cauthor=true&cauthor_uid=59508
http://www.ncbi.nlm.nih.gov/pubmed?term=De%20Argila%20D%5BAuthor%5D&cauthor=true&cauthor_uid=8944359
http://www.ncbi.nlm.nih.gov/pubmed?term=Rudolph%20TK%5BAuthor%5D&cauthor=true&cauthor_uid=21724624
http://www.ncbi.nlm.nih.gov/pubmed?term=von%20Leitner%20EC%5BAuthor%5D&cauthor=true&cauthor_uid=22082678
http://www.ncbi.nlm.nih.gov/pubmed?term=Ichimori%20K%5BAuthor%5D&cauthor=true&cauthor_uid=12797467
http://www.ncbi.nlm.nih.gov/pubmed?term=Di%20Stefano%20F%5BAuthor%5D&cauthor=true&cauthor_uid=14646295
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(46) nmomoBiNMKM MPO PO3BUTOK BAXKKOIO TIMEPCEHCHTHBHOTO OOMITEPYIOYOr0 OpPOHXIONMITY i
anmpBeoity (BOOP — bronchiolitis obliterans organizing pneumonia) micisi KOHTaKTy 3 MOXIIHUMHU
OCH3aJIKOHIIO y MAaIli€HTa 3 TIEPBUHHOIO TOTAIBHOIO (opMOr0 AedhinuTy Mieaonepokcuaaszu. Panime
TaKe YCKJIQJHEHHs OIMCalM INPH 3arajbHOMYy BapiaOenbHOoMy iMyHonedimti (74). Turpin F. 3i
cuiB. (142) 3acBigymim pO3BUTOK (PEHOTHUIy CHCTEMHOTO MAcCTOIMTO3y Yy JIIOJUHH 3
BepHuQiKOBaHUM AePIIUTOM MieIonepoKcruaa3u (HarouTiB.

Mienonepokcuaasa 3a0e3neuye NepeKUCcHe OKUCICHHS JIIMONPOTEIHIB, TOMY 11 BUCOKA CHPOBATKOBA
KOHIICHTpAIlis acollifiOBaHa 3 YCKIIQJIHEHUM IepeOiroM aTepocKiIepo3y CYIMH, 33 BHUKIIOYCHHSIM
BUI-indikoBanux mnarientiB (54). Hartomicte y maiieHTiB 3 Ae(DIUTOM [OTO T'€MOIMPOTEIHY
3HIKCHUW PU3HMK CEpIIEBO-CYAMHHUX KaracTpod y TpeTii 4acTUHI JKUTTS, IO € TMO3UTHBHOIO
BIIACTHBICTIO XBOpPOOHM, Xo4ya y MHIEH 3 [nediluTOM Mi€JOMEepPOKCHIA3H aTePOCKIePO3
po3BuBaeThess mBuAme (26). Tak, Kutter D. 31 cmiB. (84) mopiBasuin gani 100 mamieHTiB 3
Bepu(iKOBaHUM JiarHo3oM jaedimury Mienonepokcuaasun 1 118 oci0 3aranbHOI TOIMYISAIIi,
BiJIIOpaHUX BUMAAKOBO, MIATBEPIAUBIIM 3HIKCHUN PHU3UK BAKKUX KapAiOBACKYISIPHUX XBOPOO Y
MOXWJIOMY BIlli cepea IMyHOCKOMIIPOMETOBAHMX TALlI€HTIB, SKHHA, OJIHAK, IOEIHYBAaBCS 3
i ABHMILEHOK YaCTOTOK 3arPO3IUBUX IHMEKIIHHUX €Mi30/1iB 1 3anansHux mporecis. ITizuime Zhang
R. 31 cmiB. (154) moka3anmu TICHY MO3UTHUBHY KOPEJAIII0 MK pPIBHEM MIEIONEPOKCUAA3H B
JEHKOIMTAaX 1 PU3UKOM aTepocKiiepo3y cepeln ocid 3 aHriorpadiyHo MiATBEPHKEHOI0 XBOPOOOIO
KOpPOHApHHUX CyAWH. TMM HEe MEHIIe, BIAMOBIIHO J0 JaHUX CKCIEPUMEHTAIBHUX TOCITIIKEeHD (26)
KJIIHIIIUCTH HEOJHOPA30BO IMOBIIOMIIUTM IPO PO3BUTOK Y POAHMYIB MAIIEHTIB 3 TEPBUHHUM
nedinuToM Mi€TONepOoKCHIa3M BUTIAIKIB iH(PAPKTY MiOKap/a Ta ieMiYHOTO IHCYJIbTY B MOJIOJIOMY
Bii (32, 92).

Ilepenocumicmo meduxamenmis. llamienTHn 3 nediIUTOM MIETONEPOKCHIA3H MOXKYTh MaTH
po0JIeMu 3 IEPEHOCUMICTIO JTIKIB, 110 YTPYAHIOE TTPOBEACHHS pallioHaIbHOI (papmakoTteparii. Taxk,
ackopOiHOBa KucioTa pi3ko moripurye ix craH (112), cynbdameTokca3on-TpUMETONPUM MOXe
BUKITUKATH HEOUIKYBaHUN aceNTUYHUI MEHIHTIT (94), HeoOTpyHTOBaHE 3aCTOCYBAaHHS aHTUOIOTHKIB
— BaXKHM iHBa3uMBHUM kaHnumo3 (113), a HepaimioHandbHa TpHUBaJa Tepamis AaHTUMIKOTUKAMH —
JeTanbHUN OakrepianbHuil cerncuc (28). BceranoBieHo, Mo HEWTPO(DiM MAIiEHTIB 3 TOTATBHUM
neiuTOM HAKOMUYYIOTh ackopbar B Habarato OLbIIINA KITBKOCTI, HIK KIITUHH MPH MapliaibHil
dbopmi XBOpoOH, OCKIIBKM Mienonepokcnuaasa Oepe ydactp y okcumarii Bitaminy C (62). Sk
nokazanu Kettle A.J., Winterbourn C.C. 3i cniB. (77), HeliTpodinu 3 neinuToM Mieaonepokcuaazu
TIPOKCUITIOIOTH CaNIIIMJIATH JIHile Ha piBHI 13% y MOPIBHSAHHI 31 3I0pPOBUMU KIITHHAMH.

Onkonoziuni yexnaounennss. Hunh D. 31 cmiB. (69) y 1978 porii Briepiiie OBiIOMHIIH IIPO aCOIIAII0
ciMeHOro Ae(iuuTy MIETONEepPOKCUAA3H 1 TOCTPOrO MIENOIMUTAPHOIO JEMKO3y y XJIOMYUKa 3
TOTAJIbHOIO (opMOIO XBOopoOu. Y Horo OaThbka MaB Micllie HapuiadbHuUM nedinuT ¢GepMeHTy.
ImyHOnEedinmT 30epiraBes micis TOCATCHHS MOBHOI peMicii neiikemil. B mogansmomy Weil S.C. 3i
ciuiB. (153) inmentudikyBanu Tpanciokamii t(15;17)(q22;q11.2) 1 peapamxupyBaHHS Te€Ha
MIEJIONIEPOKCHUIA3U TP TOCTPOMY IPOMIENIONMTAPHOMY JIeHK031. MU crocTepiraiy MaiieHTKy 3
ciMetHUM 1IMyHOe(DIUTOM, 110 MEepeHecsia B MUHYJIOMY IIPOMIENIONUTApHUN JIeiKo3, a 1 XBopuid
CHH CTpPaXIaB Ha PEBMATOIMHUIN apTpuT [HeomyOsikoBai gani]. Hemomasuo Ohno H. (117)
JIOTIOBIB PO PO3BUTOK Mi€NONpoiidepaTuBHOI HeorIas3li 3 MyJlbTU()OKATLHUM YPaKEHHSIM IIKIpH
y TMalieHTa 3 MepBUHHUM Je(ilUTOM Miejnonepokcuaasu ¢arouutiB. OfHAK y TaKMX MAIll€HTIB
TaKOX IMJABUIICHUN pHU3UK (OPMYBAHHS COJITHUX TMYXJWH, OCOOJIMBO — PAKy JIETE€Hb, SEYHUKIB
(85), cim’sumkiB (78) i mmiom Mmo3ky (90). Bmepine acomiamito XBOPOOH 31 3JI0SKICHUMHU
HOBOYTBOpPEHHSIMU TpojaeMoHcTpyBanu Lanza F. 31 cmiB. (85) y BenMkKoMy emiieMiOJIOTTYHOMY
JOCITIJDKEHHI, ske oxomnoBano 148 000 mnpeactaBHHMKIB 3arainbHoi momyssmii Itamii. Coig
MIIKPECTUTH, MO 1HOAI MyXJIMHA MOXKE€ OYTH €IWHHM IPOSIBOM IMYHHOI IUC(YHKIIT MpPOTATOM
xutTsa. Sk Bkasyroth Kitahara M. 3i cmiB. (78), 3 3 9 IMyHOCKOMIIPOMETOBAaHHX MPOOAHIIB
CTpaXJaJli Ha 3JIOSIKICHI HOBOYTBOPEHHS — JBO€ Ha JIM(POMHU 1 OJUH HA TECTUKYJISAPHHH pax.


