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CxJ1aa MyIbTHIMCIHUILTIHAPHOI P000Y0i IPYNH 3 ONPANIOBAHHS KJIIHIYHOI HACTAHOBH
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[TIpodecop kadenpu guTsIunx iHGEKUIHHUX XBOPOO Ta JUTSIUOL
iMyHoJtorii HarioHaapHOTro yHIBEPCHTETY OXOPOHH 370pOB’S YKpaiHu
imeni [1.JI. Hlynuka

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

3aBigyBad NEAiaTPUYHOTO BIIIUICHHS KOMYHAJIbHOTO HEKOMEPIIIHHOTO
nianpueMcTBa JIbBiBChbKOi oOmacHOi pamu  «3axigHOYKpATHCHKHIA
CIIeIIalI30BaHUN JUTAYMH METUYHHN I1IeHTp», mnpodecop Kadempu
KJIiHIYHOi iMyHOJorii Ta aneproiorii JIpBIBCHKOTO HAI[iOHAIBHOTO
MEIUYHOIO yHiBepcuTeTy iMeHi Jlanuna [anuibkoro (3a 3ro1010)

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

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

JnoueHT Kadenpu AuTSYuxX iHGEKHiHHUX XBOPOO Ta TUTSIYOI IMyHOJIOTI]
HamionanpHOro  yHIBEepCHTETY  OXOPOHM  3JI0pOB’sl  YKpaiHu
imeni I1.JI. Hlynuka

3aBimyBad Kadeapu KIiHIYHOI iMyHoJorii Ta ameproiuorii JIbBIBCbKOTO
HAIIOHAIBHOTO MEIUYHOro yHiBepcuteTy iMeHi [lanmna ['anuupkoro,
3aCTYITHUK TOJIOBH pOOOYOi IPYITH 3 KIIHIYHUX MTUTaHb

3aBilyBay KOHCYJIbTaTUBHOI HOJIKTIHIKH KOMYHAaJIbHOTO
HEeKoMepIiiHoro mianpueMcTBa «KuiBcbka MiChbKa JUTAYA KIIIHIYHA
mikapHs Ne 1» (3a 3romoro)

Metoaonoriunmii cynpoBia Ta ingopmaniiine 3a0e3ne4eHHs

['ynenko OkcaHa [BaHiBHA HaYaJbHUK BIJILTY CTaHJapTH3alil  MEIWYHOI  JIOTIOMOTHU

JlemapraMeHTy OLIHKA MEIUYHUX TEXHOJOTIH, aJAMiHICTPYBaHHS
JIEp’)KaBHUX PEECTPIB Ta MOHITOPHMHTY I[IH J€p>KaBHOTO MiIIPHUEMCTBA
«/lepxaBHuii exkcrnepTHUH LEeHTp MiHICTepCTBa OXOPOHHU 3]I0pOB’s
Ykpainu»
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JepaxaBHuil ekcriepTHHI neHTp MiHicTepcTBa 0XOPOHH 310POB’sl YKPAIHHU € YJICHOM
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Penensentu
Kosainp [Manmuaa npodecop  kadeapu  KIIHIYHOI  IMYHOJIOTI, ajeproJiorii  Ta
JanuniBHa eHJIOKPUHOJIOTIT ByKOBHHCBHKOTO JEp:KaBHOTO MEIUYHOTO YHIBEPCHUTETY,
npodecop A.Me.H.
Bosipuyk Okcana 3aBimyBay  KadeApu AUTAYMX XBOpOO 3  JUTAYOI0  Xipypriero
PomaniBHa TepHOMUIBCHKOTO  HAIIOHAJIBLHOTO  MEIWYHOTO  YHIBEPCUTETY  IM.

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

Ilepernsaa KIiHiYHOT HACTAHOBH 3aIIaHOBaHO Ha 2025 pik



CIIMCOK CKOPOYEHb

6-MP: mepkanronypus 6

AD: ayTOCOMHO-JOMIHAHTHUI

AIHA: ayroiMyHHa reMOJITUYHA aHEMis

ALPS: ayroimynHi jgimponposidepatuBHi CHHAPOMU

APS50: anpTepHaTUBHUN IIIAX

APDS: aktuBoBanuii cunzpom PI3K nenpra

APECED: ayroiMmyHHa TOJIEHIOKPUHOMATIS, KAHAMIO3W, TOJiCHIOKPUHHUI
eKToJIepMalIbHa TUCTPOdis

AR: ayTocomMHO-peniecuBHUMA

AWMEF: Acomiamis HaykoBuX Meaundaux ToBapuctB Himeuunaun (HKO)
Aza: azationpuH

BéaK: ®denepanpHa MeauvHa acomiamis

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

CD27: xnacrep nudepeniianii 27 = moBepXHeBUN aHTUTEH 27

CD70: xknacrep nudepenuianii 70 = nopepxueBuii anturex 70

CED: xpoHiuHi 3amanpHi 3aXBOPIOBAHHS KUIIIEYHUKA

CFI: paxTop komruiementy |

CHS50: T'emoniTi4Ha OAUHULIA AKTUBHOCTI KOMILIEMEHTY

CINCA: xpoHiYHHI MaTTIOKOBUI HEHPO-, MIKIPHO-, APTUKYIISIPHUI CHHAPOM
CMC: XpOHIYHI CIU30BO-IIKIPHI KaHIUI03U

CNV: Bapiartis 9uciia Komii

CORO1A: koponin 1A

CPD: xpoHiuHe 3aXBOpIOBaHHS JIET€Hb

CR: noBHa BIANOBiAb

CsA: nuxnocnopus A

CTLA4: uuroroxcuunuit T-nimponut-aconiiioBanuii 6inok 4

DLCO: nudysiiiHa 31aTHICTD YaIHOTO Ta3y

DOCKS: nenukaTop LIUTOKIHE3Y 8

EDA-ID: anrigpoTnyHa ekToepMalibHa AUCIIIA31s 3 IMyHO1e(DIIUTOM

CUHJPOM,

ELVIS: akponHiM HiMeubkux cmiB: 30yaHuk — E, nokamizamis— L, mepebir— V,

IHTEHCUBHICTL — [ Ta cyma — S

EMA: €Bporeiicbke areHTCTBO 3 JIKapChKHUX 3ac00iB

ES: cunnpom EBanca

ESID: €Bponeiicbke TOBapUCTBO 3 NEPBUHHUX IMyHOAE(IIUTIB
FAAP24: 6inok 24, acomiiioBanuii i3 anemiero @ankoH1

FDA: YmpaBniHHs 3 Xap4OBUX NMPOAYKTIB Ta Jikapchbkux 3aco0iB (CILIA)
FMF: cimelina cepezeMHOMOPChKA JIMXOMaHKa

fSClg: monermeni miaMmKipHi iIMyHOTJIOOYIIHU

FSME: meninroenmedanit Ha mo4aTKy Jita

GARFIELD: akpoHiM i3 HIMEUBKHX CIiB, II0 O3HA4alTh rpaHynbomMa — G, ayToiMyHiTeT —A,
penuauByouy —r rapsiuky — F, HetunoBy ex3zemy —E, niMmdonpomidepanito — L, xpoHiuHe

3anajeHHs KuieyHuka — D

GATAZ2: GATA-3B"s13yrounii 6ij0K 2
G-BA: 3aransnuit ®enepansuuii Komiter
GMP: HanexxHa BUpOOHHYA MTPAKTHKA
HAYV: Bipyc renatuty A

HBV: Bipyc renatuty B



HCV: Bipyc renaruty C

HHV-8: repnieBipyc moaunau tumy 8

Hib [MTamuuka: Haemophilus influenzae

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

HrQol: sikicTb XUTTS, 00yMOBIICHA 3I0POB'SIM

IDF: ®onp imynoaedinuty (Immune Deficiency Foundation)

IFN-y: inTepdepon-ramma

IgA: imyHorIIOOYNIIH A

IgE: imyHorno6ynin E

IgG: imynorno6ynin G

IgM: imyHOTII00YIiH M

IKKB: IkB-kina3za

IL-10: inTepneiikin 10

IL-12 ta IL12RB1: inTepneiikin 12 Ta peuentop inTepiaeikiny 12, cybonuauns o6era 1
IL-17 Ta IL-17RA: inTepneiikin 17 Ta perienTop iHTepiekiny 17

[PEX: iMmyHHa AU3pETysiis, TOMieHI0KPHUHOIATIS Ta €HTepOoIaTis, X-34erieH1
IRAK-4: acomiiioBana 3 perientopoM iHTepieikiny-1 kinasa 4

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

ITP: imyHHa TpoMOOIIEHist

IUIS: MixkHapoAaHH COI03 IMYHOJIOTIYHIX TOBapUCTB

JMF: donug Txeddpi Moxemra

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

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

MAGT1: Ginok-TpaHcopTep KaTiOHIB MarHis

MKD: nedinuT MeBajIoHaT-KiHA3H

MMF: mikodenomaty MoheTut

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

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

NGS: cexBeHyBaHHSI HOBOTO MOKOJIIHHS

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

PASLI: nenpra-aktusariis mytaii pl10, mo Bukinkae ceHeceHTHI T-KiniTHHH , JiMdbaaeHonaTio
Ta imyHoaedirmT (Takox: APDS)

PC: nepcniektrBHa KOropTa

PEPAC: xamnaHis 3 HaB4aHHS JiKapiB Ta MONEPEIKEHHS MAIli€HTIB

PJP: Pneumocystis jirovecii, THEBMOHis

PLAID: PLCG2-38'a3anuii 1ediluT aHTUTLI Ta IMyHHA TU3PETYIISIISA
PNP: nypunoBa nykieosundochopunaza

PR: yacTkoBa BiAIIOBIIb

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

RAG: renu, 1o akTUBYIOTh peKOMOIHAITIIO

RCS: perpocniekTHBHUIA psi BUMAIKIB

RTX: purykcumad

SAE: TspKK1 HECTIPUSTIINBI SBHILA

SAP: SLAM-acomitioBanuii 6110k

SCIG: niamkipHi IMyHOTJIO0Y1HU

SCN: TsKKa XpOHIYHA/BPOKEHA HEUTPOIEH1s
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SLIPI: O6'eqnanHs MIBEICHKHX JIIKAPiB 13 MUTaHb IEPBUHHUX IMyHOAC(IIIUTIB
SMX: cynbdameTokrcazon

STAT: nepeTBOproBaY CUTHAJIIB 1 aKTUBATOP TPAHCKPUIIIIIT

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

STK4: cepun/TpeoHin-kiHa3a 4

TBK1: TANK-3B's3yBanbHa kinaza 1

TCR: T-KIITHHHUN PELENTOP

TL: 3aMUIIKOBHIA PiBEHD

TLR3: a3BoHONOAIOHMIA perenTop 3

TMP: Tpumeronpum

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

TRECsS: ekcru3iliHi kil T-KIITHHHOTO perentopa

TRIF: TIR-momeH, 1110 MICTUTh 1HAYKYBaJIbHUM iHTEp(DEpoH-P amantep

UAW: HeCIpUSTIUBUIA BILUIUB JIiKiB

UNC93B1: romonor Bl Unc-93

WAS: cungpom Bickorra-Onapuua

WES: cexBeHyBaHHsI IOBHOT'O €30MY

WGS: cexkBeHyBaHHS [IOBHOT'O T€HOMY

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

XL: X-XpoMOCOMHUH (X-34ETICHUI )

XLA: X-3uemnsena arammariaoOyniHemis

XLF: XRCC4-nonibuuii hakrop

XLP: X-3uennenuii nimponporipepatuBHuil cuHAPOM (CuHApPOM JyHKaHa)
ZAP70: mporein-kinaza 70, acomiiioBaHa 3 3eTa-JIAHIIOTOM T-KIIITHHHOTO PEIenTopa
A33: ayTo3amnanbHi 3aXBOPIOBaHHS

AIT'A: ayToiMyHHa reMOJIITHYHA aHEMis

AIH: ayroiMmyHHa HEHUTpOMIEHIs

AJITIC: ayroimyHHuU# JimMdonpoitipepaTUBHUN CUHIPOM

APAT: ayTocOMHO-perieCUBHA araMMarjio0yIiHeMis

BIDK: 6ammna KansmerTa-I'epena

B/B: BHYTPIIIHPOBEHHE BBEACHHS

B/M: BHYTPILLIHBOM'SI30BO

BEB: Bipyc Enmreitna-bapp

BUI: Bipyc imyHOI€DIIIUTY JTFOTUHA

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

BILJI: Bipyc mamisioMu JHOUHA

T'IMC/HIMS: rinep-IgM cunapom

'EC/HIES/: cunapowm I'inep-IgE

['JIT": remodarouuTapHuii 1iMQOricTionuTo3

['JII3JI: rpanynemato3Ho-nmiMdoIruTapHe IHTEPCTUIIIAIBHE 3aXBOPIOBAHHS JICTCHIB
I'p- 30yqHUKU: rpaMHEraTUBHI 30y IHUKU

['p+ 30yHUKH: TPAMIIO3UTHBHI 30y THUKHI

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

3BI/I: 3aranbHuii BapiabenbHuil iMyHoAepiuT

3€JI: 3arajgpHa €MHICTB JIET€Hb

330MT: 3ananbHi 3aXBOPIOBAHHS OPTaHiB MaJIOTO Ta3zy

33K: 3ananbHi 3aXBOPIOBaHHS KUIIIEUHUKA

ITII: imyHHA TPOMOOIMTOIICHIYHA MTypITYpa



KII: xomOiHoBaHU# iMmyHOAEDIIHAT

KIIK: kip, mapoTuT, KpacHyxa

KT: xomm'torepHa Tomorpadis

MJIC: MieToauCIUTIaCTUHYHUN CHHIPOM

MCIT: MixkHapoaHHii COI03 IMYHOJIOTTYHMX TOBAPHUCTB
MTX: meroTpekcar

HJIA: nexnacugikoBaHUH qeilUT aHTUTLT

HTM: HeryOepKyab03HI MiKoOakTepii

I/TI: T IITKIPHO

ITIJ1: nepBuHHUN iMyHOIEPIITUT

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

CHI/: cunapom HaOyTOoro iMmyHoaehiuTy

CUB: cucreMHUI YepBOHUI BOBYAK

TI'CK: TpaHcIianTallisi reMOTIOETHYHUX CTBOPOYPOBHX KIIITUH
TKb: Tuposunkinasza bpyrona

TKI/I: Tsoxkuii KOMOIHOBaHHA IMyHOIEDITUT

TKM: TpaHcIaHTalist KICTKOBOTO MO3KY

OHII: ¢pakTop HEKPO3Y NYXJIMHU

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

[IMB: nuTomeranoBipyc

IOIA: 1oBeHITBbHUH iIOTTATHYHUA apTPUT

I'nocapiit

Hiaenocmuuna saxyunayis: ITlpoBoguThes mNpodiJakKTHYHA BaKIWHAISA IAIEHTIB 1
KOHTPOJIIOIOTh BIANOBiAb Ha BaKIWHAIBbHI AaHTHTEHH, BHUMiproloun cnenudiuni anrutina IgG
pUOJIM3HO yepe3 4-6 THXKHIB IiCIIs BaKIIUHAITIT.

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

Linocammacnobyninemis: 3HwkeHHs [gG  Huwk4ue 2 CUTMaIbHUX BIAXWUJICHb 7S
BIJIMOBIJTHOTO BIKY.

Minimanvruii pisenv npenapamy I1gG 6 cuposamuyi kposi: PiBenb 1gG B cupoBatiii KpoBi, 110
BU3HAYA€THCSI HE3a/I0BrO JI0 YEProBOTO BBEJCHHS NpenapaTy iIMyHOIJIOOYJIiHY BHYTPIIIHbOBEHHO
a00 MIAMWKIPHO MpU 3aMICHIHM Teparnii IMyHOTTI00yIiHAMH.

Bionosiob_na saxyunayito: Y 11 HACTaHOBI WIETHCS MPO TYMOpAIbHY BIJANOBIAb IMYHHOI
CHCTEMH Ha MpOo(iJaKTHUHY BaKIMHALiI0, TOOTO YTBOPEHHS creuu@iqHoro iMmyHornooyminy G
(IgG) (muB. Pozain 1.3).

Ilamonoeiuna cxunvnicms 0o inghexyii: T1atonoriyna CXUabHOCTh 10 1H(EKIIIT MPOSIBISIETHCA
BUSUICHHSIM/AKTUBAIII€I0 OMOPTYHICTUYHUX 30YAHMKIB, a TaK0X 30yJHHKIB TSKKUX MATOT€HHUX
iHpeki, mo 3arpoxkyroTh XUTTIO. [lomiTonmHi iH(eKwii OLIBII BIACTUBI S TMEPBUHHUX
iMyHOZIe(IUTIB, HI)K MOHOTOMNIYHI iH(peEKLii, MOXYTh MaTH pi3Hy Jokanizauito. [Tomanbummu
nposiBaMU Moke OyTH TpuBalui mnepeOir iHQeKIid, He3Bakalouu Ha aJleKBaTHY Teparito, Ta
TSOKKITh 1H(EKIIHHOTO 3aXBOPIOBAHHS.