http://www.ncbi.nlm.nih.gov/pubmed?term=Turpin%20F%5BAuthor%5D&cauthor=true&cauthor_uid=673832
http://www.ncbi.nlm.nih.gov/pubmed?term=Kutter%20D%5BAuthor%5D&cauthor=true&cauthor_uid=11111115
http://www.ncbi.nlm.nih.gov/pubmed?term=Zhang%20R%5BAuthor%5D&cauthor=true&cauthor_uid=11694155
http://www.ncbi.nlm.nih.gov/pubmed?term=Zhang%20R%5BAuthor%5D&cauthor=true&cauthor_uid=11694155
http://www.ncbi.nlm.nih.gov/pubmed?term=Kettle%20AJ%5BAuthor%5D&cauthor=true&cauthor_uid=8006021
http://www.ncbi.nlm.nih.gov/pubmed?term=Winterbourn%20CC%5BAuthor%5D&cauthor=true&cauthor_uid=8006021
http://www.ncbi.nlm.nih.gov/pubmed?term=Hunh%20D%5BAuthor%5D&cauthor=true&cauthor_uid=205071
http://www.ncbi.nlm.nih.gov/pubmed?term=Ohno%20H%5BAuthor%5D&cauthor=true&cauthor_uid=21088365
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Hatomicte Castillo-Tong D.C. 3i cmiB. (30) mokasanu acoriamiro -463G/A mnomximopdizmy rena
MIEJIONIEPOKCHUIa3U 3 PU3MKOM PO3BUTKY paky sedHukiB y xkiHok (83,3% GG, p=0,008) y
MOpIBHSHHI 31 310poBUM  KoHTpoieM (62% GG). Boanowac, mnepBUHHUN jaediuuT
Mi€JIonepoKcHa3u 3abe3neuye MeBHUHM 3aXUCT Bil (JOpMYyBaHHS paKy JIer€Hb BHACIHIAOK MaiHHS,
OCKIJTbKHM (PEpPMEHT 3aJisTHUN y TIepETBOPEHHI OCH30MIPEHY TIOTIOHOBOTO JIMMY Y BUCOKOAKTHBHHMA
KaHIEPOTEeH.

Cunopom nepeouacroi cmepmi. 3JOSKICHI HOBOYTBOPEHHS 1 KaHIUIO3HHUU CENICUC — HE €IUHI
NMPUYMHU TIepeAYacHOi 3aruOeni TMamieHTiB 3 KIHIYHO MaHidpecTHuMHu (opmamu  nedinurty
Mienonepokcuaasu. ICHye HU3Ka MOBIIOMIICHb, IO BKa3ylOTh Ha PH3UK PaHHBOI CMEPTi BiX
comatnyaux xBopoO. Tak, Cech P. 31 cmiB. (32) moBimomMwiM mpo cMepTh OpaTa NaIlli€eHTa 3
MEePBUHHUM JIe(DIIUTOM MIi€JOMEPOKCUIA3H, MO MPOSBISABCS 1HBAa3MBHUM KaHIAHMIIO30M, BiJl
iH(papkTy Miokapsa y Bimi 9 poki. Cectpa mpoban/a momepiia y Bii 19 pokiB micisi IEPEHECEHOTO
iimemivHoro iHcynwTy. Lindgren S., Stendahl O. (92) monoBinu mpo paHHIO cMEpTh Bix iHpApKTy
MioKapja Opata maiienTta 3 eiuToM MieIONEePOKCH 31, IO CTPaXIaB Ha MyCTYISAPHUIL mcopias.

Kniniuna eemepocennicmo. CHEKTp KIIHIYHUX MPOSIBIB IMyHOAEhIUUTY AyXKe IIUPOKUH — Bif
HEBAXKHUX 1H(EKIIHHUX eMi30/iB, BUKIMKAHUX YMOBHO-TIATOT€HHUMH MIKpPOOpPTraHi3MaMu, [0
MOTEHIIHHO JeTalbHUX MienonpoiidepatuBHux Heora3id 1 paky (108). Baxko 3HaiiTu nBOX
CHUMIITOMHHUX Talli€HTIB 3 iICHTUYHUMH TPOSIBAMH XBOpOOH. BupasHa reTeporeHHiCTb CHMITOMIB
iMyHOe(DIIUTY BiJ3HAYAETHCSA HABITH y WiIEHIB oaHiel poaunu, xo4a Lindgren S., Stendahl O. (92)
MOBIIOMHJIM TIPO  1NEHTHYHI ypaK€HHS Yy MOHO3WUTOTHHX ONU3HIOKIB 3  jaedimurom
Mienonepokcuaazu. MokHa BUIUIMTA OOMEXeHI 1 po3ropHyTi (DEHOTHNH KIIHIYHOT KapTHHH
imynonedimury. Tak, HemonaBHo Manbie [I.B. (5) omucaB po3ropHyTy KIIiHIYHY KapTHHY
nedinuTy MieJaonepokcuaas (GaromuTiB y MOJOJ0i MAllieHTKHM 3 PO3BUTKOM HEBIHHHO
PELUANBHUX CHUHYITIB, BUKJIIMKAHUX MIOT€HHUMHU OaKTepisiMH 1 IJTICHABUMHU IpUOKaMH, XpOHIYHOTO
KaHJIMJI03HOT'O EHTEPOKOJITY, pelIMBHUX iH(]eKii, 00yMOBIeHUX BipycaMmu reprecy 4 1 7 TUIiB,
a TaKoX Icopia3y, FeMOCTaTUYHUX MOPYIIEHb, OPOHX1aIbHOT ACTMHU 1 aBTOIMYHHOT'O TUPOIIUTY.

JIAT'HOCTHUYHI ITIIAXOAN

3Bakaloud Ha BHUCOKY IMOLIMPEHICTh Yy MOMYJsAMii, AedIIUT MIENONEepOKCHIa3u Mae OyTH
3aIliJJO3peHUI y BCIX MAIli€EHTIB 3 aHOMAJbHO BAXXKHUMHM 1/a00 pEeLUAMBHUMHU OakTeplallbHUMH 1
KaHIMJO3HUMH 1H¢ekuisMu. Hapasi 3ampornoHoBaHM IIUIMH  CHIEKTp J1TaOOpaTOpHUX —Ta
IHCTPYMEHTAIBHUX TECTIB JIUIsSl AIarHOCTUKH IIi€l iMyHHOT quchyHKINT y Troei (Tabm. 2).

Bayer-Technicon aBromaTtm3oBaHa remarorpadis 3 gochimkeHHsaMm Oinbmie 100 000 neitkoruTiB
JI03BOJISI€ MIPOBOJUTH PYTHHHY JIarHOCTHKY Ae(IUTYy Mienonepokcuaazu (arouuTiB B KITHIYHIN
npaktuiti (60, 83, 146). Azarova L.A. 3i cmiB. (18) Bmepie MOBIAOMHIM PO BHSBICHHS Ii€i
xBopoOu B Pocii 3a ganumu remarosoriuHoro asamizaropa Technicon H.1. ImyHoumroximiune
JOCHIJKeHHSL U1 1AeHTHdIKaIil nepokcuaa3d HeWTpoQiTiB 3a JOMOMOIO0 Ja3epHOoi MPOTOYHOI
HUTOQIIYyOPUMETPIi 13 BUKOPUCTAHHSAM MIYEHHMX MOHOKJIOHAJIBHUX AHTUTLI 3aCTOCOBYETHCS Hapasi
Haifuacrimie B crieriajizoBanux mentpax (121).