Benuky kinbkicTh iH(EKIIH TaKOX YacTO HA3WBAIOTh MATOJIOTIYHOIO CXHJIBHICTIO [0
iHgexmiii. Cmix 3a3HAYUTH, MO0 CYKYNHICTh YCIX 1H(EKIiH YacTo BaXKO OIIHUTH Yepes
IHIMBIAYaIbHO PI3HY CXWIBHITH JO YaCTOTH Ta TSHKKOCTI Mepediry KOHKpeTHOi iHpekmii Tta y
BU3HAYEHHI TOYHOI KIJIBKOCTI HOPMAaJIbHOI YaCTOTH KOHKPETHOI iH(eKLiiHOi 3aXBOPIOBAHOCTI, sIKa
3a3HA4Ya€Thcsl B icTopii xBopoOW. Taki KIIIHIYHI MONEPEKYyBaIbHI O3HAKH IaTOJIOTIYHOL
CXMUJIBHOCTI 710 iH(EKIiii MOoXyTh OyTH 00’JHAHI 1 CHUIBHO Ha3uBaTucs adpeBiaTyporo «3JIIIC»
(30ymHUK, JIOKai3allis, mepedir, iINTeHCHBHICTh, CYKymHICTh) (auB. HacranoBy S2K «Jliarnoctuka
HassBHOCTI mepBUHHOrO iMyHonediuuty» («Diagnostik auf das Vorliegen eines primédren
Immundefekts»)

llonisanenmni __iMyHoenobyainu:  TiJa  4Yac  3aMICHOI  Tepamii  IMyHOTrJI00yIiHaAMHU
BUKOPUCTOBYIOTBCS TOJIBAJICHTHI IMYHOTIJIOOYIIIHM 3J0pOBHX JIOHOPIB, SIKI MICTATH crenudivHi
antutiia IgG mpoTw BeMMKOI KUIBKOCTI Pi3HUX 30yIHUKIB (Ha BiIMIHY BiJi MOHOBaJCHTHUX
iMyHOTJI00YIiHIB HAPUKIIA, MPOTH renatuty B, mpasis, IMB Ta in.).
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MNEPEJJMOBA MYJbTUJIUCHUIIIHAPHOI POBOYOI TPYIIU. CHUHTE3
HACTAHOBHA

Jlana kJiHIYHA HACTaHOBa € aJalTOBAaHOIO JJISi CHUCTEMH OXOPOHHU 3JI0pOB’s YKpaiHu
Bepciero KIiHIYHOT HactaHoBu Therapie primdrer Antikorpermangelerkrankungen (2019)
https://www.awmf.org/uploads/tx_szleitlinien/189-0011 S3_Therapie-primaerer-
Antikoerpermangelerkrankungen-2019-05 01.pdf , mo 6yna odOpana po6OUY0r0 IPYIIOIO SIK IPUKIIA
HallKpaloi NpaKTUKU HaJJaHHS MEAMYHOI IOMOMOTHY MaIli€eHTaM 3 IePBUHHUMHU iIMyHOaeIUTaMH, 1
TPYHTYEThCS Ha JAaHHUX JIOKA30BOT MEIUIIMHU CTOCOBHO €(EKTHBHOCTI Ta O€3MEKH MEIMYHUX
BTpy4YaHb, (hapMakoTepanii Ta opraHizalliiHuX NMpUHLUIIB i1 HagaHHsA. KiiHiyHa HactaHoBa Oyna
oOpaHa Ha OCHOBiI 00’€KTUBHUX KPUTEpiiB OmiHKU 3 BuUKopucrtaHHsMm OnwuryBanbHrka AGREE.
KiiniuHa HacTaHOBa, 3TiIHO 3 PEKOMEHJAIISIMH PO3POOHMKIB IMPOTOTHITY, Oyja JJIOIOBHEHA
nonoxxeHHssMu HacraHoBu Leitlinie «Diagnostik auf Vorliegen eines primdren Immundefektsy -
Abklirung von Infektionsanfiilligkeit, Immundysregulation und weiteren Symptomen von
primdren Immundefekten (2017) https://www.awmf.org/uploads/tx_szleitlinien/112-
001k_S2k_Primaere_Immundefekte PID 2017-11 verlaengert.pdf .

3amponoHoBaHa KJIIHIYHA HACTAHOBA HE NMOBHHHA PO3IIHIOBATHCH SIK CTAHIAPT MEIUIHOTO
mikyBaHHS. JIOTpUMaHHS MOJOXEHb KIIHIYHOI HAaCTAaHOBH HE TapaHTY€ YCIHIIIHOTO JIKyBaHHS B
KO)KHOMY KOHKPETHOMY BHWITQJIKy, 1I HE MOJXKHA PO3IJISIIATH SK IOCIOHWK, IO BKIIOYAE BCl
HEOOXiTHI MEeTOAM JIiKyBaHHS a0o0, HaBIaKW, BUKIo4Yae iHII. OcTaTroyHe pIillIEeHHS CTOCOBHO
BUOOpPY KOHKPETHOI KIIHIYHOI IMpoueaypu abo IUIaHy JIIKyBaHHS TMOBHUHEH NPUHAMATH JKap 3
ypaxyBaHHSM KJIIHIYHOTO CTaHy IMAIlieHTa Ta MOKJIMBOCTEH ISl IPOBEICHHSI 3aX0/1iB JIarHOCTUKH 1
JiKyBaHHS y MenuuHoMy 3akiani. Kiinigaa HacranoBa «llepBuHHI iMmyHOAeDinuTH» Mae Ha MeTi
HaJaHHS JTIOTIOMOTH JIIKapIO 1 MAIIEHTY B MPUUHATTI PAIIOHAILHOTO PIIICHHS B PI3HUX KJITHIYHUX
CUTYyaIlisfX, € iHGOpMaIIHHO MIATPUMKOO JUIS IiIBUIIECHHS SIKOCTI KJIIIHIYHOI MPAaKTHKHA Ha OCHOBI
JIOKa3iB €(EKTUBHOCTI 3aCTOCYBaHHS IEBHUX MEAMYHHMX TEXHOJIOTIH, JIKIB Ta OpraHi3arliiHuX
pecypciB Meau4HOI AormoMord. e pekoMeHaaiiHuii JOKYMEHT 3 HaMKpaIoi MeIUYHOI MPAaKTHKH,
MPU3HAYCHUH, B MEpIIy 4Yepry, JUisl MPAKTUKYIOUUX JKapiB, SKI HAJAalOTh MEIUYHY JIOTIOMOTY
HalieHTaM 3 MePBUHHUMH iMyHOAE ()i TaMH.



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

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

BCTYII

[lepBunHi iMyHOAE(]IIUTH € BPOHUKEHUMH 3aXBOPIOBAHHAMH IMYHHOI CHCTEMH, 3a
kinacudikamiero MikHapoaHoro coro3y imyHosoriuaux toBapuctB (MCIT) Big 2015 poky BoHH
omsTeest Ha 9 rTpyn (muB. pomatok: Kriacudikaris MiKHApOZHOTO COMO3Y 1IMYHOJIOTIYHHUX
toBapucts (MCIT) 2015). 3arampHi TEpMiHHM BHUIIOTO TMOPSAAKY TSDKKHNA KOMOIHOBaHUMN
imynopedinur  (TKIH), xomOinoBanmii imyHonedinut (KIJ), 3aranehHuii  BapiaOenbHUA
imynozedimur (3BI[), rinep-IgM  curgpom (I'IMC), rinep-IgE cunapom (I'IEC), 3amanbhi
3axBoproBanHs kumeyHuka (33K) 3 pannim noyarkom, curapom ynkana (XLP) oo 3 KiIiHI9HOT
TOUYKH 30py JOMOMAaramTh BIAMEXYBaTH IMyHOAE(IIHUT HAa NMEPBHHHOMY €Talll, ajie MOTpeOyIOTh
JIOTIOBHEHHSI 3 OOKY MOJIEKyJspHOi maiarHocTuku. Lleli MeTon MOCTaHOBKM AiarHO3y HE TUTBKU
JI03BOJIIE€ HAAATU OBl OOIPYHTOBAHUI MPOTHO3 1 TEHETUYHY KOHCYNBTAIliI0, ajle i yce yacTilie
3aCTOCOBYETHCS IK OCHOBA JIJIsl peattizalii crienniYHuX KOHIENIIIN JTIKyBaHHSI.

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

1. Kombinosani imynooepiyumu ABO Imynooepiyumu, wo eéniusaomes Ha KLimuuHUL ma
2YMOPANbHUL IMYHImem.

2. Kombinosani imynoodehiyumu 3 nos’si3anumu abo CUHOPOMHUMU O3HAKAMU

3. Ilepesadcnuii dehiyum amwmumin ABO [IIJ] 3 nepesajxicHum NOPYWEHHAM CUHME3Y
AHMUMIn

4. 3axeoprosanHs 6HACIIOOK IMYHHOI Ouspecynayii

5. Bpooorceni oegpexmu kinokocmi ma ghynxyii pacoyumie ABO depexmu pazoyumis

6. echexmu 6pooocenozo imynimemy

7. [lopywenns cucmemu KOMIJIEMEHM)Y.

8. Aymo3zananvhi 3ax60p106aHHs.

9. @enoxonii I11]] (3axeoprosanns, kiiniuno cxioni 3 I11/], ane ne cnaokosi)

10. Cunopomu nedocmamuocmi KiCMmKo8020 MO3KY

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

[lepBuHH1 IMyHOAE(IIUTH HaJeXaTh /0 YHUCIAa PIAKICHUX 3aXBOPIOBaHb, MPOTE Hapasi
BIJICYTHI TOYHI JIaHi I10/10 PiBHS PO3MOBCIO/pKEeHOCTI Maibke 300 pi3HMX 3apeecTpOBaHMX Ha Lel
gac iMyHOAe(DIIUTIB, OiIbIIA YACTHHA SKHX MA€ MOJICKYJIIPHO-TCHETHYHY OCHOBY (1).

Komenmap pooouoi epynu: na nouamok 2020 poxy 3apeecmposano nonao 430 epooscenux
NOMUNIOK IMYHIMemy.

PiBHI 3aXBOPIOBAaHOCTI Ha MEPBHHHI IMyHOAe(IIMTH Ta IXHS TMOIIMPEHICTh 3HAYHO
BapIIOIOTHCA B PI3HUX PETiOHAx 3 Pi3HUM HaceneHHsM. HaBiTh SIKIO 3aXBOpIOBaHHS, MOB’s3aH1 3
nediUTOM aHTUTLI, 3arajlioM € JIOMIHYIOYMMH, IiJIBUIIEHA TOIIMPEHICTh YCHAJKOBAaHHX 32
ayTOCOMHO-PELECUBHUM THUIIOM IMYHOAE(DILUTIB PEECTPYEThCS, HANPHUKIAA, y Tpomaaax i3


https://doi.org/10.1007/s10875-019-00737-x
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BEJIMKOIO YaCTKOIO ILTF00IB MiX KpoBHUMH poaruami (2) (3). OCKUTbKH AOCIHIHKEHHS, SIK TPaBUIIO,
€ PETPOCIIEKTHBHUMH Ta CTOCYIOTHCS OKPEMHX IICHTPIB, (aKTUUHY YaCTOTY MOKHA OIIIHUTH TiTHKU
npubin3HO (4). binbi HaNIHHUME TAHUMU €, HAIPUKIIAA, PE3YJIbTaTH CKPUHIHTY HOBOHAPOKEHUX
Ha TKI/I, mo npoBoguthest y CIIIA, 3 mokazaukom 1:58 000, siki J€MOHCTPYIOTh 3HAYHO OUIBIITY
yactoTy 3axBoptoBaHb Ha TKIJ[, anix BBaxamocs pauime (5). 3 ormsany Ha agani i3 CLIA,
HOLIMUPEHICTh KIIHIYHO 3HAYYIIOr0 iMyHOAe(DIIUTY OMiHIOeThCS Ha piBHi Mixk 1:1 200 1 1:2 000 (6).
BukoHaHi Ha OCHOBI LBOTO €MiJIEMIOJIOTIYHI PO3PAaXyHKH TOBOPSATH MPO HASBHICTH MEPBUHHOTO
imyHoxedinuty B €Bpom y npubmauzno 600 000 oci6 (7). Bognouac y 2014 pomi B peectpi
namieHTiB - €sponeticbko2o mosapucmea 3 nepgunHux imynooeghiyumis (peectp ESID) Oymno
3apeecTpoBano juiie 19 355 marienris (8).

Komenmap pobouoi epynu: xinvkicmo 3apeecmpoganux ocio 3 I11/] ¢ Ykpaini na 2021 pix
cmanosums 1220 ocio, 3 nux ocusi 1040. Ilpome, opienmylouucs Ha c8imosi po3paxyHKu, ys
yugpa, ouesuoHo, He 8i00OpAdCAE pealbHy CUMYAYito ) 368 A3K) 3 HEOOCMAMHIM BUABTIEHHAM MAKUX
nayicHmis, wo, 8 o0 yepey, sede 00 ix ineaniouzayii i nepeduacHoi cmepmi.

3rilHO 3 TPOBEACHUM B AMEpHIll JOCHIIKEHHSM, CEpPEIHE 3aIli3HCHHS 3a 4YacoM BiJ
MOMEHTY TMOSIBH IEPIIUX CUMIITOMIB /IO IIOCTAHOBKH J1arHO3y CTaHOBHJIO MPUOIH3HO 4,7 POKiB, 710
TOTO ) YUM OUIbIIKMM OyB MOKAa3HUK BiKY MPH MOCTAHOBIII A1arHO3y, TUM 13 OUTBIINM MOKAa3HUKOM
CMepTHOCTI BiH acoritoBaBcs (9). 3aBAsSKM pPO3MIMPEHHIO MAacIITabiB MPOCBITHUIBKUX 3aXOJliB
I0JI0 TEPBUHHHUX iMyHOAe(DINMTIB, 3a OCTaHHI POKM B Oaratbox KpaiHax Oysno 3adikcoBaHO
3pOCTaHHs YacTOTH MIarHOCTHKH, a TaKOX JEsKe CKOPOYEHHS JIarHOCTUYHOI 3aTPUMKH MiX
BUSIBJICHHSAM CHMOTOMIB 1 mocTaHoBkoto miaro3y (10) (11). CkopoueHHS AiarHOCTHYHOI
JATEHTHOCTI, MPOTE, CTOCYETHCS MEpenyciM IMyHOAE(DIUUTIB, CUMIOTOMH SIKUX HPOSBISIOTHCS
MEPEBAKHO y BUIJSAI CXMIBHOCTI 10 1H(GEKUIMHUX 3axXxBOproBaHb. IMyHOIe(hIINUTH, OCHOBHUM
CHUMIITOMOM SIKHX € TIOPYIICHHS IMYHITETY, 200 CHMIITOMH SIKUX TPOSIBIIIIOTHCS BXKE B JIOPOCIOMY
Billi, 30KpeMa BapiabenpHui HeknacudikoBanuit imynoxedinut (3BI), 1 Hagami wyacto
PO3MI3HAIOTH K IMyHOIE(IIUTH TiIbKH Yepe3 aekiibka pokis (11) (12) (13). HocnimkenHs Ha 6as3i
2 212 xBopux Ha 3BIJl 3 peectpy ESID moka3sye, mo 3 KOXHHM POKOM 3aTPUMKH JTIarHOCTHKHU
pu3HK cMepTi 3poctae Ha 1,7 % (13). Jlani momo KiabKoCTi roaei y HiMeudnHi, sKi CTpakaaroTh
Ha MEepBUHHMNA iMyHOAe(]IUUT, BiACYTHI. 3rigHO 3 BBeAeHuM y 2009 poui B HimeuuuHi peectpom
xBopux Ha nepBuHHUI iMyHonediuut (ITI/]), cranom Ha 2012 Oyno 3apeectpoBaHO Tuibku 1368
takux mnauieHTiB (14). 3okpema y Bumaaky 3BIJ] BcTaHOBIEHO HE3MIHHO [OBTY 3aTPUMKY
BCTAHOBJICHHS JliarHO3y y 4 poku. Ha mpoTuBary 1poMy JiarHOCTYBaHHS Ha PaHHIX eTamax Jae
MOJJIMBICTh BYAaCHO BXKHUTH aJI€KBATHUX TepaneBTHqHHx 3aXOMIB 1 HIJABULIUTU SKICTh MXHUTTA
NAIi€HTIB y THX MUTAHHSX, SIKI CTOCYIOThCS 310poB's (15).

3 MeTOI0 MiIBUILEHHS YaCTOTH JIarHOCTUKM Cepej MAli€HTIB AUTAYOIO Ta JIOPOCIOro BiKY
13 TEepBUHHUMMHU IMyHoJe¢piuuTtaMu B HimeuuuHi, mo Mae JaTH CYTT€BE 3HIKEHHS pIBHSA
3aXBOPIOBAHOCTI Ta CMEPTHOCTI MAaIlli€HTIB, Ha 3aMmoBleHHs Himernpkoi acomiamnii 3 memiaTpuaHOl
imynozorii (API) Ta Himeuskoro imynosoriunoro toBapuctBa (DGFI) B 2011 pomi 0Oyno
po3po0JIeH0  MDKIMCUMIUIIHApPHY  HacTaHOBY  S2K 11070  JIarHOCTYBaHHS  NEPBUHHUX
iMyHozedinuTiB. Lls Bepcist € neperiasiHyTuM BapianToM BujaHoro y 2017 noxkymeHTa (po3iupeHa
Bepcist). OkpiM 11bOro Oysio po3poOseHO NMpHAATHY A0 3aCTOCYBAaHHS Ha MPAKTUI CKOPOYEHY
BEpCilo.

Mertoro 2-ro BUJaHHS Ii€] HACTAHOBU € IMOAAJbIIE MiJABUIIEHHS YacTOTU JIarHOCTHUKU B
HimeuuuHi Ta, 30kpema, HaJlaHH JIIKapsM, K1 He CIeliali3yloThCs Ha IMYHOJIOT1], CKOMIIOHOBaHOL
JIOTIOMI>KHOT 1H(opMallii Ta peKOMEH Al 00 11arHOCTUKH MEPBUHHUX IMyHOIE(DIIIUTIB.

METOAOJIOT'TA

[lepmia Bepcisi HacTaHOBH 0a3yeThCsl MEPEBAKHO HAa €KCHEPTHUX AYMKAX, SIKI CIIMPAIOTHCA
Ha HasSBHI HACTAaHOBM Ta pekoMeHpamii 3 HimeuunmHm Ta iHIIUX KpaiH, JOMOBHEHI JaHUMH
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JOCTIKEeHb, SIKI MATBEPKYIOTh BHCIOBIEHI 0a30Bi Tesucu (piBeHb mokazoBocti III). UYepes
HEMOXJIMBICTh CHUCTEMATUYHOTO 3a0e3MeUeHHs JO0Ka30BOi 0a3W pe3ynbpTaToM Tpaili cTaia
HACTAaHOBA HAa OCHOBI KOHCEHCYCY, 3 PENPE3CHTATUBHOIO TPYIIOK0 PO3POOHUKIB Ta CTPYKTYPOBAHUM
3HaaeHHsIM KoHceHcycy (S2k). IMim wac poGotu Han meperisHyToro pepakiiero 2016/17 pokis
OyJ0 3aHOBO TMIEPEBIPEHO PIBEHb JIOKA30BOCTi. byno BUSBIECHO MOAANBINY BiACYTHICTH
PaHIOMI30BaHUX KOHTPOJBOBAHUX JOCHIDKEHb 13 TMOPYIIEHUX Yy Iii HAaCTaHOBI IHTaHb.
OnpamnboBaHO TEKCTH HACTAaHOBH 3 AaKTyali30BaHUM CHCTEMAaTUYHUM TIOIIYKOM HayKOBOI
JiTepaTypu Oe3 OIliHIOBaHHS JOKA30BOCTI, a TaKOX OIIIHEHO HOBI MIKHApPOJHI HACTAaHOBH IIOJO
peKoMeHallii, fKi B HUX MICTAThCcA. OKpIM IOrO B paMKax IpyNU aBTOPiB OynM BU3HAUEHI Ta
CHUCTEMaTUYHO OIpalbOBaHi HOBI KJIIOYOBI MHUTaHHS. Y TEperysaAl HAacTaHOBH Oyiu 3ajisHI
npezacTaBHuKY 18 npodeciiiHux ToBapuCTB, CIUIOK Ta acouiamiil (qus. logaTox).

HomiHanbpHuil TPYyOBHIA MPOIEC MO0 3HaKAeHHS KoHCceHcycy (16) (17) BimOyBcs B ciuni
2017 mix romoByBaHHSM IaHa mpuBaT-aoleHTa aA-pa Tobiaca Bebepmoka (Tobias Weberschock).
[Tan BeGepmiok € ceprtudikoBaHuM AcoIlialli€l0 HAyKOBHUX MEIWYHUX ToBapucTB HimeyunHu
(HKO) (AWMF) pagnukoM y cmpaBax po3poOku HacTaHoB. Ilicnmsi koH(epeHIii aBTOPCHKUI
PYKONKC 3a3HaB HOBHUX 3MiH, MICIS SIKUX BiH HEOJHOPA30BO PO3CHIIABCS MIX WICHAMH TPYIU
aBTopiB. IHII moApoOuMIl 100 pPO3pOOKM HACTAHOBM Ta JeTalei Mpolecy 3HaXOMKEHHS
KOHCEHCYCY HaBeJIeH1 y 3BITI PO pO3pOOKY HACTAHOBH.

YXBaJleHHS OKpeMuX 0a30BHX IIOJIOKEHb BiAOyBaloCs 3a PI3ZHOTO pPiBHA KOHCEHCYCY
(knmacudikaris piBHIB KOHCEHCYCy HaBezieHa B Tabmumi 1). [Iporec 3HaxomKkeHHs] KOHCEHCYCY 0yIo
3aCTOCOBAHO HE TUIBKM MIOAO 3ayBaKEHb JIO 3MICTY, a ¥ Hacammepesa OO0 PI3HUX MOBHHX
(dbopMyITIOBaHb Ta OIIHOK. 3a3HAYCHUU il KOXKHOI 0a30BOI0 PEKOMEHJAIIIEI0 PiBEHb KOHCEHCYCY
CTOCYETbCS BIAMOBITHOI KOHKPETHOI 0a30BOi pexoMmeHanii y HagaHomy (opmymntoBaHHi. CiaoBo
«JTiKap» y 40JIOBIYOMY POJIi CTOCYETHCS SIK YOJIOBIKIB, TaK 1 KIHOK.

Ta6auusa 1: Knacudikarist piBas koncencycy (18)

CupbHHN KOHCEHCYC sroga > 95 % yJacHHKIB
Koncencyc sroja > 75—95 % yJacHUKIB
3roja OUIBIIICTIO TOJIOCIB sroga > 50—75 % y4acHUKIB
BificyTHICT KOHCEHCYCY sroja < 50 % y4JacHUKIB

MeTtoro CTBOpPEHHS MDKAMCLUMIUIIHAPHOI TPYMH, A0 $KOT BXOISATh WIEHH pI3HUX
npodeciiHuX TOBapHUCTB, 00'€HAHB Ta acoIlialliid, a TAaKOXX MPOBEACHHS (HOPMATHLHOTO MPOIIECY
3HAXO/PKEHHSI KOHCEHCYCY, SIKUM Kepye 3ampolleHuil rojosa, Oyno 3a0e3nedeHHs] He3aleXHOCTI
poOoTH penaxuii Ta momnepeakeHHs KOH(IIKTIB IHTEpECiB (JaHi 010 KOHQIIIKTIB IHTEPECIB Ta
CTpaTeris OLIHIOBaHHS HaBECHI B OKpeMiil TabnmuIll Ta 3BiTi IPO po3poOKYy HACTAHOBH).

HinboBa rpyna HacTaHOBHU: NIeiaTpu, TEPANIEBTH, JiKapi 3arajapHoi npaktuku, JIOPu

Crpok aii HacTaHOBH: 3 POKH

BinnosinaabHi 3a penaryBaHHs HacTtaHoBHu: A-p Men. Hayk Crozan ®dapmann (Susan
Farmand), npod., 1-p mex Hayk Llltedan Eas (Stephan Ehl)

HACTAHOBA

1. ITaTosoriyHa CXMJIBHICTH 10 iH(eKuniifHUX 3aXBOPHOBAaHb SIK NMPOBIIHHH CHMIITOM
NepBUHHOIO0 iMyHoaediuuTy

[TaTonoriyHa CXMJBHICTD 10 1H(EKIIHHUX 3aXBOPIOBAHb YAaCTO € MPOBIIHUM CHUMIITOMOM
nepBUHHOrO iMyHoaedinuty. Bimokpemutu ii Big (i310JI0TiUHOI CXHIBHOCTI 10 1H(GEKIIHHUX
3aXBOPIOBAaHb JJOCUTh Ba)KKO, OCKUIBKU Ha I€H Yac BIJICYTHI aKTyalbHI €MiJeMIONOryHi JaHi 010
TOr0, SIKy KUIbKICTh, SKMM BHJA Ta AKUM mepeOir 1HQEeKUIHHUX 3aXBOPIOBAHb CIiJ] BBa)XKaTH
HOopMalbHUMH. HalOinpll nUTOBaHMMH JaHUMH 1070 (i3iojoriuHoi YacToTH 1H(EKIIHHUX
3aXBOPIOBaHb € JIaHl MPOCIEKTUBHOIO TI'PYHOBOrO JIOCIIKEHHSI YacTOTH 1H(EKIiNd AUXalbHHUX
HUIAXIB, sIKE MpoBoImIocs npotaroM 11 pokiB abo 5 363 moauno-pokiB y M. Tekamce (Tecumseh)



14

y mrari Miriuan, CIIA (19). V Bii 0—4 pokiB yacToTa iH(EKIIITHUX 3aXBOPIOBaHb CKJaJana B
cepennpomy 4,9/pik, y Biri 5—19 pokiB - 2,8/pik, y Biti 20—39 pokiB 2,2/pik 1 y Bimi nonan 40
pokiB - 1,6/pik. OmyOmikoBane B 1993 pori JOCHIIKEHHS JIEMOHCTPYe, 10 ¢i3ionoriyHa
CXWJIBHICTh 110 1H(EKIIMHUX 3aXBOPIOBAaHb 3aJICKUTh Bijl BIKYy, TOMY MaTOJIOTiYHA CXHJIbHICTH IO
IHpEKIIHNX 3aXBOPIOBaHb AITEH Ta JOPOCIUX TAaKOX MOBHHHA BHU3HAYATUCS DPI3HUM YHHOM.
MacmTabHinn TPOCIEeKTUBHI  €MiIeMIONOTIUHI  TOCHDKeHHST  (Di310JI0TTYHOI  CXMIIBHOCTI 10
1H(EKIIHNX 3aXBOPIOBaHb, SIKI OXOIUTIOIOTH HE TUIBKH 1H(EKIil JUXaIbHUX IUIAXiB, BIJICYTHI.
BB Ha wacToTy iHQEKIIHHUX 3aXBOPIOBaHb 13 OOKY YHCIEHHUX IHIMUX (AKTOPIB, SK-OT
COIliaJIbHI CTPYKTYpH, po3Mip ciM'i abo BinBimyBaHHs autsdoro camouka (20) (21) yckmamHioe
BU3HAYCHHS BEPXHBOI MEXi (P131070T19HOT 9acTOTH 1HMEKIIHHUX 3aXBOPIOBAHb.

2. «<ELVIS» Ik aKkpoHIiM CKJIQJHUKIB NATOJOTIYHOI CXMJBHOCTI 10 iH(peKuiiHnX
3aXBOPIOBaHb

Y 2010 pomi HIMEIBKOI TPYMOK €KCIepTiB HaOlp mapaMeTpiB, SKI XapaKTePU3YIOTh
NaTOJIOTIYHY CXMJIBHICTD 0 1H(EKUiHHUX 3aXBOPIOBaHb, OYIIO 3BEJCHO A0 3arajlbHOTO TEPMIHY ITiJT
akpoHiMmoM «ELVIS» (3a mepmmmm JiTepaMu HIMEIBKHX CJiB, SKi O03HA4YalOTh: 30YyIHUK,
JoKanizarlisi, nepeoir, IHTeHCUBHICTD, cyMa) (22). Lle Bu3HaueHHS 3MICTOBHO MiAKPIIUIEHE Pi3HUMHU
JOCITI/DKEHHSIMH Ta MIXXHAPOJHUMH PEKOMEH/IAIIsIMUA, OTPUMAaHUMH 3a OCTaHHI poku (21) (23).

O3HakamM¥ NaTOJIOTIYHOT CXMIIBHOCTI 10 1H(MEKIIIHUX 3aXBOPIOBaHb MOXKYTh OyTH 1H(]EKIIi1,
BUKJIMKAaHI OTMOPTYHICTHYHUMH 30YJIHUKAMH, SIKi PIIKO CTAIOTh MPHUYMHOIO TSHKKUX 3aXBOPIOBAHB Y
IMYHOKOMIIETEHTHHX JIIOJICH, HaNpuKIIaJ MHEBMOHIsI, BUKIUKaHa rpubamu Pneumocystis jirovecii
abo LIMB, xanamno3nmii cercuc, KUIIKOBI iH(ekmii Ta/abo iH(ekmii *KOBYOBHBITHUX NIIAXIB,
BHUKJIMKaHI KPUIITOCHOPUIIAMH a00 MIKpOCHOPHUIIAMH, a00 JWceMiHOBaHA 1HQEKIis, BUKIUKaHA
HeTyOepKynbo3HuME MikoOaktepismu (HTM) (24) (25) (26) (27) (28). Takox Ha HasIBHICTbH
MEPBUHHOIO IMyHOAE(DIIUTY MOXKYTh YKa3yBaTU PELUIUBYIOUl TSKKI 1HGEKUIT 31 «3BUYAMHUMM»
30yIHUKAMH, SK-OT ITHEBMOKOKH abo Bipycu mpocroro repriecy (29). B ocHOBI moBTOpHHX
iH(eKIi# 3 MIKpOO10JIOTIYHO CTIOPiAHEHUMU 30yIHUKaMH (Hampukiaa, 6akTepii B Karcynax) MOXe
JeKaTH crieuQivHa maToJori9Ha CXUIBHICTD 10 1HPEKIIHHNX 3aXBOPIOBaHb. [30/160BaH1 30y THUKH
BXKE MOXYTh HAJaBaTH IEpIIy BKa3iBKy Ha Te, 1[0 B OCHOBI 3aXBOPIOBAHHS JIKHUTh IMyHOJAE(ILUT
(muB. Tabmurs 2).

Jlokanizaniss iH}exiii Mo)ke BKa3yBaTH Ha MATOJOTIYHY CXMIBHICTH N0 1H(EKIIHHIX
3aXBOpIOBaHb. B3aranai MoHOTOMIYHI 1H(EKLIi Jal0Th MPUBIJA MiJ03PIOBATH CKOpIIIE aHATOMIYHI
OPUYMHM, a TOJIITOMIYHI — CKOpille CHCTEeMHY cialkicTh 3axucHuX (yHkuiil. Ilatomoriyna
CXWJIBHICTh 10 1HQEKUINHUX 3aXBOPIOBaHb MOXKE XapaKTepU3yBaTUCS TaKO0X aTHIIYHOIO
JoKamizamiero 1HQeKmii, Hampukiag abclecoM TOJOBHOIO MO3KY, CIPUYMHEHHUM CIOpaMu
Aspergillus spp. a0o abciiecoM MeviHkH, cipudruHeHUM cTadiiokokoM 3ootuctuM (30) (31).

3arsokHUN mepedir iHQeKIiMHUX 3aXBOpIOBaHb a00 HENOCTAaTHS BIANOBIAb HA TEpaIiio
aHTHO10TUKAaMU TAaKOX YacTO BKa3yIOTh HA MATOJIOTIUYHY CXUJIBHICTh A0 1H(EKIIHUX 3aXBOPIOBaHb
(32). Tak, Hampuknang, CHUCTEMATHYHHUI aHai3 JITEpaTypd WIOAO MEPCUCTYHOYOr0 XPOHIYHOTO
PUHOCHHYCHUTY IMOKa3ye, 1o Maike y 50 % mnaiieHTiB, fKi HE JEMOHCTPYBalM BIJAIOBIIb Ha
a/IeKBaTHY Teparliio, 3pelTo0 0yJI0 BCTAHOBJIEHO HAsBHICTh NEpBUHHOTO iMyHOAedinuTy (33). o
HE3BUYHUX NepeOiriB 1H(EKIIMHNX 3aXBOPIOBAHb BIIHOCSATHCS TaKOX 1HQEKIIMHI yCKIaAHEHHS,
BUKJIMKaHI Mociaa0leHuMu 30yTHUKaMH, SIKI MOXXYTb BUHHMKATH TICIS ULIETJICHHS >KUBUMH
Baknuuamu (Hanpukitan, BIDK, KIIK, Bix Bipycy Bapinemnna abo porasipycis) (34) (35) (36) (37).

3pemTo CTYMmiHb TSDKKOCTI (IHTeHCHMBHIiCTBH) iH(EKIIHUX 3aXBOPIOBaHb MOXe OyTH
MPOSIBJIICHHSIM TATOJIOTIYHOT CXHIBHOCTI 70 HEUX (38). Y 1IbOMy IOKYMEHTI TEepMiHOM «OCHOBHI
iH(deKIil» BIAMIIEHO MHEBMOHIIO, MEHIHTIT, CEICHUC, OCTEOMIENIT Ta iHBa3MBHI a0CIecH Bij Tak
3BaHMX "NIPYyropsAaHuX iHQeKuiin", sK-0T cepelHid OTUT, CHHYCHT, OPOHXIT 1 MOBEpXHEBI abciecu
mKipu. Sk mpaBuiio, OCHOBHI iH(eKii MoTpeOyroTh BHYTPIIIHHOBEHHOI Tepamii aHTHOIOTHKAMHU.
Xoda OCHOBHI 1H(EKIIi MpH TMEePBUHHOMY IMYHOAE(IIUTI BUHUKAIOTh HabaraTto 4YacTile,
HepCUCTyoul ab0 HAATO YacTO pEUUAMBYIOYI HEOCHOBHI 1H(QEKII TaKOX MOXYyThb OyTH
HPOSIBIICHHSM MepBUHHOTO iMyHOoaedinuTy (39) (40).
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KinpkicTe iHQeKmiii (cyma) 4YacTo cHpuiiMaeTbcsi XBOpUMHU a0 IXHIMH OaTbKamMH SK
MPOBIAHUN CHMIITOM, TPH YOMY CYO'€KTUBHE CIPUUHSITTS MOXKE JyXKE BIIPI3HATUCS BiX
00'€KTHMBHHMX JaHUX, 33JOKYMEHTOBAaHMX y KaJeHJapi CIOCTEpeX eHHS cuMnToMmiB. Jlo Toro ix
NMOoTpiOHO BiAPI3HATH 1H(EKIIT BiJ MPUCTYITB rapsiuku 0€3 ocepeaKiB a0 CHMITOMIB, IO CXOXIi Ha
CUMIITOMHM  1H(QEKIIMHUX 3aXBOpIOBaHb (HANPUKIAA, TpPH OOCTPYKTUBHUX OpOHXITax).
PeunnuByrodi iHGeEKIiT MOXYTb OyTH OCHOBHOIO XapaKTEPUCTHKOIO MAIIEHTIB 13 MEPBUHHUMH
iMmyHonedinuTamMu. SIK yxe 3raayBajocs, BASHAYUTH MOPOTOBI 3HAUYEHHS, TOYMHAIOYUH 3 SIKHX YXKE
MO>KHa TOBOPHTH PO HASIBHICTH MATOJIOTIYHOT YaCTOTH 1H(MEKITIH, JOCUTh TPOOIEMATHIHO.