bioxiMiyHI TECTH MOKa3ylOTh BIACYTHICTh MPOJYKII TiNOXJIOPUT-aHIOHY MiJl 4Yac akTHBamii
¢daronuTiB y namieHTiB 3 imyHoaedinuTom (61). KinbKicHY OLIHKY Mi€OEepOKCHIa3 M JT03BOIISTIOTh
3MIACHUTH  METOJl  TIyalakoJIOBOi  MEepOKCHJAIl,  alaHiH-AeKapOOKCHIIIOIUMN  TecT 1
CHEKTPOCKOMIYHMM aHami3 (51). 3HMKEHHS BMICTY MI€JIONEPOKCHIAa3u Yy (aromurax 3a3BHuail
MOEJHYETHCA 3 TIOCWIJICHOIO MPOAYKILIEI CYMEPOKCHIY, IO € JOJATKOBUM JabOpaTOpHUM
MapkepoM xBopoOu (116). KommeHcaropHe miaBHINEHHS SKCIpecii €03nHOMDIIBHOI MEPOKCHIa3H
MO’K€ OOYMOBIIIOBAaTH IICEBAOHETaTHBHI Pe3yJbTaTH IIarHOCTHKM 3a JOINOMOIOI0 I'yallaKoJIOBOIO
MeTtoay i aBTromartu3oBaHoi remarorpadii (110), mo yacom cTBOpIOE MOTpedy y MpOBEACHHI


http://www.ncbi.nlm.nih.gov/pubmed?term=Castillo-Tong%20DC%5BAuthor%5D&cauthor=true&cauthor_uid=23893381
http://www.ncbi.nlm.nih.gov/pubmed?term=Lindgren%20S%5BAuthor%5D&cauthor=true&cauthor_uid=59508
http://www.ncbi.nlm.nih.gov/pubmed?term=Stendahl%20O%5BAuthor%5D&cauthor=true&cauthor_uid=59508
http://www.ncbi.nlm.nih.gov/pubmed?term=Lindgren%20S%5BAuthor%5D&cauthor=true&cauthor_uid=59508
http://www.ncbi.nlm.nih.gov/pubmed?term=Stendahl%20O%5BAuthor%5D&cauthor=true&cauthor_uid=59508
http://www.ncbi.nlm.nih.gov/pubmed?term=Azarova%20LA%5BAuthor%5D&cauthor=true&cauthor_uid=8020722
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aTbTEPHATUBHUX TECTiB. MeToJ TyalakoJoBOi TMepoKcHuaamii 3 JojlaBaHHAM 3-amiHo-1,2,4-
TPHA30JTy, IO CEJICKTHUBHO NMPUTHIUYE €03WHO(UIBHY MEPOKCHIa3y, HEPIAKO JT03BOJISE MPOBECTH
KOPEKTHY JIarHOCTUKY TMapIiajJbHOTO IMyHOAE(IUTY HaBiTh y pasi MJABUIICHOTO BMICTY
eosuHo(dinmeHOTO hepmenty (39), xoya iHPOPMATHBHIIIMM € ajaHiH-IEKapOOKCHUIIOIOUUN TeCT,
OCKITBKM  €03MHO(MUIbHA TEepPOKCHAa3a, Ha BIAMIHY BIiJ MIEJONEPOKCHAA3W, HE 3/1aTHA
nexkapOokcwitroBatu L-amanin 3a mpucyrHocti Triton X-100 (51). CrnekrpockomivuHuii aHami3 3
JIOIaBaHHSAM OPTOMIaHI3MAY Yy SKOCTI CyOCTpary HE TUIBKA J03BOJISE BU3HAYUTH BMICT
MIEJIONIEPOKCHIA3H, a i JomoMarae BiPI3HUTH IEH €H3UM BiJ €03MHO(DIIBFHOI MepoKcHuaasu 3a
CrieKTpabHUMH Xapaktepuctrkamu (110).

IMyHO(EpPMEHTHHI aHaIi3 JgolmoMara€ JJAOCHTh TOYHO BHM3HAYMTH MAacCOBY KOHIIEHTPAIIO
MIEJIOTIEPOKCHIa3H Y (haromnuTax, 1o BayIJIMBE y AIarHOCTHIN KiibKicHOTO iMyHOnediuTy (61).

VY pasi mpoBeeHHS JTIOMIHOI-TTOCHICHOT XEMOIIOMIHICIEHINT OTPUMYIOTh aHOMAJIBHO MOCIIA0IEHY
peakuio, B TOH dYac $K JIOIUICHIH-MIOCUJIEHA XEMOJIOMIHICIEHI[ISI BUSBISETHCS CYTTEBO
nocwieHor (29, 61, 97), mo ponomarae y JuUGEPEHIIHHIN JIarHOCTHIN 3 XPOHIYHOIO
rpaHyJIeMaTO3HOK XBOPOOOIO.

[uroximiuHa ineHTUdiKamis iMmyHOoAeDIUTY MOXITHBa 32 MeTooM Graham-Knoll (148) ta Kaplow
(32). Opnak IMYHOUMTOXIMIYHMI METOJ] YyTIMBINIMKA HaBiTh 3a OCH3UAMHOBUH 1 4-xyop-1-
HapTOJIOBUI HHUTOXIMIYHI METOAM MiarHOCTHKH XBOpoOH, sk mokasamu Ross D.W., Kaplow L.S.
(131). EnexktpoHHa MiKpOCKOIisi HEHTPOQLIiB KPOBi IEMOHCTPYE BiICYTHICTh MI€JIONEPOKCHIA3H B
a3ypodiIbHUX TpaHylaxX Mpu ToTaibHOMY AedinuTi (89), xouya cydacHi OGIOXIMIYHI TECTH BCE XK
MOKa3yI0Th 3IMIIKOBY KUTBKICTh (DEPMEHTY B TAKMX BUIIAJIKAX.

Jia yHukHeHHss nomwiok Romano M. 31 cmiB. (130) mpomoHyroTh NapajelibHe BUKOHAHHS
BIJIMOBIAHUX [UTOXIMIYHUX, OIOXIMIYHUX, CIEKTPOCKOMIYHUX, IMYHOXIMIYHUX 1 TEHETUYHHX
nocaikenb. Tak, Parry M.F. 31 cmiB. (120) niarHoctyBasnin XBOpoOy Ha MiACTaBl HUTOXIMIYHOTO
JOCHIJKEeHHS y 26, 610XiMIYHOrO — y 8, a TUTO(IyOPUMETPUUHOTO — y 6 BUMAIKaX.

Tabmums 2
Metoau aiarHocTuku aedinuty miesaonepokcuaasu Garouuris y Jdwaeit

- aBTOMaTH30BaHa reMaTorpadis (CKpUHIHTOBHI TeCT)

- MPOTOYHA LHUTO(IYyOPUMETPIs

- OlOXiMIYHI JOCHI/PKEHHs, BKJIIOYAalOUM TyalakoJOBY TMEpOKCHIAll0 1 aJaHiH-
JEKapOOKCUITIOIOYHI TECT

- CHEKTPOCKOIMIYHHH aHali3

- IMyHO(EpMEHTHHUH aHai3

- IMyHOOJOTTHHT

- [MTOXIMIYHI METOJU, BKJIIOYatouu O€H3UIMHOBHH 1 4-x110p-1-HadTON0BUI

- IMYHOIIMTOXIMi4HI METOJIN

- METOJ JIFOMIHOJI-IIOCHJIEHOT XEMOJIFOMIHICIIEHIT ]

- €JEKTPOHHA MIKPOCKOIis

Nauseef W.M. (108) Buainse mepmmii i Ipyruid piBHI JAiarHOCTUKH ACIIUTY Mi€IONEPOKCHIA3H
¢daromutiB. Ha mnepmiomy piBHI BH3HA4YalOTh AKTHUBHICTh MIEJOMEPOKCHUIA3M B 130JIbOBAHHX
JekouuTax 3i 30araueHoi KyJlbTypH MOMIMOP(HOSIEPHUX KIIITHH KPOBI LHUTOXIMIYHUM METOJIOM.
[lonanbiie mpoBefeHHS IMYHOOJOTTUHTY JO3BOJISIE BUMIPATH KUIBKICTH MOJIEKYN (EPMEHTY Y
¢aronurax.

3aranpHUI aHaNi3 KpPOBI MOKa3zye numie Hecnenudiuni 3Mminu. [lepcucryroua HeEWTpomeHis i
MOB’s13aH1 3 IIUM YCKJIQJHEHHS MOXXYTh OYTH €QMHUM IMPOSBOM IeMIIUTY MIETONEPOKCUAA3U Y


http://www.ncbi.nlm.nih.gov/pubmed?term=Ross%20DW%5BAuthor%5D&cauthor=true&cauthor_uid=2996459
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monen (76, 121). YV pa3i rocTpux BaxXKuX OakTepiaibHUX 1H(MEKIIH MOJIUBI eMi30Iu
Hedtpodinbo3y (113). Omwmcani Bumaaku JeWkemMoigHux peakmii (66). Eo3unodimis dacto
3yCTPIYAEThCS y TAaKMX XBOPHX 1 HE CBITYUTH MPO ajleprito ado IMapa3uTapHy iHBa3ilo, a €
HACJIIJIKOM KOMIIEHCATOPHOTO TOCHUJICHHS CHUCTEMH €03MHO(]DUILHOT MEPOKCHIa3u, M0 KOIYEThCS
okpemuM reHoM (110). Ile nporaocTudHo cnpusTIUBa 03HaKa. Sk mokazanmu Dri P. 31 cmiB. (51) y
JOCHIJUKEeHH] in Vitro, MiABHINEHHS BMicTy eo3uHO(dimiB B KpoBi Ha 3,3% Moke KOMIIEHCYBaTu
3HIDKCHHS KiTbKOCTI Mieonepokcuaasu Ha 40%. Muller-Hagedorn S. 3i cmis. (101) moBigomunu
Ipo TMEPCUCTYIOUy MepudepudHy aHeO3MHO(DUIiI0 Yy TMalieHTa 3 TOTAJIbHOK  (OPMOIO
Mi€JIOTIEPOKCH 1a3u (harolMTiB, 110 IPHU3BEJIO 10 BAXKKOI JEKOMITeH Al iIMyHOACIUTY.