KJIIOYOBA PEKOMEHJALIA 1:
XapaktepHUMH (PaKTOpaMH IMaTOJOTIYHOT CXMUIIBHOCTI 0 1H(MEKIIHHUX 3aXBOPIOBaHb € 30YHUK,
nokamizaris, mnepeOir, iHTeHcuBHICTH 1 cyma (ELVIS). BomgHowac i3 muM Mae OyTH Takox

MPU3HAYEHO JIIarHOCTUKY Ha HAsIBHICTh MEPBUHHOTO IMyHOAE(DILIHTY.

Koncencyc

Tabauus 2: MapkepHi maToreHu s BUOpAHUX MEPBHHHUX IMYHOAE(DIIUTIB

MapkepHi naTorenn Kuiniunmii penorun BapianTu MoxIuBHX acouiiioBanux mepBuHHuX |JoB. Ne
(mpuxIaan) iMmyHonediuuTin
BHyTpitHboKITITHHHI 30yMHuKY, |J[HceMiHOBaHA MiKoGakTepiansHa |MeH IeneBchKa CXIIbHICTD 10 MikoOakTepiansaux | (24) (41)
HaIpUKJIaJ aTeHyHOBaHi iHdeKIis, ocTeoMieNniT/apTpur, 3axBoproBab (MSMD), Hanpuknan nedekru B IL- |(42) (43)
miko6akrepii (1K), JepMaTuT, TiMmbaneHit, miamkipHi [12/IL-23, nedexktr B CHHAIBHOTO HUIIXY (44) (45)
HETyOepKyIIbO3HI MiKoOakTepii  |abcmecu inTepdepony-ramma; TKIJI; nedinur Mmogynatopa
(HTM), caneMoHeny, JicTepis HykneapHoro ¢gakropa (NEMO); anTutina o
MOHOILIUTOT€HHA inTepdepony-ramma; XI'X
HTM, BILJ, rpu6kosi indekiii | uceminoBana indekuis HTM, Hedimur GATA2 (46)
0oponaaBku, rpuOKoBi iHDeEKIIT +
MOHOIHUTOIICHIA (CHHAPOM
MonoMAC)
YacTi iH(eKIii BHACITITOK [THeBMOHIS, OTUT, CHHYCHT, 3axBOPIOBaHHS, MOB'S3aH1 3 NE(PIIUTOM aHTHTI, (47) (48)
30yAHUKIB y Kalcysax, TaKUX K |MEHiHTIT nedextu kommementy (C2-C3), nedinut dakropa
S. pneumoniae, H. influenzae, N. komiuiementy I (CFI)
meningitidis
TloBropHi HemarorenHi Helicepii | MeHiHriT TepminaneHi gedextn komiementy (C5—C9), (1) 43)
Neisseria spp. Iadexuii nedimut dakropa (kommiementy) D, medimur
HPONEPANHY
IuBasuBHi iHQekuii Herpes Iepnernunuii ennedanit Hedimur UNC93B1, TLR3, TRIF, TRAF3, TBK1 |(1)
simplex |
Tsokki iHeKii 3 Hamp., nHeBMokokoBuii meHiHTIT |Hemocrarnicts IRAK-4, MyD88 (43)
MO3aKJIITKOBIMH ITIOT€HHIMHI
30yqHUKaMH (TpaM+
30yIHHKaMH, TIepeayciM S.
aureus, S. pneumoniae, rpam-
30ynHuKaMu P. aeruginosa),
nepeayciM y JUTSIYOMY Billi
Yacri indexuii S.aureus + Harp., indekiii mkipu / I'TEC i3 medimurom STAT3, nedinur DOCKS, (49) (50)
Candida MTHEBMOHIi / abciiecy, BUKIMKaHI  |IepBUHHI IMyHOAE(DIUTH 3 TIOPYIIEHHIMH QYHKIIT
S. aureus, cIM30BO-IIKipHI Heitrpodinie (Hamp. XI'X)
KaHIUI031
Aspergillus spp., S. aureus, [TeBMoHis, cencuc, miMbaneHiT. |dedextn Qynkuii HeliTpodinis, 30kpema XI'X (24) (50)
Serratia marescens, Burholderia |S. aureus, nepemycim, aGeuec aGo
cepacia, Nocardia spec. niMpageHiT
IMB CuMnomartiyHa, nepeaycim Komb6inoBawi imynonediuru, cepitosni nedexru | (24)
HeBpokeHa iHekis LIMB, sk- | T-xmitun
OT T'eTIATHT, KHIIKOBA iH(EKITis
BEB BrnckaBUYHI 3aXBOPIOBAHHS Hedinut SAP, XIAP, ITK, CORO1A, CD27, (51) (52)
uepe3 BEB: denorun MAGT1, STK4, CD70, FAAP24, DOCKS, (53) (54)
reMo(arouTapHoro CARMIL2, ramnonenoctarHicte NFKB1 (55) (56)
nimdoricrrorurozy (I'JIT), (53)
HEKOHTPOJIbOBAaHE 3aXBOPIOBAHHS
Ha BED, nuceMiHOBaHi myxJIMHHA
riagkoi myckynatypi BEB+
Pneumocystis jirovecii IMTuesmowist (Pneumocystis Komb6inoBawi imynonediruru, cepitosni nedexru | (24)
jirovecii) T-kitun
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BILJI, Molluscum contagiosum | BoponaBku, KOHAWIOMA Hedinnt WHIM, DOCKS, MAGT1, STK4, (1) (51)
GATA2, ZAPT0 (52)
Enreposipyc (Hamp., exo-Bipyc, |XpOHIYHUI €HTEPOBIPYCHUH Hedinut BTK (XLA), 3BIJ, cunapom I'yna (51)
Bipyc Kokcaki, momiosipyc) MEHIHroeHIehaiT
Candida PeuiniByrouni abo XpoHiuHi Myrauii nocinennst pyukiii STATI, rinep-1gE (1) (58)
CIIM30BO-IIKIPHI KaHIUI03U cuaapoM i3 gedinurom STAT3, nediuut ACTI1,
(CMC) IL-12RB1, CARD9, IL-17 ta IL-17RA,
ayTOIMyHHHII TIOJTICHIOKPUHHUIT CHHIPOM
APECED

3. llopyumieHHs1 iMyHOperyJsilii ik NPOBIAHUI CHHAPOM NEePBUHHMUX iMyHOAedinuTIB

IMyHHa cucTeMa € BUCOKOAKTHBHOIO CHCTEMOIO, sika MOBHMHHA 3a0€3MeuyBaTH 3aXHUCT Bif
30y/IHUKIB XBOPOO 1 yCyBaTH 3JIOSIKICHI KJIITHHH, HE 3HIMDKYIOUH TOJICPAHTHICTH JO CHIOTCHHUX
CTpYKTyp. Perymsimiss iMyHHOI CHCTEeMH € JOCUTH CKJIaJHOK. TOMy TE€HETHYHI MOPYIICHHS
3aXHCHHUX TMPOIECIB YacTO HETaTHMBHO BIUIMBAIOTh HE TUIBKM HA KOHTPOJIb 1H(EKIiH, a ¥ Ha
MeXaHi3MHU ToJepaHTHOCTI. [lopymeHHsT IMyHOPETYJISAIT MOXKYTh MPOSBIISATHCS, HAPUKIIAL, Yepe3
rapsiuKy, ayToiMyHHI 3aXBOPIOBaHHS, JiMQorpoiidepalriro, eKk3eMaTo3Hi 3MIHU IIKIpH, XPOHIYHE
3aMajeHHsl KUIICYHHKA a00 YTBOPEHHs TpaHyidboM. Taki O3HAaKW MOPYIICHHS IMYHOPEryJsmii
MOXYTb OYTH CYTTEBHUMH, I1HOJAI €IMHMMH CHUMIOTOMaMU MEPBUHHOIO iMyHOJe(hIUUTY (IUB.
Tabmuus 3) (59). Ha BiagmiHy Bij TOro, SIK y BHITQJKy MaTOJOTIYHOI CXHIIBHOCTI 0 iH(EKIIHHUX
3aXBOPIOBaHb YACTIIIE MiJO3PIOIOTh BPOMKEHUH iMyHOAedilMT, TepeBipka MAI€HTIB 13
NPOBIAHMMHU CHMIITOMaMH JM3PEryJslii IMYHHOI CHCTEMH Ha HAasBHICTh IMyHOIEQIIUTY
npoBoAWThCS HanTro pinko (60). MoxiauBUMU HaAcHiIKaMH MOXYTh OyTH TOCTaHOBKa
HENPABWILHOTO J[IarHO3y, HANPHUKJIA]] ajeprii Ha KOPOB'sYe MOJIOKO Y HEMOBIST i3 CHMIITOMAMH
[UTYHKOBO-KHUIIKOBUX 3aXBOPIOBaHb Ta €K3eMOI0, (61) i 3HaUYHO JOBIIA A1arHOCTUYHA JATEHTHICTh
(62). 3a HasBHOCTI NESKMX TMEPBHHHUX IMYHOAE(DIIUTIB BiJHOCHO YacTO BUSBIISIOTHCS aTOIMIYHI
3axBOpIOBaHH: a0o0 aJjeprii (Hanmpukian y pasi geginuty DOCKS, cunapomy Bickorta-Onapuya,
cuaapomy IPEX, cunapomy i Jxopmxka, 3aXBOprOBaHb, OB’ si3aHuX 3 Aedinurom antutii, 3BIJI)
(12) (49) (63) (64) (65) (66). Ase OCKiIbKH ajepris € ayKe MOMIMPEHUM 3aXBOPIOBAHHAM Cepel
3arajibHOTO HACEJIEHHS, OCOOIMBO B TUTSIYOMY Billl, 1 I MOKA3HUKHU MOCTIIHO 3pOCTAIOTh Y BCbOMY
ciTi (67) (68) (69), Takuii MposAB € MOKA30BUM IIEPEBAXKHO TUILKHA B KOMOIHAIlT 3 1HIMMMHM, O1IbIII
crnenupiYHUMHU MPOSIBAMH.

4. «<GARFIELD» sik akpoHiM nopyueHHs iMyHoperyasiuii

HenekporuuHi ApiOHOOCEPEIKOBI €miTeniono i0HO-KIITHHHI rpaHyJbomMu («sarcoid-like
lesions») MoXyTh OyTH nepmuMu TposiBamMu iMyHoAedinuTy (70). BoHH BUHHKAIOTH MEpeayciM y
JereHsix, TiMpaTHYHNX TKAaHWHAX, KUIICYHHKY Ta Ha wkKipi (71) (72). Acouiamis 3i 30yIHUKaMU
(mamp. HETYOEpKY/IbO3HUMH MIKOOAKTEPIAMH) € MOXKINBOIO, aje B OUIBIIOCTI BHIAJKIB
11eHTU(IKYBaTH MPUYHMHHI MIKpOOPraHi3MH He BaeThes. [ paHyneMaTo3Hi 3analeHHsl € TUIOBUMU
JUISL CENITUYHUX TpaHylieMaTo31B (IepeayciM KHUIIEYHUKA, CeYOCTaTeBOi CUCTEMH, MEUIHKH), MpU
I[bOMY BOHH i ATBEPIKYIOThCs y ipubiau3Ho 8—20 % xBopux Ha 3BIJ] (13) (73). OcobnmBo yacto
IPaHyJIbOMHU BUSBJISIOTHCS Y MAIIEHTIB, AKI MOPSI 13 HEAOCTATHICTIO aHTUTII MaloTh Jedekt T-
KIITHH (KoMOiHOBaHi iMyHoAe(dinuTH) (74). BoHu MOXyTh Tako OyTH MPOBIIHUMH CUMITOMaMHU
y Bunaaky BapiantiB TKIJ[ (nepenycim nedpexty RAG) Ta iHIMX KOMOIHOBaHUX IMYHOJE(ILHUTIB,
y T. 4. YyTIHBUX 10 onpoMiHeHHs (Hanpuknan AT, cuaapomy Hilimerena) (75) (76).

AYTOIMYHITeT € 4acTUM MPOSBOM Yy pa3i nepBUHHOrO iMmyHonediuuty (77). Haltuactimumu
€ ayTOIMyHHI ULMUTONEHIl (mepegyciM Npu TyMOpaJbHUX IMyHOJE(IIUTaX, KOMOIHOBaHUX
imynogedinutax, AJIIC, cunapomi Bickorra-Onnpuua, cungpomi IPEX) Ta ayroimyHHuMi
tupeoinuT. [Ipubnuzno y 12—20 % xBopux Ha 3BIJl po3BHBaeThCS ayTOIMyHHA IIMTOINEHIA, SKa
4acTo Mepeye MPOSIBICHHIO 31 CXUJIBHICTIO 10 1HPEKIIHHUX 3aXBOPIOBaHb, 110 BKa3ye Ha MEBHUM
miarao3 (78) (79) (80) (81) (82). Immmn ayroimyHHI ManidecTalii MOXYTh BHPAKATUCS K
ayTOaHTHUTLIAMU, TaK 1 T-KIITHHaMHU, i OXOIUTIOIOTh Yy T. 4. peBMaToiguuii aptput, FOIA, Backymit,
TIIOMEpYNOHEPHUT, TeNaTHT, LeTiaKilo, aloNelliio, BITUIIro, IyKpoBHil aiadet 1 Tumy, AJ1iCOHOBY
xBOpoOy abo rimomaparupeoimguzMm (83). JledekTn KOMIIEMEHTY, YacTKOBI/BHOIPKOBI aedexTH,
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nos'sa3adi 3 Aedinurom antutin, 3BI/l Ta XI'X (30kpema y *IHOK HOCIIB) MOXYTh acOLFOBATHUC 13
CYB (84) (89).

PenmauByroua rapsiuka Oe3 BHIMMOI NPUYMHM € TOJOBHOIO MaHiecTamiero B pasi
MEePIOIMYHUX CHHJIPOMIB TapsSyKH, TP SKUX JOJATKOBI MPOsBIEHHS JiMdaaeHonartii mui, apTwu,
apTpuTiB, MianTii a00 3aXBOPIOBAHHS OpPraHiB YEPEBHOI MOPOKHUHM JONOMAralTh KJIacu(pikyBaTu
3aXBOPIOBAHHS 3 TOYKH 30py Audepenmiinoi niarnoctuku (86). PenunuByroua rapsiuka HEsICHOTO
XapakTepy Moxke OyTH TakoX MepIIor MaHidecTariero MUKIigHOI HelTponeHii (87) abo ciMeliHOTO
remodaromnurapaoro jgimdoricrionurosy (CI'JIIN) (88).

Komenmap pobouoi zpynu. OOnum i3 pi3HOBUOIE NEPEUHHUX IMYHOOe@iyumie € epyna
aymo3anaibHux 3axeoproéanv. AymosananvHi 3axeopiosanns (A33) — ye cenemuuno cemepoceHna
epyna oeghexmis iMyHHOI cucmemu, a came Hecneyu@iuHo2o iMyHimemy, wo XapaxKmepuyiomovcs
NOPYULEHUMU MEXAHI3SMAMU pe2ynayii 3anaibHoi 8i0N06I0I, BUCOKUM PUSUKOM PO3BUMK) AMIN0I003)
BHYMPIWHIX OpP2aHie, HBANIOUZYVIOYUX YPANCEHb CYea00i8, OP2AHIUHUX YPAICeHb YEeHMPAIbHOL
HEPBOBOI cucmemu, WKIpU, op2amie ciyxy ma 30py, 3ampuUMKU NCUXOMOMOPHO20 PO3BUMKY, d 6
O0esaKux 6unaokax npuseo0ams 00 cmepmi nayicumie. A33 Xxapaxmepuzyromvcs amaxamu
CUCTMeMHO20 3andalenHs 0e3 GUOUMUX NPOBOKYIOUUX akmopie ma 6e3 niosuweHHs pIGHI8
aymoanmumin yu awmueencneyugiunux T-xuimuwn, wo cnocmepieacmvcsi npU  AYMOIMYHHUX
3aX60PIOBAHHSIX.

THowupenicmo 3a2anom oyinroemscs 6 dianazoni 6io 1:10 000 oo 1:1 000 000 nacenenns. /lns
0esKUX HO3010214HUX 00uHUYb A33, Hanpuxiao, cimeunoi cepeonbO3eMHOMOPCHKOL TUXOMAHKU,
yacmoma 3Aax60pPI06AHHs € BUWOI0 ceped MYPKie, apadis, GIipMeHi8, €8peig He awKeHazi ma
koausaemocs 6i0 1:1 000 0o 10 000 nacenenns. Ilpome, 3ycmpiauaioms maxodc i cnOpaouyHi
sunaoku. Cimelina cepe03eMHOMOPCLKA TUXOMAHKA, Oe3 CYMHIBY, € HAUNOUUPEHIUON HO3002IYHOI0
00uHUYero ceped MOHO2eHHUX A33.

THowupenicmo 6 Yxpaini napasi Hegiooma.

CepeoHniul 6ix nouamky KIIHIYHUX NPOsEI6 Npunadae Ha nepuii poku xcumms Oimetl, Yacmo
oopa3zy nicasa HapoOdcenns. bauzvko 90% A33 nouunaiomo npossiamucs, 00 5 pokie jxcumms ma
matixce 100 % y 6iyi 0o 20 pokie. Bepugixayis diacno3y y maxkux nayi€Hmis 4acmo 3ampumyemscs
Ha Oaecamo pokie abo 63acani He 6i00Y8AEMbCA uYepe3 WUPOKULL CHeKmp KIIHIYHUX NPOsBI8
aymo3anaibHux nopyuieHs, ix nodiOHICMb 00 AYMOIMYHHUX, 2eMAMON02IYHUX, OHKOIO2IUHUX,
iHeKkyiunux, Xipypeiunux, MemaboNiyHux 3axeopioeéans. Jlocmosipna Oiacnocmuxka A33
giobysaemuvca i3 3anizweHuam Ha 3-10 poxie. Yonoeiku i oacinku X60pitomv 3 O0OHAKOBON
yacmomoro. 1'inodiacnocmuka € 20108HUM PUSUKOM OJIs1 XBOPUX Y 38 A3K) 3 PO3ZGUMKOM YCKIAOHEHb
(Hanpuknao, iHeaniouzyui Oegpopmayii cyenobie, ciopoyeinis, xkamapaxma, HeOOCHMAMHICMb
BHYMPIWHIX ~ Op2aHié  BHACAIOOK — aMionoioo3y, 3ampumka  i3UYHO20  PO36UMK)  MOW0)
be3nocepedHbo 3anedcums 8i0 paHHbOi OIACHOCMUKU MA 64ACHO PO3NOYAMO20 aA0eK8AMHO20
AIKYBAHHS.

KOHHeHHiH ayTo3anaJIbHUX Ta ayTOiMyHHI/IX 3aXBOpPHOBaHb

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

[TonsarTs ayrozananeHHst Oyno BBeneHO y 1999 porii 3 MeTOI0 po3MEKyBaHHS JBOX BiTOMHUX
Ha TOM Yac MOHOTCHHHMX CHAJKOBUX CHHIAPOMIB mepioanunoi nuxomanku - FMF 1 TRAPS Big
KJIACUYHHMX ayTOIMYHHHX 3aXBOPIOBaHb, TAKUX K CUCTEeMHHUH depBoHuil BoByak (CUB) Ta iHmmx
peBMaTHYHUX 3axBopioBaHb. CiMmeliHa cepea3zeMHoOMoOpcbka nuxoManka (FMF) Bukinkaerbcs
ayTOCOMHO-pEIEeCUBHOIO MyTallieto y reHi MEFV; nepionuunnii cunapom, acoriiiopanuii i3 GHIIT
BUHUKA€ BHACIIJOK ayTOCOMHO-IOMIHAaHTHOI MyTalii y TeHi peuentopa [-ro Ttumy daxrtopy
Hekpo3y myxiuH, TNFRSF1A. V Toil yac, koau ayTOIMyHHI 3aXBOPIOBAHHS PO3BHUBAIOTHCS MpPU
MOPYIIEHHSAX PEryysiii MeXaHi3MiB aJalTUBHOTO IMYHITETY, PU ayTO3aMaJbHUX 3aXBOPIOBAHHSIX
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MaloTh Micle JeQeKTH BPOKEHOTO iMyHITeTy. TakuM YHHOM, XapaKTEpPHOIO BiIMIHHICTIO
ayTo3anaJbHUX TIOPYIICHb BIJT ayTOIMyHHHX € BIJCYTHICTh TATOTEHHHUX ayTOAHTHTLT abo
aBropeaktuBHux T-kiituH (Puc 1). KoHnenmist ayro3ananeHHst Oyina MiATBEp/HKCHA Ta yTOYHECHA
IPOTSITOM JCKaJH IMiCisl BIIKPUTTS MOHOTCHHUX ayTO3alalbHUX 3aXBOPIOBaHb. BiIKPUTTS AESKHX
HOBHMX 3aXBOPIOBAaHb MPOJAEMOHCTPYBAJIO CIUIbHI TAaTOTEHETHYHI MEXaHI3MH BPOKEHOTO
(ayro3amanbHi MEXaHI3MH) Ta HaOyTOro IMYHITETY (ayTOIMYHHI MEXaHI3MH), 1110 O€pyTh y4acTh B
iMmyHHi# Bianmosiai. [IpoTe, BOHM MOBHUHHI PO3TIIAAATUCH SK JBI KpaiiHi TOYKW KOHTHUHYYMY. Takum
YHHOM, MOHOT'CHHI ayTO3allaJibHi 3aXBOPIOBAHHS — 116 IMYHHA TU3PETYJISAIisl, B OCHOBI SKOT JIGKHTh
Ha/JMIpHA 3amajbHa PEaKIlis, OMOCepeKOBaHA MEPEBAKHO KIITUHAMH 1 MOJIEKYJIaMH BPOKEHOTO
IMYHITETY Ta FT€HETUYHOT CXHJILHOCTI OpraHi3my.

AyTo3anajieHHs AyTOiMyHITET
BPOJI)KEHUU imyniTer IMmyHHA qU3peryIsLis AJIATITUBHUU imyniTer
MononuTH, Makpodary, | [TepeBakae kinituaani TUn | T-kiiTuHA, B-KmiTuHAT
HelTpodinm
IL-1, TNF, IFNof, IL-12, | TepaneBtuuna  wiae - | IFN-y, IL-4, (IL-17), IL-6
IL-23, (IL-17), IL-18 IUTOKIHU
YuikomkeHnHs oprasiB  3a | [larorene3 opranHux VYIUIKO/DKEHHSI OpraHiB  3a
MOCEPETHHUIITBA ypakeHb MIOCEPETHHUIITBO
HEeUTpodLIiB Ta Makpodaris ayTOAHTUTLT Ta AaHTUIEH-

cnenuivanx T-mimdonuris

[I-1-omocepeakoBaHi [Tpuxnanu 3axBoproBanHs | Tupeoinut, peBMaToinHui
MOHOTEHHI ayTo3anajibHi aptput, CUB, AJITIC
CHHJIIPOMHU

Pucynok 1: BigMiHHOCTI Ta CIiJIbHI 03HAKU ayTO3aNaibHOT Ta ayTOIMYHHOT KOHLIETIIIH.
CUB - cuctemHwuit uepBonuii Bopuak, AJIIIC — aBToiMyHHUIT JTiMponpoItidhepaTHBHAN CHHIPOM.

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

Cimeiina cepenzeMHOMOpPchbKa JuxoMaHka. CiMeliHa cepelHb03eMHOMOPChKa JIMXOMaHKa
Ma€e ayTOCOMHO-PEIECMBHHUI THUIl yCHaJAKyBaHHA. ['€H, 110 BIAMOBiJAa€ 3a PO3BUTOK XBOPOOH,
3HAaXOJUTbCA Ha KOpPOTKOMY medi xpomocomu 16pl13.3. Inmma ioro nHazea MEFV (ME —
mediterranean ta FV — fever). [lpoaykToM 1bOro reHy € mipuH (MapeHOCTPHH), SKHM
EKCIPECY€eThCs Ha MIENOITHUX KIITHHAX. Bimomo 6mu3pko 50 MyTariiii soro reHy, ajie He BiIOMO,
YU BCl BOHU BHKJIMKAIOTh 3aXBOproBaHHs. HaluacTimumu mytamisimu €: M964V, V726A, M694S,
M680I, E148Q (ix 3HaxonaTh y 6;u3bko 2/3 sxureniB 6aceiiny CepA3eMHOTro Mopsi), 1110 € HOCISIMU
reHeTuyHoi MyTanii. MyTarii€to, 1m0 Haiyacriie 3ycTpiyaeTbest € M694V (MeTiOoHIH 3aMiHEHUH Ha
BaliH y KoJoHI 694), BuHHMkae y 20-67% BuNaAKIB XBOPOOOM Ta aCOLIIOETHCS 13 IMOBHOIO
neHeTpaHTHICTIO. ['omo3zurotn M694V  xapakTepu3yloThCsl TSXKKMM MepediroM XBOpoOu Ta
BUCOKOIO 4YacTOTOK amionoifgozy. Myramis V726A 3ycTpidaetsess 13 yactoror 7-35%,
ACOINIOETHCS 13 3aXBOPIOBAHHSIM CEPEAHBOI TSHKKOCTI Ta HWIKYOK YacTOTOK aminoimosy. st
myTtanii E148Q xapakTepHa HU3bKa MEHETPAHTHICTh Ta MAJIO BUpakeHUH penotur. Sk i mpu iHIIMX
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pELIECUBHUX 3aXBOPIOBAHHSX, JIETIIHI Mepedir XBOpoOU CIIOCTEPIraeTbesi y reTepo3uror, O3HAKU
3arajieHHs] BAPAKEHI MEHIIIC.

Mexanizm narorene3y rocrporo emizogy FMF no kinus He 3’scoBanuil. Mix emizonamu y
MAII€HTIB BiIMIYA€THCS MIABUIICHUH PIBEHb CHPOBATKOBOTO PiBHsI iHTEPPEpPOHY-Y Ta IMOCHIICHA
npoayKuis iHmux nposananbHux nutokinie @HII-aneda, UI-14, Ul-6 Ta 1JI-8 nmpkymoounMu
neiikoruramu. [lippun/MapeHOCTPUH HAJEKUTH 10 CyMepCciMecTBa JOMEHIB CMEPTI Ta CKIIAJaeTChs
13 4 pi3HUX (QYHKIIOHATBFHUX JOMEHIB, IO B3a€MOIIOTH 13 iHIIMMH OiikaMu. OcoOauBOro iHTEpECY
3acIIyTOBY€E JIOMEH MipuHy — N-KIHIIEBHIA TOMEH 3 92 aMiHOKHCIIOT, SIKUA € CHUIBHUM ISl TeIKUX
3aJydeHUX Yy TMpolec 3amajeHHs 1 amonto3y OunkiB. Ilipun gie sk iHriOiTOp 3amayieHHs,
NpUTHIYYIOUN TiepeTBopeHHs npo-1JI-15 B aktuBHy ¢dopmy. ICHye mpumyiieHHs, mo AePeKTHHMA
(abo MyTOBaHMIT) MipHH/MAapEHOCTPHH, KU 3HaX0ATh y mamieHTiB i3 FMF, Bukinkae nedextHuii
aronTo3 Ta CTUMYJIAIII0 yTBopeHHs Ta cekpettii IJI-1, Haciiakom yoro € minBuieHi pisui LI-15 ta
HEKOHTPOJIbOBAaHE 3amajeHHs. Padime OUIbII MONyJAsSpHOO Oyla JyMKa Tpo Te, IO
BIJIMOBIIAJILHAM 32 PO3BHTOK 3axBoproBaHHs OyB iHriOiTop CS5a (iHaKTUBYHOYHH (GEpMEHT),
BIJICYTHICTb SIKOTO BUSIBIISLIIACH Y MIEPUTOHEATbHIN Ta CHHOBIANbHIN pinguHax nanieHTiB i3 FMF. C5a
HAJIEXKUTh J0 OUIKIB CHUCTEMHM KOMIUJIEMEHTY, Ma€ MOTYXHI XEMOTAKTHYHI BIIACTUBOCTI Ta €
aHadinorokcuHoM. 3a3Buyaii, CS5a-inribitop HelTpamizye Mani KimbkocTi CSa, M0 BUIUISIOTHCS Y
CepO3Hi MOPOKHUHU TIepe]l THM, K BOHH 3ally4arOThCs y IMpolec 3amajieHHs. ['imore3a monsrae y
ToMy, o y mnamieHTiB i3 FMF Hacminkom aucdynkuii mipuny/mapeHoctpuny € nedinutr CSa-
iHTi0iTOpa, BHACTIIOK Yoro C5a HAaKONMUYYEThCS Ta MPHU3BOAMUTH IO TOCTPOi araku XBopoOw. Taka
TEOpis € MEHI MPUBAOJIMBOIO, X04a 1 MOSCHIOE MEPIOAUYHICTh Tapsuku. [lomanmbiine qoCimKeHHS
¢yHKIii TipUHY/MapeHOCTPUHY JOMOMOXe mposicHuTH naroreHe3 FMF, mo Ha manuii yac
3aJIUIIAETHCS HE JI0 KIHIT 3PO3YMUTHM.

HaifuacTimmii reHeTHYHO [eTepMiHOBAHUI CHHAPOM MEPIOAWYHOI TapsyKd, UISl SKOTO
HaANOIBII XapaKTEePHUMU € MMOBTOPHI MPUCTYIU JIUXOMAHKU Yy KOMOIHaIIi 13 CepO3UTOM, Y MOHA
90% BUMAIKiB — CTEPHUIIHUM MEPUTOHITOM. Y 63-68% BuNaAKiB 3aXBOPIOBaHHS MaHi(ecTye y Billi
10 5 pokiB, Ta y 90% Bunazakis — 10 20 pokiB. Takoxk onucaHi BUMAKH MEPUINX MPOSIBIB XBOPOOH
y Bii 6 micsaniB. PiznyHe HaBaHTaKEHHS, EMOIIIHUNA cTpec, 1HEKIis, MEeHCTpYyallis, XipypridHi
MaHINyasAii MOXYTh MPOBOKYBAaTH BHHHMKHEHHS TOCTPUX €Mi30[iB. Y THUIIOBUX BHUIMAJKax
TPUBAIICTh €Mi30Ay ckianae 1-4 mHi, emi30]l CYNPOBODKYETHCS TapsiluKOI0 Ta OJHUM YW OLIblIIe
CHUMIITOMAaMHU CEPO3UTY: CTEPUIIBHOTO IIEPUTOHITY, 1110 CYIPOBOUKYEThCs OoeM y xKHUBOTI —y 90%
BUITAJIKIB, apTPUTY uu apTpairii — 85% BunaakiB Ta miaeBputy y 20% (Outb y rpyasx). I3 cyrino6is
HalfuacTile ypaxyloTbcs KpYyINHI — KOJIHHUM, TOMIJIKOBOCTYIHEBHM Ta MPOMEHEBO3aN'sICTHUI 1O
TUITy MOHOAPTPHUTY. Y pakeHHS MEePUKApAy UM 0OOJOHOK S€YOK 3yCTpidaroThes pimame. B okpemux
BUIAJ/IKAX 3YCTPIYa€ThCsl OEMIMXOMoAI0Ha BUCHUIIKA, MIajTis, CIUICHOMETallis, YpaXeHHs HEepPBOBOT
cucremu, myprypa lllenneitna-I'eHoxa Ta rinoTUpoiInu3Mm.

[Mpubmuzno B 1/3-1/4  HemikoBanux jgited Ta 3/4 popocmux i3 ciMeifHOHO
CEpEeIHPO3EMHOMOPCHKOIO TapsAyKOI0 pPO3BHUBAETHCA HHUpPKOBa (Gopma aminoino3dy AA. Ilepmumu
posiBAMM € MPOTEiHypis, 10 y 3a Mepiof BiJ KUIBKOX MICSILIB J0 KUIBKOX POKIB IPOTpecye 10
HEe(PPOTUYHOTO CHUHAPOMY Ta HHUPKOBOI HEAOCTAaTHOCTI. YacTto uisi JIKyBaHHS HHPKOBOI
HE/I0CTaTHOCTI HEOOX1JJHA TPaHCIUIAHTALllsl HUPOK. AMIJIOi103 YacTillle 3yCTPIYa€eThCs cepell €BpeiB
Ta TYpKIB, pilIe cepell BIpMEHIB. Y BIpMEHIB, L0 MPOXUBAIOTh Ha CBOIM OaTHKIBIIMHI YacTOTa
am1J101103y € BUILOIO, HIXK Y BEPMEHIB, 1110 )KUBYTh, HATIPUKIIAL, y MiBHIYHIN Amepuui. e cBinuuTh
po Te, 10 (PaKTOpH AOBKULIS MOXKYTh MaTH BIUIMB Ha nepedir 3axBoproBanHs. Cmepth ipu FMF B
OCHOBHOMY HAaCTymae BiA iHQeKIii, TpomOoemOoiii, ypemii, 110 € YCKIaJHEHHSIMH HHUPKOBOI
HEJIOCTaTHOCTI Ta aMiJI01/103Yy.

CunapoM mnepiogu4Hoi JMXOMAaHKHU 3 rinepimyHormnoOyainemiero D. Cunnpom HIDS e
CHAIKOBUM CHHAPOMOM TIEPIOJUYHOI TapsSYKH 3 ayTOCOMHO-PEIIECHBHUM IUIIXOM IIepeavi.
3axBOpIOBaHHS BUHUKAE BHACHIIOK MyTallii y reHi MeBajoHaT-KiHa3u (mevalonat kinase — MVK),
10 JIOKAJII3YETHCS HA JOBroMy Tuiedi xpomocomu 12 (12q24). MeBanonaT-kiHa3a € GepMeHTOM, 110
IPUCKOPIOE MeTalboJi3M MEBAJOHOBOI KHMCIOTH. BOHa € MPOMDKHHUM NpPOAYKTOM IpH CHHTE31
X0JIECTEpOJTy Ta 13ompeHoiny. [IpumnyckaoTh, 1110 HEOCTATHICTH KIHIIEBUX MPOJIYKTIB 130TPEHOITY
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crnpusie migBUIIeHHIO cepkpeuii I/I-1f, a ne y cBow uepry Bexe A0 3amalieHHs Ta rapsukd. Ha
chOTOIHI BijoMo Onu3bko 40 pizHOMaHITHUX MyTalid reny MVK. Myraiero, mo 3ycTpidaeTbest
Haituactime € V3771. ledpexru reny MVK BenyTh 10 3HMKEHHS aKTUBHOCTI MEBaJIOHAT-KIHA3U Y
nimponurax. HacmigkoM € 3pocTaHHS piBHS MEBAJIOHOBOI KHCJIOTH Yy IUIa3Mi KpOBI, sSIKa MOTIM
EKCKPETYEThCS 13 ceyero. Y OUIBIIOCTI MALIEHTIB MEpPIli MPOSBA XBOPOOH BiAMIYAIOTHCS MPOTATOM
HEPUIOr0 POKY KUTTS.