BizyanpHO Mienonepokcuaa3a-HeraTiBHI HEUTPOQIIM MOXKYTh HE BIIPIZHATUCS BiJl HOPMaJIbHUX
KJIiTHH, ogHak Lanza F. 3i cnis. (87) mokasanu, 1o 50-60% ypaxxeHux HEUTpOQLIIB IEMOHCTPYIOTh
(dbeHoTHUI, MpUTaMaHHKUK reTepo3uroTHuM (opmam anomaiii Pelger-Huet's, Bkiroyaroun HasiBHICTD
JIBOCETMEHTHHX sifiep y Gopmi meHcHe i TpyouM xpomatuHoM. [HOAi TparustoTeess HelTpodinu 3
MOJIIJTOM SI/Ipa Ha 5 9acToK, [0 XapaKTepHO JJIsl HyKJIeapHol rimepcerMenTaitii kiitiH (68).

Y pyTuHHIA iMyHOrpami 3a3BUuYail HE BIJ3HAYAETHCS CEPHO3HUX MopyuieHb. [lornuHaHHs
¢darorurtamMu  00’€KTIiB mpu ACPIUTI MI€TOMEPOKCHIA3HM HE YpPaKAEThCss a00 BHSIBISIETHCS
KoMITeHcaTOpHO nocuiieHuM (137), 1mo cTBoproe XHMOHE BpaKCHHS MPO 1HTAKTHICTH (haroluTapHOl
JIAaHKW IMYHITETYy. bakTepuIIHy aKTUBHICTh ()aroiuTiB MOYKHA BHBYATH 32 JOIIOMOTOK) CBITIIOBOI
MiKpocKomii i3 3acrocyBaHHsM MoaudikoBaHoro meromy Hirsch-Strauss (90). Kanauparumny
aKTHUBHICTh OI[HIOIOTH IICJI KYJIBTHBYBAHHS NpOTAroM 3-7 mi6 mpm temmeparypi 33°C y 2%
JekcTpo3HoMy arapi Sabourand’s, 30araueHoMy 30a1aHCOBAaHUM COJILOBHM PO34nHOM XeHkca (32).
[TopymieHHss 0aKTEPULIMIHOCTI TIPH Ae(IIUTI Mi€JONEPOKCHIAa3U 3a3BUYail BUpaKEHE MEHIIE, HiX
KaHAuAamuaHoCcTI. Skmo ana pyidHyBaHHS Staphylococcus aureus 1 Serratia marcescens
3Hano0nseThesl 3-4 roauHM 3aMmicTh 45 XxBuiIuH, To edextuBHa aectpykuis C. albicans He
PO3MOYHHAETHCS HABITh Yepe3 3 TOJMHU CriocTepekeHHs (Tabi. 3).

Tabmums 3
Kananaanuana akTHBHICTD JIeKOUUTIB NanieHTa 3 1einuToM Mi€JI0NepoOKCHIA3H i
HOpMaJbHUX JeHkouuTiB (3a Lehrer R.1., Cline M.J., 1969)

Mikpooprasizm BijicoTok neperpaBieHUX KIITUH 3a | TOOUHY
JlediuT mienonepokcuaasu HopwmanbHi eiikonutu
C. albicans 0,1+0,2 (11) 30,5+7,3 (60)
C. albicans i3 ocepeaxka | O 439
ypaKeHHS
C. stellatoidea 0 25,5
C. tropicalis 0 25,8
C. krusei 2,0 48,3

Mikpo010710T14HI TOCIIPKEHHS 103BOJISIIOTh 11€HTH(IKYBaTH YMOBHO-TIATOTE€HH1 M OMOPTYHICTHYHI
MIKPOOPTaHi3MH, M0 BUKJIMKAIOTh YPKEHHS PI3HUX OPTaHiB i CUCTEM Yy MAaIli€HTIB 3 AeillUuTOM
Mienonepokcuaasu. [lpu 1HBa3WBHUX KaHAWUIO3HUX 1H(EKIIISAX MIKOJOTIYHI JOCTIKEHHS 4acTo
JlaBaJIA TICEBJOHETAaTHBHI Pe3ylbTaTh, TOMY JOBOJIUJIOCS HEOJIHOPA30BO iX moBToproBatu (152). V
pasi cuctemuoro kauaumo3y Candida albicans Oyna BusiBieHa y Maskax 31 CIM30BOI 0OOJOHKH
POTOBOI TOPOXXHUHU, MOKPOTHHHI, BUTIOPOXKHEHHSX, ceui, OionTaTax 3 BorHuIil octeomienity (90).

I'enetnuni mocmimxenHs 3a ponomoroio ITJIP a6o JIHK-cekBeHyBaHHS MOXYTh 11eHTU(]IKYBaTH
MyTarlii, mo JiexaTh B OCHOBI niepBUHHOTO iMyHOMedinuTy (110), ogHak, 3Bakaroun Ha TCHETHYHY
TeTePOreHHICTh IMYHOIE(DIIUTY, HETATUBHI PE3YJIbTATH I'EHETHYHOTO TECTYBAHHS HE BUKIIOYAIOTh
CHaJKOBUMA XxapakTep xBopoOu. He cmim 3a0yBaTtu mpo TeHEaJIOTIYHHN aHalli3 SK JOCTYIHUM 1
JOCTaTHBO 1H()OPMATHUBHUN METO ieHTU(IKALIlT CITaJKOBIX XBOPOO JIOINHHU.
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Kpumepii oiaecnocmuxu. Hapa3i He 3anpoIlOHOBAHO 3arajJlbHOBH3HAHUX YCTAJICHHX KPHUTEPIiB
JTIarHOCTUKU JehIIUTY MIETOMEePOKCHIa3u (aroluTiB y 3B 53Ky 3 T'€TEPOTCHHICTIO MOXOKEHHS
xBopoou. Nauseef W.M. (106) y 1989 pomi 3ampornonyBaB po0oui KpuTepil 1 ycHimHO iX
anpoOyBaB Ha HEBEJIMKiH BUOIPIN MAIIE€HTIB 3 IUM IMYHOACHIIUTOM, J11arHO3 SIKOTO BepH(IKyBaIn
panime. Jlns ToTanpHOI ¢opMu OylIo NpUTAMAaHHUM 3MEHIICHHS EH3WMATHYHOI aKTHUBHOCTI
HertpodiaiB HuxKYe 10% Big HOpMH, HEraTHBHI JaHI OKCHUIAATHBHO-PEAYKIIHHOI AUdepeHIHHOT
CIIEKTPOCKOMI1 Ta BiICYTHICTh CyOOJMHMIIb MI€JONEPOKCHIA3M 32 JaHUMHU aHanmizy western blot. ¥V
pasi mapmiasibHOi GopmMu iMyHOIEDIIUTY Majo MiCIle 3HMDKCHHS TMEPOKCHIa3HOI aKTUBHOCTI Yy
mexxax 10-50% Bixg HOpMH, a TaKOX BMICT (hepMEHTY 3a JaHUMH crieKTpockorii i western blot Ha
piBai 10-50% Big Takoro y 310poBuX KiaiTHH. OHAK ONMUCaHI T€HETUYHO MiATBEP/KEHI YaCTKOBI
dbopmu 1ediUTy Mi€IONEpPOKCHAA3H 1 MpH BUIIIHM ekcrpecii ensumy (24). Kpim Toro, omHouacHe
MPOBEACHHS O10XIMIYHMX, CIIEKTPOCKOMIYHMX TecTiB 1 western blot HemocTymHe y 6araTbox
IMYHOJIOTIYHUX J1a00paTopisx, M0 YHEMOXIIMBIIOE PYTHHHY IIarHOCTUKY IOTO TOMIMPEHOTO
imyHogedinuty. Takox  3ampornoHOBaHI  KpuTepii HE  BPaxoBYTh  JaHi  MPOTOYHOI
IUTO(ITYOPUMETPIi, 0 3aCTOCOBYETHCS Hapa3i B IMyHOJiarHOCTHUIII HalYacTiIIe.

JTA®EPEHIINHA JIATHOCTHKA

JudepeHniiny TiarHOCTUKY JeilUTy MIETONEePOKCHIA3H CIIiJI TPOBOJAUTA 3 XPOHIYHOIO
IPaHyJIEMaTO3HOK XBOpOOOK, naedimuToM crnenudiyHUX TrpaHysd, TJIiKoreHo3oM 1  Tumy,
cuaapomoM JIkob6a, xBopoboro Kocrtmana, curmpomom Yemiaka-Xiraci, aeiluTOM MOJICKYII
anresii i cuaapomom IlIBaxmaHna, pu SKUX ypakeHi pisHi ¢aszu daroiurosy (17). YacoMm BUHUKAE
norpebda y nudepeHuinHiit qiarnoctuui 3 cuaapomom Papillon-Lefévre (41) (Ta6u. 4).