VY KJiHIYHIA KapTHUHI CHOCTEPIraloThCs PEHUIUBYIOUYl KOPOTKi €Mi30/1U TapsiuKd TPUBAIICTIO
3-7 nHIB, MO CYNPOBOKYIOTHCS OOJIEM Y KHBOTI Ta JOCHTh YacTO Jiapee€ro, HYAOTOK Ta
OmoBaHHAM. [HIIMMH TIposiBaMHM XBOpPOOHM MOXKYTh OyTH mmiiHa jiManeHonaris, BUCHIIAaHHS Ha
IIKipi, CHMETPUYHI OJIIT0-, OJIAPTPAIITiS UM apTPUT Ta CIUICHOMETaNis. Y JCSIKUX Malli€HTIB aTaKu
MOXYTh TPUBATH MPOTATOM TH)KHIB. B OCHOBHOMY, Hamajyu BUHUKAIOTh KOXKHI 4-6 TiokHiB. [l gac
eMi30/ly TapsAYKH CIIOCTEPIraeThCs JICMKOIMTO3 13 3CyBOM (OPMYJIM BIIIBO, ITABHUINCHI PiBHI
rocTpoda3zoBUX IMOKA3HUKIB Ta MpO3anajibHUX LUTOKiHIB. [IpoBoKyroumMH (hakTopamMu MOXKYTb
OyTu cTpec, omeparlisi, TpaBMma, BakluHaiisg. bulk y >XMBOTi, aiapes, OJIOBaHHS, apTparis
3yctpiyarotbess y 70-80% BumaakiB. YacTuHa MamieHTIB 3a3HaBajia IMOBTOPHHUX JIAAPOTOMINA Y
3B”SI3KY 13 BHUPAKEHICTIO OOJBOBOTO CHHAPOMY, NpPH IHOMY BIIMIYAIKWCh JIMIIE O3HAKH
Me3eHTepianbHoro niMpanenity. luitna niMmdaneHonarisa 3ycTpidyaeTbcss MaiyKe y BCIX IMAalli€HTIB,
cruleHoMeraiisi — y monoBuHU. Yacrora aprpury/aprpanrii y 70% HamamgiB. YpaxylTbcs B
OCHOBHOMY KpymHi cyriao6u. Cepen ycix BiJOMHX BHMAJIKIB TinepiMyHorinooyminemii D, aminoino3
TUny AA onmcaHuii auie y 27-pidHOro 4oJI0BiKa.

TRAPS € cuHapoMoM TepiOgUYHOI Trapsiukd 13  ayTOCOMHO-JAOMIHAHTHUM  THUIIOM
ycnaaKkyBaHHs. Moro BUKIHKae MyTallis y TeHi PO3UMHHOTO pelentopa GaKTopy HeKpo3y MyXJIHH
(®HIT) cynepcimeiictBa 1A (TNFRSF1A — tumor necrosis factor receptor superfamily 1A). Panime
neil cuHapoM OyB BiOMHH TiJ 1HIIMMHU Ha3BaMHU: CiMelHa ipiaHACbKa Tapsdka, ciMelHa
nepiofMyHa rapsyka Ta ayTOCOMHO-JOMIHaHTHa peuuaMByroda rapsuka. ILle pizakicHe
3aXBOPIOBaHHS OyJI0 OMHUCAHO Cepell IpIaHJIChKUX Ta MIOTIAHJICHKHX CIMEH, X04Ya, BIJOMI TaKOX
BUIIAJIKW 3aXBOPIOBaHHS cepel, Hanpukial, appo-amepukaniiB. ['en TNFRSFIA po3mimienuii Ha
KopoTkoMy Tutedi 12-i xpomocomu (12p13) ta xoxye posumnHmii peuentop 1A ®HII. Cporoani
Biomi O6mu3bko 40 MyTaliid bOro re’y. Y JaHaMmy BUIIQJKy Ma€ MicIle MOpYIIeHe TaJbMyBaHHS
3amajgeHHs, OCKUIbKM MNpu Jediuuti/aedexti po3zunHHOro peuentopa no DHII ocranHiii He
OJIOKYETbCS, a 3aMajleHHs CTa€ HEKOHTPOJIbOBAHUM.

Jlo mepeniky CUMOTOMIB y MamieHTIB 13 cuHapomMoM TRAPS 3a3Buuail BXOASITH KOPOTKI,
HOBTOPHI emni3oau (eOpHIIiTeTy, 0 TPUBAIOTh HNPOTIAroM 4-6 THIB Ta MOETHYIOTHCS 13 CUIBHUM
0onemM y JKUBOTI, HyAOI 1 OmtoBaHHSM. [loCHTh 4acTo 3yCTpIYalOThCSA OJNITOApTPUTH, MIANTIL,
BUCHUIIAHHS Ha IIKIpi, KOH IOHKTHUBIT Ta OJHOCTOPOHHIN mnepuopbitanbHuil HaOpsk. Emizoan
xBopoou npu TRAPS moxyTte TpuBatu 10 3-X TWxkHIB 1 Outbmie. [IpoBokyrounmu (axkropamu
MOXYTh OyTH  (i3M4YHE HaBaHTAXXEHHS, EMOLINHMIA cTpec. AMinoino3 po3BuBaeTbead y 25%
MaIi€HTIB 13 UM cuHApoMoM. lle yckimagHeHHs 3aleXuTh BiJl THIY TEHETHYHOI MyTaiii Ta
TPUBAJIOCTI €Mi30/iB rapsiuku. SIK MpaBWIIO, MiJ Yac aTaKk XBOPOOW BIAMIYA€THCS TMiABUIICHHS
MOKA3HUKIB, XapaKTepHUX JUIs 3alajeHHs], ajle HalOUIbl crienuIYHUMHU 3MIHAMU € 3HUKEH1 PiBHI
poszuunHOro perienropa ®HIT 1A ta niasumeni pisai @HIT.

NLRPs-acouiiioBani 3axBoproBaHHsi. YCi Il TpH HO30JIOT14HI OJUHUIII MaIOTh ayTOCOMHO-
JIOMIHAHTHUH THI YCHaJKyBaHHS, BUKIMKAIOTbCS MYTAll€l0 y T€HI ayTO3anaibHOTO 1HIYKOBaHOI'O
xonogom cuuapomy (CIAS1 — cold-induced auto-inflammatory syndrome, inmma i#oro Ha3Ba
NLRP). Jlokamizyerscsi 1eii TeH Ha JoBromy miedi 1-i xpomocomu (1q44). Bin xoaye Oimok
KpIOMIpYH, 10 Ma€ €Kl TOMJIOTTYHI MipuHy AUISIHKU. CBOIO Ha3BY KPiOMipUH OTPUMAaB BHACIHIIOK
TOTO, 1110 ACOLIIOETHCS 13 PO3BUTKOM XO0JIO0BOI KponuB’ssHKU. Onucano 61au3bko 50-u myTamiid y
redi CIAS1, mo MaroTe pi3HUM BIUIMB Ha ekcrpecito Kpiomipuny. [lomiOHo n0 cimeitHOl
CepeIHbO3EMHOMOPCHKOI Tapsiuky, MyTallii KpiOmipuHy BeIyTh 10 miaBuieHol mpoxykuii 1JI-1-B
(ciiipHUE A7 000X 3aXBOPIOBaHb MEXaHI3M), 110 y KIHIIEBOMY pPE3yJbTaTl BUKIMKAE PO3BUTOK
3aXBOPIOBAaHHS. Y Cl1 TPH CHHAPOMH, 10 BXOJSATh JI0 TPYIHU TaK 3BAHUX «XOJIOJI0OBUX TapsTuOK».

NLRPs-acouiitoBani 3aXBoprOBaHHA (Kpionipun - acoyitiogari nepioouyni cunopomu, CAPS
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— cryopyrin-associated periodic syndromes). /lana rpyna 3axBOpOBaHb BKJIIIOYa€e B ceOc psif
CHUCTEMHHUX 3allajJbHUX 3aXBOPIOBaHb: CIMEHHHMI X0JIOAOBHH ayro3amanbHuii cuHiapom (Familial
Cold Autoinflammatory Syndrome - FCAS), cunapom Makin-Yenca (Muckle-Wells Syndrome) i
XPOHIYHUNA MAaJTIOKOBUI HEBPOJIOTIYHUH, MIKIpHHUH, Cyriao0oBuii cuHapoMm (chronic infantile
neurological cutaneous and articular syndrome - CINCA). Lli nmopymieHHsT XapaKTepH3yrOTbCsl Ta
PI3HOMAHITHUM CIIEKTPOM TSKKOCTI KJIIHIYHUX MPOSBIB, IO 3aJIeXUTh Bl myTanii y reHi NLRP3.
BinnocHo nerkwii mepedir mae FCAS, naiiBaxuunii y CIINCA, a cunapom Maki-Yenca 3aiimae
IPOMDKHE IOJIOKEHHsI. YCl € OKpEMHMHU HO30JIOTIYHUMH OJUHMISIMU, IPOTE, MAIOTh MEPEXPECcHi
CHUMIITOMH.

Cimeiinmii xonomoBuii ayrozanansuuii curgpom (FCAS - Familial Cold Autoinflammatory
Syndrome). 3axBOpIOBaHHS XapaKTEPU3YETHCS MPUCTYNAMH TapsUKH, SIKI 1HIYKYIOTBCS XOJOZIOM,
IO CYIPOBOKYIOTBCS HE3y’KaHHAM, O3HOOOM, HYJIOTOI0, apTPAri€lo, MIAIri€r, MHOSIBOIO
NICEBIOYPTUKAPHOI ~ BUCHIIKH, MOXE [MO€JHYBaTHCh 13 TpOsiIBAMH  KOH IOHKTUBITY 1
MEePUAPTHKYJIAPHUM 3ananeHHsM. KIliHiuHI MpOsSBY BHHUKAIOTH MPHOIU3HO BiJl OAHIET 0 KIJTBKOX
TOJIMH TICISI €KCIO3MIT Ha XOJIOA1, HAPUKIIAA, IPOTSAT, XOJIOJAHUN BIiTE€P, OXOJOKECHE MOBITPS 3
KOH/IML[IOHEPIB, XOJOJHE MOBITPS 3 XOJOAMJIbHMKA, Pi3Ka 3MIHA TEMIEpaTypH HaBKOJIHUIIHbOIO
cepeoBHINa TOIO. X0JIOA0BA KPONUB’ siHKA Biapi3HsAeThes Bil FCAS Tum, 1o anepriyii ypTHuKapHi
€JIEMEHTHU 3’SIBIISIFOTHCS MICHS MPSIMOrO KOHTAKTY 3 XOJOJHUMH pEUuOBMHAMHU (KyOHUKH JbOJY,
KyHaHHs y XOJOAHINA Boxi Tomo). TpuBamicte atak npu FCAS — mocuth KOpoTKa — Bif KUIBKOL
TOJMH 10 onHiel 1o0u. He auBnsiarch Ha Te, 0 PiAKICHI BUITAIKH aMiJIoifo3y HUPOK Oyiu onucaHi
y nesikux nauieHTiB i3 FCAS, riyxoTta Ta amijioiio3 He € XapaKTepHUMHU /Il IIbOT'O 3aXBOPIOBAHHS,
Ha BiIMiHy BiJ cunapomy Maxki-Bemica Ta CINCA.

Cunapom Makn-Bemsica. JlaHuii cuHAPOM XapaKTepU3yeTbCs €Mi30JaMH  MepiogudHOL
rapsiuKy, YPTUKApHOIO BUCHIIKOIO, PO3BUTKOM TIIIYXOTH Ta amisioino3y Hupok. IloBTopHi emizoan
JUXOMAaHKMA Ta BUCUIKU MOEIHYIOTHCS 13 CHMIITOMAMH Ypa)KeHHs oued Ta cyrio6iB. IlepeOir
3aXBOPIOBAHHS Yy PI3HUX MAIli€HTIB BiAPI3HAETHCS — BiJ MEPIOJUYHUX aTaK 10 MEPMaHEHTHUX
cumnToMiB. Ak 1 mpu FCAS, y mamieHTtiB 13 cunapomom Maki-Bemnca moxe matu micie
KOH IOHKTUBIT. HeBpoIoriyHi ypaxeHHs, K MpaBmiio, He XapakTepHi. [Ipore, B OkpeMUX BHIIaAKax
crocTepiraeTecsi OiLIb TOJOBM Ta YypakeHHS JAHMCKa 30pOBOro HepBa. Haiibinemn ckiagHuM
YCKJIAQIHEHHSIM € aMiJioifo3, 10 BUHMKAE y Omu3bko 30% Talli€eHTIB y JOpPOCIOMY BIIIl.
CeHncoHeBpanbHa BTparta ciyxy BUHUKae y 70% ycix BHIAJKiB 3aXBOPIOBaHH.

XPOHIYHUN MaTOKOBHI HEBPOJIOTIYHHUM, IIKIpHWA, cyrinoboBuil curapom (chronic infantile
neurological cutaneous and articular syndrome — CINCA). 3axBOprOBaHHs TaKOX BiJOMeE ITi[
Ha3Boto NOMID - neonatal onset of multisystem inflammatory disease (MynbTUCHCTEMHE 3anIaJIbHE
3aXBOPIOBAHHS 13 IOYaTKOM y HEOHATaJIbHOMY Billi). {75 HbOro XapakTepHUi HallBaxxuuil nepeodir
3noMik ycix kpionmipunonatiil. Ilepmni cumnromMu CINCA 3’4BASIOTBCSA YK€ NMPOTSITOM HEPLINX
TH)KHIB KUTTA JUTHHU. [apsuka Moke OyTH IHTEpMiTyrouor, abo ¥ 30BCIM BiJICYTHBOIO.
Bucunanns Ha mKipi BIAPIZHSAIOTHCS Bij MAallieHTa J0 TAIll€HTa, [0 3aJIEKUTh BlJI aKTUBHOCTI
3aXBOPIOBAaHHS. YpakeHHs CYrfIo0iB Ta KICTOK TaKOX BIAPI3HAIOTbCA cepell NalieHTiB. Y 2/3 3 Hux
— 116 TPAH3UTOPHI apTpairisa Ta HAOPSK BEIUKHUX CYrio0iB. B iHINOI TPETHHU MAIIEHTIB — MarOTh
Miclle 1HBaIIU3y4l YpaXKeHHS CyrioOiB. 3a HalWBaXYMX NPOSIBIB CIOCTEPIra€Tbs EKCIIECHBHE
po3pocTtaHHsl emimMeTadi3apHUX XPAIIIB OCOOOJIMBO JOBIMX KICTOK, Cyriioou naedopMyroThes,
PO3BHMBAIOTHCS KOHTPAKTYpH Ta AereHepaTuBHa apTpomnartis. YpaxeHnHs [IHC po3BuBaeTbes Maiixe
y yCIX MaIli€HTIB BHACIIIOK XPOHIYHOTO aCENTUYHOI'O MEHIHTITY Ta JeHKOIUTapHOi 1H(IIbTparii.
Ha 111 nmigBUIIEHOr0 BHYTPIIIHBOYEPETTHOTO TUCKY MarOTh MICIle TOJIOBHUI Ol1b, CyIOMH, HAOPSK
JIMCKY 30pOBOTO HEPBa, 3aTPUMKa PO3yMOBOTO PO3BUTKY, CIACTUYHI Mapajidi mapaiidi HUXKHIX
KIHIIBOK. YpaxxeHHs oued mposBiseTbesa y 50% mnaiieHTiB yBeiToM, 3aaHii yBeiT ckianae 20%.
ATtpodist mucky 3opoBoro HepBa Moxe npu3BoAuTH 10 ciinotu. [Ipu CINCA/NOMID moxnuBuii
PO3BHUTOK CEHCOHEBPAJILHOI ITyXOTH.

Ex3emMaTo3Hi XBOpOOM WIKipU € BaXXJIMBOIO O3HAKOIO MEPBUHHUX IMyHOAe(hiuuTiB. JJo HUX
HaJIeXaTh MEePEeayCIM €K3EMU 3 PaHHIM MOYaTKOM, SIK1 YaCTO BaXKKO MiIAIOTHCS JIIKYBAHHIO, X 10
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eputpozaepmii 3 anoneuniero abo 6e3 Hei (Hamp. y pasi cunapomy OwmenHa, cunapomy IPEX,
cuaapomy Bickorra-Onnpuya, I'IEC, TKIJI) (89). Ilpoenene cepen 130 mitei i3 mMepBUHHUMH
iMyHOJEDIIUTAMU PETPOCHEKTHUBHE TOCIIKEHHS BHSBHIIO MaToJorii mKipu y 69 %, BogHOYaC y
outbmocti naitedt (79 %) BoHM mepeayBaid BCTAHOBICHHIO JI1arHO3y MEPBHUHHOTO IMyHOACQIIUTY.
Cepen mikipaux manidectamniii criocrepiranucs iHdpekiii (46 %), exkzematosuuii gepmatut (22 %)
ta inr narosorii (32 %), Ak-0T BiTWIIIr0, BacKy/IiT i Teneanriekrasis (90).:

Komenmap pooouoi epynu: Ypaoscenus wkipu npu I1l/] 3a yacmomorw nocmynaemscs auuie
VPAJHCEHHIO 2eMamonoemudHux Kuimun ma cnocmepieaiomscs y 50-70% oimeu i3 1111, a y 30%
nepedytomo inwium nposaeam I/, moocyme oOymu ingexyivinumu (46 %) i Heingexyivinumu
(exzemamosnutl depmamum - 22 %, eimunico, sackynim i meneanciexmasis - 32 %) [Athar Moin,
Abolhassan Farhoudi, Mostafa Moin et al./ Cutaneous Manifestations of Primary
Immunodeficiency Diseases in Children // Iran J Allergy Asthma Immunol, 2006; 5(3):121-126,
Abdelhakim S, Cafone J, Basak RB. Cutaneous manifestations of primary immunodeficiency. Indian
J Paediatr Dermatol 2017;18:155-9].

Jlimponpoaidepania € TepMiHOM, SKUH OMNKHCYE MATONOTIYHE 3OUIBIICHHS CENEe31HKH,
NeYiHKA Ta JTiMQOBY3IiB a00 YTBOPEHHS TPETHHHOI JTiM(paTHYHOI TKAHHHH, 30KpeMa B JIETCHSX Ta
IIJTYHKOBO-KUIIKOBOMY TpakTi. Bona € mposinnum cumnromom AJIIIC, cunnpomy /lyHkaHa, a
TakoX akTuBoBaHOTO cuHApoMy PI3K nenbra, aktuByrounx mytaniii STAT3 a6o nedinuty CTLA4
(92) (92) (93) (94) (95) (96). V pasi CI'J/IT' kpurepieM AiarHOCTHKHU € remarociyieHomerainis (88).
[Ipu cungpomax, moB's3anux i3 HemocraTHicTio aHtuTin (3BIM, nesxi I'IMC), naifvacrime
3ycTpiuaeTbcs CruieHoMmeraiisi. OKpiM IbOTO, YacTO BUSBISETbCS HOIYISpHO-TiMGOinHA
rinepruiasig kumevnuka (32). Yenens (Chapel) Ta in. (2008) y cBoiii rpymni i3 334 xBopux Ha 3BI/]
3 7 €BpONMEHCHKHX IIEHTPIB BHUSBWIM O3HaKu Jimdonpomidepanii y 54 % xsopux (97).
Jlimbonpomidepartis Moxxke OyTH BaXIMBOIO MaHi(eCTaIll€l0 TaKOXK 32 HAasSBHOCTI KOMOIHOBaHUX
iMmyHozedinuTiB (12), e 10 MosBY 3HaYYII01 CXMIIBHOCTI 10 1HPEKIIHHUX 3aXBOPIOBaHb.

XpoHiuHe 3anajieHHs] KMIIEYHUKA BCE YaCTillle PO3TIIAAETHCSA SIK TIEPBUHHA MaHidecTartis
BpO/UKeHUX IMyHOAediuTiB. Oco0aMBO paHHIN MoyaToOK Ta/ab0 CTIMKUI A0 JIKyBaHHS mepeoir
XPOHIYHOI J1apei Moxe OyTH Ba)JIMBOIO BKa31BKOI Ha HasBHICTh iIMyHoAe(iuuTy. PanHIi moyaTtok
KOJIITY € TUnoBuM ais cuaiapomy IPEX, ane mMoxe OyTH BUpIIIaJbHUM MPOBITHUM CHUMIOTOMOM 1
XI'X, nedinury moaynstopa HykieapHoro gpakropa (NEMO); nedinuty X-3ueneHoro iHridiTopy
aronito3y (XIAP), nedekri y peuenropi IL-10/IL-10 abo kombiHOBaHKX iMyHOMedinuTiB (82) (92)
(98) (99). XponiuHe 3amayeHHs KAIICYHUKA TAKOK YaCTO 3YCTPIYA€THCS MPH HAABHOCTI CHHIPOMIB,
NOB'A3aHUX 13 HEJOCTATHICTIO aHTUTLL. Y mpoBefeHoMy cepen 248 xBopux Ha 3BIJ] mocnimkenHi
npu6im3HO 21 % XBOPHX Majli CHMITOMH Pi3HHX 3aXBOPIOBAHb MIUTYHKOBO-KHIIIKOBOTO TPAKTY, K-
OT HOJYJISIpHO-TIM(]OiHA rinepIuiasis, BUPa3KOBUN KOJIIT, CHHAPOM 3HHKEHOTO YCMOKTYBaHHs a0o
IHEKIIHHIX XBOPOO, BUKIIMKAHUX JIIMOTisIMU, Kammiobakrepamu, LIMB abo canemonenamu (32).
JlopeuHo NpHUIycKaTH HasiBHICTh IMYHOAE(IIUTY Y HEMOBIIAT 13 TSKKOIO €K3eMOI0 a00 XPOHIUHUM
KOJIITOM,  PEIUAMBHOI0  TapsyKolo, XPOHIYHOW  J00posikicHow  Jimdormpodidepaiiero,
IpaHyJIeMaTO3HUMH  -ypPKCHHSIMH, AayTOIMyHHUMH LUTOINEHiAMH  (mepeayciMm y  pasi
3aJlydyeHHA0araTb0X KIITUHHUXJIHINA), TOJI€HIOKPUHOMNATIAMU, KICTKOBOTO MO3KY HESICHOI
eTionorii — 0coOIMBO, aje HEe BUKJIIOYHO TOMi, KOMU Ili TMPOBITHI CUMITOMHU CYMPOBOKYIOTHCS
CXHWJIBHICTIO 70 1H(EKIIMHUX 3aXBOPIOBAHb.

Jlnis TuIoBUX MaHidecTaliil mopymeHb IMyHHOT peryJisiiii Ipy NepBUHHUX IMyHOAe]inuTax
y mepuriii Bepcii HactaHoBH Oyio BBeneHO akpoHiM «GARFIELD» (Big HiMEIbKUX CIiB, IO
Oo3HaualoTh «rpanynboma» (Granulome), «ayroimyHiTeT» (Autoimmunitit), «perUIuBHAY»
(rezidivierendes) «rapsiuka» (Fieber), HerumnoBa «ex3ema» (Ekzeme), «wrimdomnpomidepartis»
(Lymphoproliferation), xpoHiuHe «3amaneHHs kumieyHuka» chronische (Darmentziindung)).
EnigemMionoridai qOCHiKEHHSI Ta ONMHMCH BHUIIAJKIB, 3p0O0JICHI 32 OCTaHHI POKH, CIHPAIOTHCS Ha
BuOpaHi B 1-My BuaaHHi kputepii. TakuM YMHOM MOXKHA MPUITYCTUTH, IO 32 3MICTOM TEPMIH
GARFIELD oxoruttoe Bci BaxuinBi MaHiecTanii Iu3cperyssiiii IMyHHOI CUCTEMH NP MEPBUHHUX
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imynonedinurax (12) (63) (77) (100). 3pocratoue po3yMiHHS TOTO, IO AM3PETYIISLlis IMYHHOT
CHCTEMH € BaplaHTOM MaHidecTalii MEepBUHHOTO IMyHOIE]IIUTY, JAEMOHCTPYETHCS TaKOX Yy

BUIJISIII POCTY YKCIIa MyOJiKalliid Ha 1[I0 TeMy, 30KpeMa 3 MEpCHEeKTUBY IHIIMX crenianizamii (65)
(70) (895).

KJIIOUOBA PEKOMEHJAIIA 2:

y pa3i AM3peryIsiii IMyHHOI CUCTEMH, 10 XapaKTepPU3YEThCs rpaHyiboMaMu — G, ayTOIMYHITETOM
— A, permnuByrodoo — R rapsukoro — F, HetumnoBoro ek3zemoro — E, mimdomnpomidepamiro — L,
XpOHIYHUM 3amaincHHsM kumednuka — D (GARFIELD), mopedno 3amigo3puTd HasBHICTH
NEPBUHHOTO IMyHOJE(IIHTY.

Koncencyc

Komenmap pobouoi cpynu: 0ns 3pyunocmi adanmayii 00 YKpaiHcbkoi abpesiamypu
nponouyemo  nouamms  GARFIELD, wo 00’eOnye aymoimyHimem, yumoneHiunui ma
Jnimghonponighepamunuil CUHOPOMU, CUHOPOMU NEPIOOUYHUX 2aPSYOK, PeyuousHi HAOPAKU Npu
CHNAO0K0B8OMY AH2IOHEBPOMUYHOMY HAOPAKY | nosnayamu aopesiamyporo I'APDIEJI/]: I panyrvomu,
Aymoimynimem, Peyuousnuii @ebpunimem, Inaxwa / nessuuna Exzema, Jlimgonponighepayis,
Hiapes / xpouiune Kuwikoge 3anaieHHs

Ta6aunsa 3: J{uzperyndiis iMyHHOT CHCTEMU Ta 3JI0SKICHI 3aXBOPIOBAHHS 32 HAsIBHOCTI
NEPBUHHOTO iIMyHOIEDIITUTY

Tumnoa KiaiHiuHa [epBunuuii imynoaepinut (mpukiIamam) IpoBigHi cuMnTOMHU, OKPIM CXHJIBHOCTI 10
maHidecTauis iHdeKkiliHNX 3aXBOPIOBaHb (BapiaHTH)
Buxmouno AyTtoimyHHI JTiMdonporidhepaTuBHI CHHIPOMHI AytoimyHiTeT, XpoHiuHa nimMpomnpomideparis (91),
qu3peryisinis imyHHol | (AJITIIC) nimpomu (101)
CUCTEMH CuHHIpPOM IIepioJUIHOI TapsIIKu lapsiuka, ceposut (102)

Cimeitanit remogarouutapauii nimdoricrionuros |[apsuka, miMdomnpomidepariss, UTOMEHi1, HEBPOJIOTIYHI

(CIJID) nopymreHsst (103)

Hedinut Cl-inribiTopa (ecrepasn) CriankoBHid aHT10HEBpOTHYHUH HaOpsK (104)
IlepeBaxkHo Jedextn kommaementy (Clg/t/s, C2, C4) Jlronmyc-nos1ibHa kapTuHa 3axBoproBanHs (105)
JM3PEryJIsLisl iMyHHOT | AyTOIMyHHA MOJi€HIOKPUHOTIATIS, MOJIOYHHUIS, | AyTOIMYHHI MOJiEHIOKPUHONATI], IIKiPHO-CIM30BHIt
CHCTEMH + MATOJIOTIUHA | eKTOJepMAlIbHA JUCTPOdis (ayTOIMYHHHIA kauaua03 (59)
CXWJIBHICTB JI0 nonieniokpuaHui cuaapom 1 Tunny APECED)
iHQeKIiHHIX Jwmsperynsmis iMyHHOT CHCTEMH, XpoHiuHe 3anajieHHs KUIIeYHNKa, eK3eMa, i IBUIICHHS
3aXBOPIOBAaHb MOJTIICHIOKPHHOTIATISI, eHTepomaTist, X-3uerienuii | piBas IgE, ayroiMmyHHI eHnoKkprHOMATIi (59)

(IPEX) curapom

Myrauii i3 mocunenssM Gyskuii STATI linotupeos, aneBpu3mu (106)

Myrauii i3 mocunenssM Gynkuii STAT3 AyTOIMYHHI IOJTi€eHJOKPUHOMATIT 3 paHHIM MOYaTKOM

(nanpu. niaGet 1-ro TUIy, ayTOiIMyHHA €HTEpOIIATis,
rimotupeos) (96)

ITaTonoriyna 3axBOpIOBaHHS, OB s13aHi 3 AeDilIUTOM aHTUTIN, |AyTOIMYHHI OUTONEHIT, TiMponpomideparis,
CXUIIBHICTB 10 Hanp. 3BI/], rinep-lgM-curapom rpanyabomu (78).
iHGEKIITHIX Cunapom Omena HeonaranbHa eputpoaepmis, aimdonposidepaiis (59)
3aXBOPIOBaHb + ATunoBHH TSOKKUI KOMOiHOBaHuit imyHonedinut | Ek3ema, rpanyipoMu, ayToiMyHHa IIUTONEHIS, XpOHIYHE
nusperynsuis imynsoi | (leaky SCID) 3ananeHHs kuieynnka (107)
CUCTEMHU Cunppom Bickorra-Onpprya (WAS) Ex3ema nerexii (108)
XponiuHa rpanynemaro3na xsopoba (XI'X) Xponiune 3ananerss kumednunka (109)
Iinep-IgE-cunnpom (I'EC) i3 nediuntom Ex3ema, ninsumennss pisus IgE (110). Backynspni
STAT3, nedimur DOCKS mainbpopmaii npu I'IEC i3 nedinntom STAT3 (111).
Arorist Ta aneprist npu geditmti DOCKS8 (112)
AHTIAPOTHYHA EKTOCpMAaIbHA AUCILIA3Is 3 Xponiune 3ananeHus kuimeyrnka (113)

imynonediurom (EDA-ID)

XLP 1-ro tuny (medimur SAP), XLP 2-ro tumy | XLP 1-ro tumy: I'JIT, Backymir, nimMbonposidepartis;

(medimur XIAP) XLP 2-ro tuny: ['JI[', XxpoHiuHe 3amajeHHs KHIICYHUKA
(92)
Hediunt CTLA4, aktuoBanmii cunapom PI3K  |Jlimdonpomnidepartis, ayroiMmyHiTeT, rpaHyIb0MH,
nenbTa (APDS) XpoHiyHe 3ananeHHs kumevynuka (93) (94) (95)
PLAID (PLCG2-38's3annit gediuut anturin Ta | X071010Ba KPOIMBHHUIIS, AyTOIMYHITET, TPAHYIbOMU
IMyHHA JU3PEryIIsilis) (114)
ITaTonoriuna Hedexrn pemapanii JIHK (mamp., atakcis- Jleiikemii, mimpomu (115) (116)

CXWJIBHICTB JI0 TeJICaHTieKTa3isl, CHHAPOM XPOMOCOMHHX
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iH(eKIIHaIX nonomok Hitimerena (NBS) i cunnpom biryma)
3aXBOPIOBaHb + XLP 1-ro tuny (nedimur SAP) Jlimpomu (117)
3IOSIKiCHE 3axBOprOBaHH:, NOB'sA3aH1 3 nediuutom antutin  |Jlimpomu (117)
3aXBOPIOBAHH (manpuknaz, 3BIJ1)
Cunppom Bickorra-Onapuya (WAS) Jlimpomu (117)
Hegpinnt GATA2 MJC, I'MJI (118)

5. Inwi npoBigHI CHMIITOMHU NEPBUHHHUX iMYHOeiLNTIB

3/I05KICHI 3aXBOPIOBAaHHS, 30KpeMa JIMGOMH, MOXYTh OyTH TIEPIIO KIIHIYHOIO
Manidecraniero imyHonaedinuris. Jlimpomu 3a HassBHOCTI iMyHOAedinuTy YacTto € miMmpomamu B-
KJIITUHHUMH, 110 BHUHMKAIOTH y JITed MOJOJIIOrO BIKY, 3a3BHMYail Ypa)K€HHsS €KCTPaHOJANbHE,
BIJIMIOBI/Ib HA TEPAITiIo HE JYKE XOPOIIa, PEIHUIUBU MPOSBIAIOTHCS yacTime. Yacro, ane He 3aBkKIH,
3JI0SIKICHI 3axBoproBaHHs acomiroroThes 3 Bipycamu (BEDB, BILI). OcobGnmBo 9acTo 370sKiCHI
3aXBOPIOBAHHS TPOSBIAIOTHCS 32 HASBHOCTI MEPBHHHUX IMYHOAE(IIMTIB 3 JIAMKICTIO XpPOMOCOM
(manp. AT, cungpomy Hilimerena, cunapomy bayma, nedimuty mirasu 4, nedimury Artemis),
nedinuty SAP (XLP 1-ro tumy), AJITIC i aucrutasii xpsimiB-Bonoces (117) (119). bimzbko 30—
50 % manientis i3 gediurom GATA?2 3axBoprorots Ha MJIC abo 'MJI (118). V rpymi nami€eHTiB 3i
3BIJI, sxy BuByasim Yemenr Ta iH.. (Chapel et al.) y 6 % mnamieHTiB pO3BHIOCS 3JI0SKICHE
3axXBOpIOBaHHs, MpH 1boMy y 50 % BumankiB une Oyna mimdoma (97). Jlimpomu Takoxk yacto
3'SBJSIFOTHCS IPU HAasIBHOCTI KoMOiHOBaHOTO iMyHoaedimuty (Hanp. WAS, atunosoro TKIJT) (107)
(117). ExtomiuHi myxJUHA M'SKUX TKaHWH, acorlifioBani 3 BEB abo acoriiiioBana 3 JI'B8 (HHVS)
capkomMa Kanomri , moxyre Oyru mposiBamu [IIJ] (56) (120). 3HaHHA ©po HAsBHICTH
IMyHOZIeDILUTY, SIKUI JISKUTh B OCHOBI 3aXBOPIOBAHHS, MOXKE MaTH BHpIIIAJbHE 3HAYEHHS IS
BUOOpPY Tepamii (Hamp., XiMmioTepamii 3i 3HMKEHOI0 TOKCHYHICTIO Y pa3i JIAMKOCTI XPOMOCOM,
MOJKJIMBO TPUHHATTS PIIEHHS HIOJO0 TPaHCIUIAHTAIlll CTOBOYpOBUX KJIITHMH Ha PaHHbOMY €Tarli)
(118).