XpOoHIYHUI TpaHylemMaro3 OOYMOBJIEHHMH MOPYIIEHHSM IHIIOTO MIKpOOIIUIHOTO (epMeHTy
daromutis — HAJI®-okcuaasu (59). Baxki hopmu aediltuTy MieIomepoKCHIa3 , M0 TPATLISIOTHCS
B 10% BumankiB, MOXYTb HarajJyBaTH 3a KJIIHIYHMMU MpOSBAMHM XPOHIYHY TpaHyJIeMaTO3HY
xBopoOy. Kpim ToOro, XpoHIYHHMII TrpaHylneMaro3 dYacoM HaOyBae JIETKOTO mepediry mics
JOCSITHEHHS JUTUHOIO BIKY 10 poOKiB, IO CTBOPIOE MOMIOHICTh 3 KJIACHYHUM JeDIIIUTOM
Mmienonepokcunazu. Pesynbratu HCT-tecty npu aedinuTi MieIonepoKCHaa3y HEPIIKO 3HUKEH] Y
3B’SI3Ky 3 BTOpMHHUM BHCHaxeHHsIM HAJI®D-okcunasu, 0o yckiuaaHioe audepeHuinny
niarHocTHKy. IlpoTouna uurodayopuMeTpis 3 TUTIAPOPONAMIHOM MOXKE MJaBaTH 1JEHTHYHI
pe3ylbTaTd TpU  XPOHIYHIM TrpaHylneMaro3Hii XBopoOl 1 TOTalmbHIA ¢opMi AepiuuTy
MI€TOMEPOKCHIA3U, TPOTE XEMONIOMIHICIIEHTHHI CUTHal y HeWTpodinax mpu JoJaBaHHI
JIOUWTEeHIHY BUSBISETHCS 3HAYHO MOCIA0JIEHUM TIPU XPOHIYHOMY TpaHyJIe€Maro3l, OJIHaK
MOCUJIEHUM TIpH J1eiuTi Miesnonepokcuaasu (97). SIKio roBOpUTy Npo KaHAMIULMIHI TECTH, TO
npu AediuTi Mienonepokcuaasu nopyienuii gizuc Candida albicans, onnak intaktHuii — Candida
pseudotropicalis (125) y Toit yac, sk npu aedinuti HAJID-okcumaa3n HEMOKIMBUN KILTIHT KaHIH]
000X BUJIIB).

Jig  TIiKoreHo3y OOJIIraTHOI O3HAKOK € BHUPAa3HUM TIenaToji€HAJIbHUNW CHUHAPOM, SIKUN
TpaIUIIETBCS TpU AeDIIUTI MI€TONEepOKCUAAa3H Maike BHUKIIOYHO Yy pa3i Celcucy, a TaKoX
MIJBUIIEHUA pPHU3UK PO3BUTKY aJ€HOM, a He MiejomnpoiidepaTuBHUX Heorasid. [Homi mpu
nediuTi MIEIONEPOKCUIa3u Bi3HAYAIOTHCS MOPYIIEHHS Mirpamii i XeMOoTakcucy HeHTpodiiiB
(129), a mapanenbHe MiJBHMIICHHS CHUPOBATKOBOI KoOHIeHTparili IgE Moxe Oyt 00yMOBICHO
QJIePTIYHUM CHUHAPOMOM, IO 30JIMXKY€E II0 IMYHHY AUCQYHKIIO 3 cuHApoMoM JI)ko0a, olHaK y
MepIIoMy BUTAJIKY XEMOTAaKCHYHI MOPYIICHHS 3a3BHYail TpaH3UTOpHI, a BMICT IgE He mepeBumrye
1000 MO/mi1. HeiitporieHis, 110 peecTpyeThes y ASIKUX 0c¢i0 3 aedinuTom mienonepokcuaasu (76),
MOXK€ CTaTH NPHUYMHOI TOMHJIKOBOTO JiarHOCTyBaHHsS XBopoOum Kocrtmana, ocoOmmBO — y pasi
BaXKUX (GopM imyHOmedinuTy. OmHAK 3HWKEHHS KUIBKOCTI HEHTpO(DUTIB piIKO d0CITae piBHA
arpaHyJIOMTO3y 1 3a3BHYail € TPAH3UTOPHUM. BTOpHHHUE nHe(pIIUT Mi€TONepOKCHIA3U
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Bi/3HAYaeThcsl mpu  cuHApomi UYemiaka-Xiraci, OJHAK HAsSBHICTh O3HAK TOTAJIBHOTO abo
MapmiaibHOTO aNb0IHI3MY 1 BHSIBICHHS TITAHTCBKUX Bakyoled y (aromurax mg03BOJISIOTH
MMOCTAaBUTH TPaBWIbHHUKN fiarHo3 (22). Haromicte mpu aedinuti cnenudiuHuX TpaHyd y BCiX
HEUTPO(ITIB BIJICYTHI BIANOBIJHI BKIIOYCHHS B M[HUTOIJIA3Mi, TOAI SAK y pasi Aedimury
MI€EJIOTIEPOKCH 13| 11el PeHOMEH Mae Miclie JIMIe B OKpeMuX KiiTuHax. Ha BigMiHy B cHHApOMY
[IIBaxmaHa, HEeMae O3HAK MPHUPO/KEHOI E€K30KPHHHOI HEAOCTATHOCTI MiAIIIYHKOBOI 3aJ03M 1
MetadizapHoro nuzocrosy. I[lepBuHHUl nedinuT €03uMHODUIBHOI TEPOKCUAa3u, OOYMOBIICHHM
mytaniero D648N, 3a3Buuail He mMae kiiHigyHUX 1posBiB (103). Ilpu reHeTHYHO AETEPMiIHOBAaHOMY
nedIuUTi MI€TONEPOKCUIA3H aKTUBHICTh €03WHO(IILHOI MEPOKCHIA3U HE MOopylleHa abo HaBiTh
KOMIICHCATOPHO ITi/IBUIIEHA, OCKUIBKH LIl ()epMEHT KOAYETHCS 1HIIUM T'€HOM.

Ambruso D.R. 3i cmiB. (11) onucanu nepBunHUA HeHTpodinbHMIA iIMyHOAE(DIIUT, 0OYMOBICHUI
MmyTariero Rac2. ¥V kIiHIUHIA KapTHHI MEPeBaXKaOTh OakTepianbHi 1HGEKIT 1 TpuBaje 3aro€HHS
paH. Bim3HauaeThCcsl MOPYIIEHHS XEMOTAKCUCY, TOJSApH3aIii i cekperil a3ypoduIbHHX TpaHyl
Heritpodinamu. HemonaBuo Vilboux T. 31 cmiB. (147) moBimoMuiIn 1po HOBHHM HEHUTPODIIbHMIA
IMyHOAC(IUT, MO0 BHKIUKAETHCA MyTamielo y reHi VPS45. MaroTe wMicle HEWUTpoIeHis,
HenTpodinbHa nuchyHKIisA, GiOpo3 KICTKOBOTO MO3KY 1 HepoMeranis.

Tabnuus 4
XBopoOH, 3 IKUMH CJIil TPOBOAUTH M (pepeHUiiiHy 1IarHOCTUKY NPU NePBUHHOMY AeinuTi
Mies1onepoKcuaa3u (paroumTiB y Jrojaei

- XpOHIYHA rpaHyJieMaTo3Ha XBOpoOa

- nediuut cnenu(iuHuX rpaHy

- Tiikoreno3 1 tumy

- cunapom JIxoba

- xBopoba Koctmana

- cunapoM Yemiaka-Xiraci

- J1ediuuT MoJIeKyI aaresii

- cunzapom llIBaxmana

- cunapom Papillon-Lefevre

- HelpoHaIbHUHI NINOPYCIUHO3

- nediuut eo3MHOMUIEHOI TEPOKCHIa3H

- HelftpodinbHMIt iIMyHOE(DIIUT, 00yMOBIEHUH MyTalieto Rac2
- HeWTtpodiibHUHN iIMyHOAEPIUT, 00yMOBIIeHUH MyTalielo VPS45
- BTOPUHHMH Ae(ILUT Mi€TONEPOKCHIA3U

Cnig po3pi3HATH MEPBUHHI 1 BTOpUHHI (opMu iMyHOAEPIIUTY (Tabiu. 5). Y pas3i BTOPUHHOTO
iMyHOAEPIUTY (HOPMYIOTHCS Maike BUKIIOUHO TapiiaibHi (OpMU XBOPOOH 1 YpaXKarOThCs JIUIIE
okpemi cydnonymsuii ¢arountis. Tak, IpU OTPYEHHI CBUHIIEM HU3bKUN BMICT MI€JIONEPOKCUIA3H
BIJI3HAYAETHCS TIMBKA B JEAKUX HEUTpodinax, TOAl SK B IHIIUX PEECTPYETHCS HOpPMallbHA
KOHIIeHTpalis ¢pepmeHTy. HatoMicTh ipu Mi€I0I€iK031 TPUTHIYEHOIO € aKTUBHICTh €H3UMY T1JIbKU
B HeWTpodinax, a MOHOIIUTH HE JEMOHCTPYIOTh O3HaK aedinuty. Bognouac De Pasquale A. 3i cmis.
(44) ommcanu BTOpUHHHMN AEDIUT MIEJONEPOKCUAA3H TUIBKA Yy MOHOLHUTAX TMPH XPOHIYHOMY
Mi€JIOMOHOILIUTAPHOMY Jielko3i. KpiM Toro, 1i po3naau MarTh yCyBaTHCS MICIsl TPUIIMHEHHS Jii
MPUIMHOBOTO (hakTopa abo KOMITeHcallii XBOpoOH, sika BUKIIMKAIA IMyHOCYTIPECiio. 3a3BU4ai y pasi
BTOPUHHOTO IMYHOAEHIUTY (POPMYETHCS MMPUINI (HEHOTHUIT 13 3aTy4eHHSIM IHIIMX KOMIIOHEHTIB
IMYHITETY, BKJIIOUAI04YH €03MHOQUITBHY repokcuaasy (93). MoxyTs OyTH 3HIKEHHUMH KOHIIEHTpAITi1
IHIIMX TPaHYISIPHUX CH3UMIB, 30KpeMa — ejacra3a-moAiOHoro mporteiny i jgaktodepuny (19).
HaromicTe mpu reHeTH4HiN XBOpoOI Mae MICIIE TOYKOBE YPAKEHHS Yy BHIJISAAI BHOIPKOBOTO
nedinuty mienonepokcuaasu. Takox ciij BpaXoBYBaTH, 10 HAOYTHH Je(ilUT Mi€IONepoOKCHIa3n
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MOXe OyTH OOYMOBIICHHH TPOIYKIIIE€I0 BIAMOBIIHUX aBTOAHTUTLI, OJHAK Yy TaKoMy pasi
PO3BHBAETHCS KapTUHA BaXKKOTO BacKyiTy (151).

NPUPOJIHWMI NEPEBIT

Sk 1 ans IHIAX MajduX IMYHHUX TUCQYHKIIH, Ui IeimuTy MIETONepoOKCUAa3H XapakTepHa
mpoKa BapiOENTbHICTh KIIHIYHOTO Nepediry XBopoOu 3 Alama3oHOM BijJ aCUMITOMHHX (OPM 0
BAXKUX, HECYMICHMX 3 OKHUTTAM YypakeHb. Y OJHUX TALI€HTIB BIJ3HAYAE€THCS HEBIHMHHE
pEeLMIUBYBaHHS CHMITOMIB, $K, HANPHUKIAL, y JIWTHHH 3 YaCTHMHU CIMi30JaMU ITIOTeHHUX
OakTepiabHUX 1HQEKIIH oYel, BEpXHIX AMXATbHUX MNUIAXIB 1 MIKIpH, NP0 SKy MOBIIOMHIN
Robertson C.F. 3i cmiB. (129). YV apyrux peecTpyroThCs MOOJMHOKI BaXKKi €IMi30[H, pO3ALICHI
pI3HUMHU 3a TPUBAIICTIO TepiogamMu pewmiciii, ommcani Nauseef W. 3i cmiB. (110) y Momomoro
MaIieHTa 3 PEeUUIUBHUM KAHIUJO3HUM OCTEOMIENIITOM TPyOYacTUX KICTOK 1 pedep, a y TpeTix
PO3BHBAETHCS JIMILE OJHE 3aroCTPCHHS XBOPOOHM MPOTSITOM JKHUTTS, SKE, OJHAK, MOXE CTaTH
NPUYHMHOIO PaNTOBOI CMepTi namieHTa, mpo mo nosigomuan Kalinski T. 3i cmis. (73), 3acBiquuBiim
PO3BHUTOK JICTAJIBHOTO KAHJMJO3HOTO CEICUCY Y BariTHOi 3 JeQIlMTOM Mi€JONEpOKCHIa3H
¢aronuTiB, y K01 paHime Bi3HaAYaBCsI 0€3CMMIITOMHHI TIepedir XBopoou.

Tabmus 5
Ju¢epeHniiHa TIarHOCTHKA NIEPBUHHUX i BTOPMHHUX (opm AedinuTy Mieasonepokcugasm y
Jraei

Kuiniuni i 6ios0oriuHi 03HAKH [lepBunHMi iMmyHOAEDIIUT Bropunnnii imyHonedinur

CragkoBicTh € Hemae

AKTHUBHICTh MI€JIONIEPOKCUAA3U
KJIITHH KPOBI

BincyTHs (3HMKEHA y NAI[IEHTIB
3 mapuiagbHOK (OPMOIO)

Bapiroe Bij KITITHHU 10 KIITHHA
(HM3BbKa, CepeHs, BHCOKA)

AKTHUBHICTh MIEJIONEPOKCUAA3N
B KJIITUHAX KICTKOBOT'O MO3KY

BincyTHs (3HM)KEHA Y TAI[iEHTIB
3 mapuiagbHOI0 (HOPMOIO)

Bapiroe BiJ KITITUHU 10 KIIITHHA
(HM3bKa, cepeIHsl, BUCOKA)

Bapiartis aktuBHOCTI

BincytHs (omrcaHa B KUTBKOX

[TpucyTHs y BCix BUNaAKaxX

MI€EJIOTIEPOKCHIa3U BUITAJIKaX MPH MOSIBI HOBUX (mediuT ycyBa€eThCs micst
MyTallii) BUJIIKYBaHHS BiJl MPUIUHOBOI
XBOpOOH)
Komop6igna xBopoba Inomi 3aBxau
Tun myranii reny MyTallis cTaTeBUX KJIITHH ComaTnuHa mytauis (?)
AKTHBHICTb IEPOKCHIA3H [TpucyTHs [IpucytHs abo 3HMKEHA

€03MHO(P1IIIB

[Tpuunna Manidecranii paime O€3CHMMITOMHOIO IMYHOIE(IIUTY 3aIMIIAETHCS JOCTEMEHHHO
HeBiloMoOr0. Haitboinpi mpuHATHOI BHAAETHCA TiMOTe3a MPO HEOOXIMHICTH il JT0JaTKOBHX
HECTPUSTIUBUX YMHHHKIB, 1[0 3YMOBIIOIOTH IEKOMIIEHCAIII0 XBOPOOH. SIK BBaXKalOTh, 10 TAKHX
JOJaTKOBUX YHHHUKIB HaliekaTh IykpoBuil miader (32, 90), mpeeknamrcis (73), moeqHaHHS 3
HIIAM MaJIUM iIMyHOAE(IITUTOM, 30KpeMa — IIUKIIIYHOI0 HelTporeHieto (57), cTaH HeTOHOIIEHOCTI
y HeMmoBiaT (36), HeparioHambHa (apmakoreparis (94), TpaBMaTHuHi momkomkeHHs (113),
TOCTPUIN HEKPOTUYHUI maHKpeatuT (65), koMOiHamis 3 aneozuHodimiero (101) ta mopymieHHIMA
xemoTakcucy (129). OmHak y MaIi€eHTiB 3 UM iMyHOAEIIIUTOM BiIOMI €Mi3011 BaKKUX 1H(EKIiH 1
0e3 1ii oueBMIHUX HeraTUBHUX YMHHHKIB (49, 88, 145).

JIKYBAHHA JE®INUTY MIECJIOIIEPOKCHUIA3ZHN

Xoua aHTHOIOTMKM HE BHUBUYAIKMCS B KOHTPOJIBOBAHUX OCHIIPKCHHSX 3a Y4YacTIO NAIlEHTIB 3
Bepu(ikoBaHUM n1e(PIIIUTOM MIETONEPOKCHA3H, & ICHYIOTh JIMINE TMOBIAOMJIEHHS MPO KIIHIYHI



http://www.ncbi.nlm.nih.gov/pubmed?term=Robertson%20CF%5BAuthor%5D&cauthor=true&cauthor_uid=231890
http://www.ncbi.nlm.nih.gov/pubmed?term=Kalinski%20T%5BAuthor%5D&cauthor=true&cauthor_uid=17614858
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BUMAAKU (PiBeHb JM0Ka3oBOCTI D), mpodinaktnyHa aHTHOIOTHKOTEpamiss Moke OyTH TOKa3aHOIo
MarieHTaM 3 KIiHiYHO MaHipecTHUMH GopMamMul ASPIUTY Mi€TONEePOKCHIa3H (ParoluTiB, y SKUX
MEePEBAXKAIOTh TMPOSBH PEIUAMBHUX OakTepianbHUX 1H(GEKIIH, OJHAaK CJiJl BpaxoBYBaTH
MOJKJTUBICTh BKKHX TPHOKOBHX YCKJIaJHEHBb, OCOOJIMBO — Y pa3i 3acTOCyBaHHS Ie(aToCIOpHHIB
(113), a Takox HemoCTaTHIO €(hEKTHUBHICTH aHTHOIOTHKIB y 0araThbOX iMyHOCKOMIIPOMETOBAHHMX
narieHTiB. HaromicTe TpuBasia mnpodiTaKkTUYHA Teparis OCH3WINCHIIUIIHOM 3 TPHUBOIY
peBMaTU3My BUSBHJIACA O€3MEYHOI0 1 €(PEKTUBHOI Yy TAIli€HTIB 3 BEpU(DIKOBAHUM IEPBUHHHUM
nedimuTom wmienonepokcunazu (121). Kitahara M. 31 cmiB. (78) ycyHynM peUuaAMBHY
CTPENTOKOKOBY ()IETMOHY HIJKHIX KIHIIIBOK Yy TMaimi€eHTa 3 JAehIIUTOM MIEJOTEPOKCHIA3U 32
JIOTIOMOTOF0 TIEHIIWITIHY 0e3 po3BuTKy nodiunux edekriB. Katner H.P. 3i cmiB. (113) monosinu mpo
YCHIITHE 3aCTOCyBaHHsA KoMOiHamii 1nedTa3uauMy 1 TeHTaMIIUHY 3 MPUBOAY HO30KOMIaabHOT
iH(eKIii CCeYOBUBITHUX MUISAXIB, BHKJIMKAHOI KHIIKOBOI MAJIMYKOK, y Tali€HTa 3 aedimurom
mienonepokcuaasu. Omnak Ludviksson B.R. 3i cmiB. (94) 3acBimumind pO3BHTOK KaHIWIO3HOTO
MEHIHTITY MiCJIsE HeOOIPYHTOBAHOTO MPHU3HAYEHHS aMITIIMITIHY 1 XJI0paMdeHiKoIy S-piuHiil AUTHHI,
IO CTpaXKiaia Ha MEPBUHHHKA Je(DIlUT MIETONEPOKCUIA3H, 3 KAPTHHOK ACCITUYHOTO YPaKCHHS
MO3KOBHX OOOJIOHOK. TakoX CIiji mam’siTaTd Mpo 3HWKEHY €(PEeKTHBHICTh aHTHOIOTHKIB y TaKHX
MAII€HTIB, 110 00YMOBJIEHO MOCIA0JICHUM JOCTYIIOM JiKiB 10 BHYTPIIIHHOKIIITUHHO PO3TAIlIOBAHUX
OakTepiid, SKi 3a 3BUYAHUX YMOB MAalOTh eKcTparentolisipHy jokamizamiro (90). BignmoBigHo 10
uporo, Kasmipuyk B.€. (2) ommcana Bumamok cenrtuiemii, odymomienoi S. epidermidis, y
MAi€EHTKH 3 MapiiaibHAM — AeQIUTOM  MI€JIONEPOKCHIIA3H, TIPH SKOMY  BiJ3Hadamacs
PE3UCTEHTHICTh A0 13 MOCHiOBHO 3aCTOCOBYBAaHUX AaHTHOAKTEpiaJIbHUX TWIperapariB pi3HUX
(hapMaKoJIOTIYHHUX TPYII.

CynbhamMeToKca3on-TpUMETONPUM, KA 4acTO BUKOPHUCTOBYETHCS MPH (ArolUTapHUX Je(eKTax
s podiakTUKu OakTepiadbHUX 1H(MEKIIH 3 OrisAy Ha BHSBICHUNA MOJIYIIOIYUN BIUIMB Ha
aKTHBHICTh (aronuto3y (57), MEHII NPUAHATHHA TpU AeIIUTI Mi€TONMEePOKCHIA3U, OCKUIBKH €
MOBIIOMJIEHHSI TIPO PO3BUTOK AaCeNTUYHOIO MEHIHTITY MiA BIUIMBOM mpemnapaty (94), xoua B
VKpaiHi HaKOMYeHo MO3UTHBHUI JI0CBi/ 3acTocyBanHs Gicenrony y neskux namientis (V).

He npoBesieHO KOHTPOJIbOBAaHUX JIOCIIIKEHb aHTUTPUOKOBUX IpenapaTiB JUIsl JIIKyBaHHS MIKO31B Y
MarieHTiB 3 AedinuTom mienonepokcuaasu. [CHyIOTh JUIIe MOBITOMIICHHS MPO KIIHIYHI BUMAJIKH
3aCTOCYBAaHHS AHMMIKOTUKIB Yy IIi€i KaTeropii mnaiieHTiB (piBeHb Joka3zoBocTi D). Y panHIX
MOBIIOMJICHHSIX Ui JIIKYBaHHS KaHAMJIO03Y y TMAaLI€HTIB 3 JeIilMTOM Mi€JIONepOKCHIa3n
3actocoByBanu HictatuH. Nguyen C., Katner H.P. (113) 3 ycnixom BHKOpHCTaIH ABOTH)KHEBY B/B
Tepario (QIyKOHA30JI0M JUIsl YCYHEHHS JMCEMIHOBAHOTO KaHAMJO3HOIO AepMatuty y 20-piuHoro
NalieHTa 3 IEpBUHHUM AePIIUTOM Mienonepokcuaasu ¢arouuti. AMpotepuiind B y 1o0oBii 1031
270 Mr B/B KpaljMHHO NPOTATOM 3 THXKHIB IMOCHIJb JOMOMIT YCYHYTH CHUCTEMHHMH KaHIUA03 Y
MalieHTa 3 TOTAIBHUM Je(piIUTOM MI€JIONEPOKCHIA3H, OJHAK ICHYBaJla MoTpeda y MoJanbliuii
tepanii B 1031 30 MI OAMH pa3 Ha THXKICHb MPOTATOM 5 MICSIMIB s 3amo0iraHHs peruanBam
indexmii (90). Weber M.L. 3i cniB. (152) momoBisu mpo ycminiHe 3acTocyBaHHs aMmpoTepuiinHy B
OpU  KAaHJUJIO3HOMY OCTEOMIENITI KICTOK OCHOBM uepena Yy maimieHta 3 jaedinuToM
MieJonepoKkcuia3y. [Hoal BUHUKaNA nMoTpeda y BUKOHAHHI XIpYpridYHMX BTpy4YaHb, HANpUKIAM, 3
MIPUBOJIY KaHAMIO3HUX abciieciB meuiHku (32), OJHaK CIiJ mam’sITaTd Mpo PU3HK OakTepialbHUX
yCKIIaIHeHb paH y Takux namieHTis (90).

OcCKiTbKM BUSIBIIEHUH 3BOPOTHHUI 3B'A30K MIDK KOHIEHTpauieo BitamiHy C 1 aKTHBHICTIO
Mi€TonepoOKCcH 131 (HaroluTiB, BUJAETHCS, IO ACKOPOIHOBA KMCIIOTA € MPOTUITOKA3aHOIO MAIliEHTaM
3 nmedimuroMm nporo depmenty (112) (piBens nokazoBocti C), xo4ya BKa3zaHHWH Ipemapar JeIio
noromarae npu cuHapomi UYeniaka-Xiraci (99). I'moko3a y konmnentpamii 450-500 wmr/mn
MPU3BOAUTEL 70 CyTTeBoro mnpurHideHHs mizucy C. albicans HeWtpodinmamMmu npu aedimuTi
Mienonepokcuaaszu, sk mokaszamu Cech P. 31 cmiB. (32), ToMy cllii YHUKaTH BBEICHHS PO3UMHIB
IIFOKO3H TaKUM MaiieHTaM (piBeHb Aoka3oBocTi D). [IpuHIIMIIOBO BaXKJIMBHI HaJEKHUN KOHTPOJIb
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TKeMii y pa3i KOMOpOiZHOTO ITyKPOBOTO J1ia0eTy, OCKIIBKH TIMEPrIIIKEMiss MOYKE TTPU3BOJIUTH IO
noruOieHHs iMmyHoAeinuTy (piBeHb A0Ka30BoCTI D).

OnKkoJoriuHi 1 MienonpoiidepaTuBHi YCKIQJIHEHHS MOTPEOYIOTh MPOBEACHHS IMYHOCYIPECHBHOT
Teparii, sKa, OJHAK, Mae OyTH OOEpekKHOK, 3BaKAIOUM HA IMYHOCKOMIIPOMETOBAHHH CTaH
narfientiB. 3okpema, Cheong S.K. (35) monoBiB mnpo MO3UTHBHY BIANOBiAL 3 OOKY
MI€JIOIMCIUIACTHYHOTO CUHAPOMY 3 MapIiaJbHUM JIeDilIUTOM Mi€JIONEPOKCUAAa3H Ha HU3bKOI030BY
TEpaIo MUTO3UHOM apabino3uay (piBeHs mokaszoBocti C). Di Stefano F. 3i cmis. (46) 3acBigunim
YCYHEHHSI TilEPCEHCHUTUBHOTO ITHEBMOHITY y MOJIOIOTO TAIliEHTa 3 BEPU(PIKOBAHUM TOTAJIHHUM
IMyHOAC(IITUTOM ITiJT BIUTMBOM Tepallii mpeaHi3010HoM Yy 1031 50 Mr/no0y (piBeHb J0Ka30BOCTI D),
OJTHAK JI0 3aCTOCYBaHHS CTEPOIiB CIiJ| CTABUTHCS 3BAKEHO, OCKIJIBKU KaHIUI03, SIKUl HaOyBae
BaXKOTro mepediry npu aedinuti Mienonepokcuaas, € XapakTepHUM YCKJIaJHEHHSIM I0Ai0HOTO
JIKyBaHHS.

[{iKOM OYEBHIHO, IO MAMIEHTH 3 BAXKUMH (opMaMu JIeDIIUTy MI€JONEPOKCHIa3u OTPeOyTh
MpOBEJeHHST TPOoQITaKTUYHOI IMyHOTeparii, ska Hapasi mepeOyBae Ha crTaiii poO3pOOKH.
[TepenuBannsa netikonuTtiB Bix HLA-cymicHOro moHOpa HpH3BENIO 10 KOMIIGHcalii AedinuTy
MI€JIOTIEPOKCHIA3H, 110 MPOSBISBCS BAXKKUM IIKIPHO-CIIM30BUM KaHAMJ030M, Ha TEPMiH OJH3BKO
17 micsauis (144) (piBens mokazoBocti D). Bimomo, 1o mpu XpoHiuHIN rpaHyIeMaTo3Hiii XBOpoOi,
SKa Ma€ TEeBHY MOMIOHICTh 3 AC(IIUTOM MIEIONEPOKCUAA3H, B KITbKOX KOHTPOJBOBAHUX
JOCITIDKEHHSAX BUSBHUBCSA €()EKTUBHUM peKkoMOiHaHTHMI ramma-intepdepon (14, 102). Ilpemapar
nocwiroe akTuBHICTh HAJI®D-okcuaasu y daromnurax i, IpuHAHMHI YaCTKOBO, KOMIICHCYE HAssBHUN
IMyHOAE(PIUT, 3MEHIIYIYM YacTOTy 1 BaxXKICTh iHQekuiiiHux emnizoxiB (59). OyuriuuaHi
BJIACTUBOCTI PEKOMOIHAHTHOTO TaMMa-iHTeppEepoOHy B IMYHOCKOMIIPOMETOBAaHHMX MAII€HTIB 3
1HBa3WUBHUMH TPUOKOBUMHU 1H(EKIISIMU BUSBHIIM PAHIIIE B KiJTbKOX HEBEIMKUX KOHTPOJIHOBAHHX
KIiHiYHEX gociimkenHsax (15, 72) (piBens gokazoBocti C), a 3HMKEHA MPOIYKIlis [IOTO IUTOKIHY
3apeecTpoBaHa MPH XPOHIYHOMY HIKipHO-CIM30BoMY KaHmuno3i (43). Kinbka pa3iB 10moBigamu mpo
YCHIIIHUNA JOCBIJ 3aCTOCYBaHHS PEKOMOIHAHTHOIO TramMma-lHTe(EepoHy B OKpPEMHX BHUIAJKaX
nedinuty Miemonepokcuaasu daromutiB (3, 5, 7) (piBeHb A0BenEHOCTI 3, cuia pekoMmeHaaitiit D).
Kpim Toro, mpoBeeHO 2 HEBENUKI JOCIIIPKEHHS, IPUCBSIUEH] OLiHI €()EeKTUBHOCTI JOBrOPUBAIOi
Oe3nepepBHOi IMyHOTeparlii ramMmma-iHTepdepoHoM Ipu JediluTi Mieaonepokcuaasu. B nepmomy
HEKOHTPOJIbOBAaHOMY  BumpoOyBanHi (94) 3a yuacTio 23 TAIl€HTIB 3  PEHUIUBHUMU
reprecBipyCHUMH HEHPOIH(EKIISIMU MOKa3aHO JOCSAHEHHS MpO(pIIaKTUYHOIO KIIHIYHOTO e(eKTy
110/10 MOJAIBIINX eK3arepoalliii HelpoBipycHoOro mnporecy B 65%, a mabopaTopHOi KOMITEHcaIii
nedinuTy Mienonepokcuaasu — B 74% BUNAAKIB MiJ] BIUTUBOM 6-MiCSYHOI Tepamnii peKoMOIHAaHTHUM
ramma-intepdeponom B 1031 500 tuc-1 mar MO mifmkipHo 4yepe3 JeHb (piBeHb JOBEICHOCTI 2-,
cwia pekomenaaiiii D). B iHmomy koHTposipoBaHOMY nociimkeHHi (6) 3a yuactio 79 maii€eHTiB 3
nedimurom Mienonepokcunazu (47 oci® gocmimkyBaHoi 1 32 — KOHTPOJBHOI TPYIH)
MIPOJEMOHCTPOBAHO 3HIKEHHS KUIBKOCTI 1HQEKIIHHNUX eni30iB Ha 75% 1 alepriuyHuX yCKIIaJHEHb
Ha 51% mig BumBOM 5-6-Mics4HOT Oe3mepepBHOI iMyHOTeparii peKOMOIHAaHTHHM Tramma-
iHTepdeporom B 1031 500 Tc MO — 1 miaa MO uepe3 nenp miamkipHo. Ha BiiMiHy BiJ] yYaCHHUKIB
KOHTPOJIBHOI IPYMH, MALI€HTH, SIKI OTPUMYBAIN IMyHOTEparnito, He MOoTpedyBaiy rochiTaaizamii i
BUKOHAHHS XipypriuHUX BTpy4aHb (piBEeHb JOBeneHOCTI 2+, cuia pekomenaanii C). Xoua mi gaHi €
HEJOCTaTHIMU  JUIsl ~ PYTMHHOTO  3aCTOCYBaHHS  TaMMa-iHTeppepoHy  mnpu  Aedinuri
MI€JIONIEPOKCUIa3H, TAKUN TEPAaNeBTHYHHUM MiIXiJ] MOXe OyTH BUIIPOOYBAaHUM Y OKpEMHX MAIliEHTIB
3 B@XKMMM KIIHIYHUMH CHMIITOMaMmH, $KI HE BJA€ThCS KOHTPOJIOBATH 3a JOIMOMOTOIO
aHTUMIKpOOHOI XiMiOoTepartii.

MMPOPIJIAKTUKA

[lepBunna mpodinmakTuka crnagkoBUx (GopM AePIIUTY MIETOMEPOKCHIa3H MOKIMBA 33 PaxyHOK
pamioHansHoro mianyBanHa ciM’i (108). BropunHa mnpodinakTUKa 3arocTpeHb J0CITAEThCS
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nuBsIxoM Moaudikarii crmocoOy >KHTTS 1 KOMIIEHcalii KOMOpOigHOi maTojorii, ska MOXKe MaTH
HEraTUBHUI BIUIMB Ha mepedir XBOpPOOW, OJHAK [ESKMM TMallieHTaM HEOoOXiJHa NpeBEeHTHBHA
IMyHOTepaIllis IJIs1 3armo0iraHHs 3arocTpeHHsaM. IlarieHTy 3 MepBUHHUM IMYHOE(DIIIMTOM ITOBUHHI
HE JOMYyCKaTUCs Ha BUPOOHUITBA 3 JII€I0 YMHHUKIB, 110 BIIOMI SIK IPUYUHA BTOPUHHOTO JepiUTy
Mi€Jonepokcuaasu. PoOiTHWKaM, sKi TpamioloTh 31 CBHHIEM, (GocPOpOopraHiyHUMH 1
KapOaMaTHUMHU 1HCEKTHUIMIAMH HEOOXiHE TmepioguyHe OOCTEeKEHHS Ha MpeaMeT HabyToro
imyHoneinuty (124). AHajoriuyHi TECTH CJiJ] MPOBOJWTH XBOPHUM 3 JICHKeMisiMH, JiMpomamu,
MienodiObpo3oM 1 MIENOAUCIUIACTUYHUMH ~ CHHIPOMAaMHM, OCKIJIBKM  BTOPUHHHHA  Jedimut
MI€JIOIEPOKCHIA3H, IO YacTO (POPMYETHCS B TAKHX BHIIAJKAX, € IPUIHMHO BAXKKUX 1H(EKIIHHIX
YCKJIQJIHEHb y MAIiEHTIB 3 IUMU XBopoOamu (28). [TamienTam 3 1ediluTOM MI€IONEPOKCUIA3H CITi]T
YHUKATH TIPU3HAYCHHS MEJUKAMCEHTIB, SIKI MOXYTh 3yMOBHUTH IOTpIIIaHHS CTaHy, BKIIOYAHOUU
BitamiH C i po3unHu Toko3u (112).
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