CunapomMaJibHi acnekTH sSk-0T qu3Mopdii (Hamp. cunapom i xopmxki, ['TEC), anb0inizm
(mamp. cunapom Yemiaka-Xiraci, cuaapom ['puueni, cunapom ['epmancki-Ilyanaka 2-ro tuy),
Mmikpornedainis (Hamp. cuHapomy Hiiimerena, HemoctaTHicTh Cernunnos /XLF, HemocTaTHICTbH
mirazu 4 JIHK), HuM3bKOpOCHicTh (HAIp., AMCIUIA3is XpsiiB-Bojoccs, cuHapoMm lllmvke abo B
paMKax HemocTaTtHocTi ropmoHy pocty (I'P), sk omucano Bumie y pasi cunapomy llIBaxmana—
Haitmonna abo 3BIM) (121) abo ekTonepManbHa AMCIDIA3is (HAMp., aHTIIPOTUYHA €KTOAepMaTbHa
JMCIIIa3is 3 IMyHOAEIUTOM), MOXKYTh YKa3yBaTH Ha HasgBHICTb iMyHonediuTy (122). Takox yxe
yacTillle BIJ3HAYa€ThCA, 10 BENMKA KUIBKICTh J00pE BU3HAUEHUX CHHAPOMAJIbHUX 3aXBOPIOBAHb 1
HOJAJIbII XpOMOCOMHI abepamii A0 LMX Mip NPaKTUYHO HE MPOSBISAIOTh BHU3HAUYEHI (PEHOTHIH
imyHozaedinuTis (123).

Jleski mepBUHHI IMYyHOAE(IIUTH CYNPOBOKYIOTbCS 3HAYHHUMHU  HEBPOJOTIYHUMM
naroJoriaMm. J{o HUX BIIHOCATHCS B T. 4. IPOTPECHBHA HeWpojierenepailis Mo3ouka y pasi AT 1
NPOSIBU XPOHIYHOI'O AaCENTUYHOrO MeEHIHTITYy Yy pa3si NOMID (MyJabTHCHCTEMHOro 3amajlbHOTrO
3aXBOPIOBAaHHS HEOHATANBHOTO BiKy) (124). ITopymeHHs pO3BUTKY aX 0 pO3yMOBOI BiJICTalIOCTI
¢ikcyroTbes, Hamp., y XBOpux Ha cuHapoM Hiiimerena, nHenocraticte Cernunnos, niHasu 4 JIHK,
Oera-aktuny, LAD 2 tuny, nediuut anenosunaesaminazu, [IHO-TKII. V pasi cunapomy Yeniaka-
Xuracu Ta CI'JII' yacto (ikcyroThCs 3amajibHO-HEBpOJIOTiuHi MaHidectanii. BoHn MOXyTh
nposiBisiTucs B pasi pedinuty ADA2, DOCKS, STAT3 abo CTLA4 (1) (49) (94) (111).
[Tputamannum Ui iHTepdepoHonarii 1 TuIy € mporpecuBHa eHuedanonaris, BHyTPiIIHbOMO3KOBI
kanpiuHati Ta atpodis ITHC, a He cxuibHICTh 10 iH(EKIiHHUX 3aXBoproBaHb. (1).

Jlo BapiaHTiB MaHidecTanii MEepBUHHOTO IMYyHOAE(DILUTY MOACKYAM MOXKYTh HaJeKaTH
odraabmonoriuni marosorii (125). TeneanriekTasii KOH'FOHKTUBH Ta MOPYIICHHS MOTOPHKH OYEH,
HanpuKiIaj, € TunoBuMu A AT 1 HaliyacTilie BUHUKAIOTH Yy Bili Big 3 pokiB. Hassuicts [IMB-
PETHHITY TaK0XX MOXe OyTH MepIIor0 BKa3iBKOIO HA MEepBUHHUMN iMyHOAedinuT. OcobnuBy yBary
MOYJIUBUM  O(TaNIbMOJIOTIYHUM  YCKJIQJHEHHSIM MOTPIOHO MNPUAUIATH B pa3l  MEAUYHOIO
00CIyroByBaHHS MaII€HTIB 13 IEPBUHHUMHU IMyHOAe(DIIUTAMHU.
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Komenmap pobouoi zpynu:
Tabnuys 4: Xapaxmephi aHamHecmuuni ma CUHOPOMANbHI O3HAKU NPU OESAKUX NePEUHHUX
iMyHOOeiyumax

Cunopomanwhi pucu Ilepeobauysanuii imynooeghivum

Tinoxanvyiemiuni  cyoomu, 6poodxcena eada cepysa | Cundpom MHi-I{ocopooici
(wacmiwe mempaoa Dano), HUILKO NOCAONHCEHT 8yXA

Hlxipnuuit ma ounuil anvoinizm, Heeponoeiuni nopyutenns, | Cunopom Heodiaxa-Xieaci
JTimpadenonamis

3ampumxa 6ionadinna nynosuoHoz2o 3anuwiky, noeaue | Hepiyumu cucmemu gacoyumosy
3A2ICUBTIEHHS] PAH

Taoscka exsema 3 HapoOdceHHs, 3ampumka pesopoyii | Cundpom  cinepimynoenooyninemii  E
MoONouHUX  3y0i6, namonociyni neperomu, ckonios, | (STAT3 LOF / cunopom Hocoba)
2inepmobinvricme cyenobis, xapakmepHi pucu ooauuys 3
WUPOKUM NepeHicCaM | 2UOOKO NOCAONCEHUMU OYUMA 8
NOEOHAHHI i3  peyuousHuMu  CMAaQinoKoKo8UMU
IHGhexyiamu wKipyu ma HympiuHix opeamie

Peyuoueni  kposomeui  enacnioox mpomboyumonenii, | Cunopom Bickomma-Onopuua
eK3ema, Yon08iua Cmame

Yexnaounenus nicias 8aKyuHayii opanvrorw | Cnadkoga cinocammaznodyiinemis
NONIOMIENTMHOIO 8AKYUHOIO

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

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

Amaxcis-meneanciexma3sii Cunopom Jlyi-bBap (A-T)

Mynomucucmemne  3axgeopiosannsi 3 ypavicenuam | Cunopom CINCA/NOMID
cyenobie, wKipu ma Hepeosoi cucmemu 3 0eOIOMoM y
PAaHHbOM)Y Giyi

BusiBnena B pe3ynpTaTi NPOMEHEBOI  JIIarHOCTUKM  BIACYTHiCTH THMYCY Ha
PEHTIreHIBCbKOMY 3HIMKY abo Y3J[ y HemoBiaT Moxe Oytu o3zHakoro TKIJ[ ab6o cunapomy Jli
Jixopmxki (126) (127). V takomy pasi 3 TOYKH 30py TU(PEPEHIIHOT TIarHOCTHKH TaKOX JOPEYHO
3aMiJO3pUTH HAsIBHICTh NEPBUHHOTO IMyHOIE(DIITUTY.

[Ti3He BigmiapyBaHHs 3aJMINKY NYNOBUHU (>21 1HA micis HapOPKEHHS) MOXE BKa3yBaTH
Ha HasBHICTh JedekTy (yHKIii aaresii rpaHyiaouuTiB (Hamp., AedexTy aaresii JEHKOLMTIB,
nedexry RAC2) abo medexty curHanbHOi TpaHcaykmii Big Toll-mogiOHoro penenTopy (Hamp.,
nepexry MyDS88/IRAK-4) sein (128) (129). Boanouac, mocmipkeHHs, mpoBeacHe Ha 911
HOBOHAPOKEHUX, IT0Ka3aJlo, 110 Ha MI3HE BiIIapyaHHS 3aJIMILKY MYNOBUHH BIUIUBAE 1 IIUTHHA Pl
iHIKX (hakTopiB (HAIMp. HEJOHOIIEHICTh, MOJOTH MUISIXOM KECapChKOr0 PO3THHY, MIiCIANOJIOrOBa
tepamiss aHTHOioTHKamu) (130). Bimbm  BipoTiZHUM XapakTepHUM CHMIITOMOM JaedinuTy
IpaHyJIO0IUTIB € oM(aiT y KOMOiHaIIi 3 MI3HIM BiAIApyBAHHAM 3JIULIKY MTyTOBHHU.

KJIIOYOBA PEKOMEHJIALIA 3:
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[TepBUHHMI IMyHITET MOKe OYTH HasBHUM 1 32 BIJICYyTHOCTI CXMJIBHOCTI 70 1HQEKIIIHUX
3aXBOPIOBAHb.
CuibHM KOHCEHCYC

Komenmap pooouoi epynu: Y nemosnsam i3z upadcenon ex3emorn abo XpoHIYHUM KOJIMOM,
Y nayieHmis i3 PeyuousHow 2apsuKol, XpPOHIUHOW 000posKicHOw aimgonpornigepayicero,
2PAHYILOMAMU, AYMOIMYHHUMU YUMONEHIAMU (0COOIUBO AKUWO YPANCEHO KINbKA KAIMUHHUX JIIHIlL)
abo  He3pO3YMINo  HeOOCMAMHICMIO  KICMK08020 MO3KY  CIi0  po32as0amu  HAsGHICMb
iMyHOOeghiyumy Hasimov 6e3 CynymHbv020 iHpeKYiliHO20 CUHOPOM).

6. Manidecranisa neppuHHHMX iMyHOe(IiUMUTIB y 10pocaoMy Bili

OCKUTBKM 11  3aXBOPIOBAaHHS € BPOJDKCHHUMH, OUIBIIICTh TNEPBHHHUX IMYyHOAE]IIHTIB
MIPOSIBJISIIOTHCSI BXKE B JUTAYOMY a0o0 IOHAIbKoMYy Bimmi. [IpoTe ocTaHHI emijieMioJIOTiyHI OI[iHKH
BKa3ylOTh Ha Te, Mo 70 50 % mepBUHHHUX IMyHOAE(DILUTIB yrepiue MiarHOCTYIOThCS B MAIlIEHTIB
BIKOM TOHaJ 25 pOKIB 1 B3araji pO3MOBCIO/UKEHICTh MEPBUHHUX IMYHOISMIIUTIB € OLIBIION B
nopociomy Biti (7) (10). [IpuunHamMu BUCOKOI KUTBKOCTI BIIEpIIE MiarHOCTOBAHUX IEPBHHHUX
iMyHOZIEDIIUTIB y JOpociux € mi3HsS MaHidecTamis iMyHOAeIIMTIB, a TaKOX 3pOCTar0ue
PO3YMIHHSI TOTO, 1[0 MPUYNHOK BUHUKHEHHS 3aXBOPIOBAHb 13 MEPEBAKHUM ayTOIMYHITETOM Ta 0e3
CXMJIBHOCTI /10 iH(EKUIHHMX 3aXBOPIOBaHb MOXKE OyTH HAasSBHICTh NMEPBUHHOTO iMyHOAEDIIHUTY.
Pa3zoM i3 MM YacTKa JOPOCIHMX MAIli€HTIB Y HAIlOHAJBHUX PEECTpaxX 4acTo € 3aHu3bKOI (7).
BopHouac y HiMenbpkoMy peecTpi xBopux Ha nepBuHHUHN imyHonedinutr PID-NET y 2012 pomi
55,2 % mnarientiB Oynu gopocinumu (14). Ane 3a10KyMeHTOBaHa KiIbKICTh maiieHTiB y 1368 ocib 1
OMM3bKO HE BimoOpakae piBHSA PO3MOBCIOKEHOCTI, TOOTO MM MAaEMO BHXOIUTH 3 TOTO, IO B
HimeuunHi HasBHA BeIWKa KIIbKICTh HE3apEECTPOBAHMX a00 HEAIarHOCTOBAaHUX TmarlieHTiB. lle
JIEMOHCTPYE, HACKUIBKM BaXXJIMBO 3arOoCTPIOBATH yBary Ha MOXIIMBI CHMIITOMH TEPBUHHUX
IMyHOZEDIUTIB y JOPOCIOMY BiIli.

Komenmap pooouoi epynu: B Vkpaini y 2020 poyi 3apeccmposarno nuuie 61u36K0 COMHI
dopocaux nayienmis, wjo cmanosiams 00 9 % 6i0 3azanvHoi Kitbkocmi eunaokis. Ouesuono,
3A00KYMEHMOBAHA KIIbKICMb NAyienmis He 8i000pajdcae pieHs pPO3NOBCIOONCEHOCH, MOMY MU
MAEMO 8UXO0UMU 3 MO0, WO 8 YKpaini mae Oymu HAsA6HA 6eIUKA KIIbKICMb He3apeeCmpo8anux
abo Hediacnocmoganux nayienmis. Lle demoncmpye, HACKIILKU 8ANCIUBO 3A20CMPIOBAMU Y8A2Y HA
moowcnusi cumnmomu I11/] y oopocromy siyi. Cnio makooswc 3a3navumu, wo 0esKi oegpekmu iMyHHOL
cucmemMu MoACYmsb GUHUKAMU BHACIIOOK COMAMUYHUX MYMAayil, Wo SUHUKAIOMb 30e0i1buio20 y
dopociomy 6iyi.

Jlo nepBUHHUX AE(IUTIB, SKI TUIOBO MPOSBISIOTHCS TUIBKH B JIOPOCIOMY Billl, HaJE€XaTh
nepeayciM 3aXBOPIOBAHHS, MOB'sI3aH1 3 HEJJOCTATHICTIO aHTUTLI, 30kpeMa 3BI/I, sikuit y cepennpomy
NPOSIBISIETHCS Y Billi ipubn3Ho 24 poku (32) (97). BogHouac y nmpoBeneHomMy Ha 2 212 namieHTax
31 3BIJ] mocmimkenni y 34 % mepuii cuMnTomu ¢ikcyBanucst Bke 10 10-ro poky xurts (13).
AytoiMmyHHuil mnoxieHnokpuHHUM cuHapoM APECED Takok uacTo MNpoOSBIS€ETHCS TUIBKU Yy
miTiTkiB a6o qopocnux (131).

Jlo Toro x mumMi psa HEPBUHHUX IMYHOAE(DIIUTIB, SIKI TUIIOBO MPOSBIAIOTHCS BXKE B
JUTUHCTBI, Y BUKIIIOYHUX BHUIMAKaX MOXYTh JJaBaTH CUMIITOMHU TUTBKH B I0POCIOMY Billi. 30KpeMa
y BUMNAAKaX, KOJMW MyTalil B YpaK€HUX T€Hax HEe € HYJIbOBUMH, a JO3BOJISAIOTH BUKOHYBATU
MOLIKO/DKEHOMY T'€HHOMY TPOAYKTY 3QJIMIIKOBY (YHKIIIO, Maike KOXEH IEepBUHHUN
IMYHOZEPIIUT MOXE MPOSBIATHCS MI3HO, 1 YacTO 3 HETHIIOBOIO KIIIHIYHOIO KapTuHOIO. Yacto
3rajlyBaHMMHU TPUKJIAJaMH € YCIaJKOBaHa X-XpOMOCOMHA arammarioOymiHemisi, Bapiantu XI'X,
TKIJ, sx-ot nedimur ADA, AJITIC a6o XLP (132) (133).

KJIIOYOBA PEKOMEH/JIALIA 4:
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[TepBuHHI iMyHOAEPIIUTH MOXKYTH MPOSBIATHCA B OyIb-IKOMY Billi
Koncencyc

Komenmap pooouoi epynu: Matuioce yci I1l]] € cenemuyno 00ymoeieHUMU 3AX80PIOBAHHAMU,
MoMy pemenbHUll AHAli3 CIMEUH020 aHaMHe3y € 0YJHce KOPUCHUM NIO YAc 0ia2HOCMUYHO20 NOULYK).
Ilpu 360pi cimelinoco anamuesy ciio 3’c08y8amu URAOKU NOOIOHUX 3AXBOPIOBAHL ceped THULUX
ynenie cim’i, @ makodc UNAOKU cmepmi Oimetl y panHboMy 6iyi ma ixHi npuuunu. Basxcnusum €
NUMAHHA ) GIOHOWEHHT OIU3bKOCNOPIOHEHUX w0018, OCKLIbKU OImu 8i0 HUX MArOmMb HAUOLTbUIULL
PUSUK  PO3BUMKY  AYMOCOMHO-PEYecusHo2o imyHooehiyumuoco 3axeopiosantus. Heobxiono
3’scysamu, 4u 8 Ko20Cb 3 UleHie ciM’i cnocmepicanacb abo cnocmepicacmuvcsa Ni0GUWEHA
cxunvHicms 00 IH@exkyi i uacma HeobXiOHicmb 2ocnimanizayitl, NiOBUWEHA CXUTbHICMb 00
JimghonponighepamuHux 3axeopro8ans (XapakmepHo 07 cimel, 0e 0iaecHOCMOBAHO NAYICHMA 13
3a2anbHUM 8apiabenvHum iMyHoOeghiyumom, amaxcicro-meneaniekmasiero mowo). Ilpu 3’°sacysanmi
CiMelH020 anamue3y He Cli0 00MedHCy8amucs icmopicto auwe 0aHoi cim’i, a npu MoXcIusocmi
3’scysamu icmopito 6abycie ma 0idycie, bpamie i cecmep 6amokis, nieminnuxie 1, 2 psoy. Ihooi
CIMelHUll anamue3 OONOMA2A€ 3aniodo3pumu mun IMyHHo20 Oeghekmy (nanpukiao, npu TKIJ]
cmepmb dimell 8 Cim’i npomsa2om nepuux Micsayie Hcumms), mun cnaoky8aHHs (YpaxtcenHs milbKu
ocib yonosivoi cmami npu X-3uenieHux imyHooe@iyumax - cnaokosii cinoeammaznooyninemii, X-
3uenjieHomy CcuHopomi ecinepimynocnooyninemii M, X-3uennenomy TKI/, cumnopomi Bickomma-
Onopiua, IPEX-cunopomi). 36ip cimetino2o anamHue3y 00360J5€ 6CIMAHOBUMU 0IACHO3 00 PO3GUMKY
KIIHIYHUX NpOos6i6 (Hanpukiad, 0O6CmeiCceHHss HOBOHAPOON(CEHOI OUMuUHY 8 cim’i, 0e OyIu eunaoKu
3axeoprosanns Ha I11]]), wo 3nauHo noxkpawiye npozcno3 0ns nayieuma. Heobmsoicenuti cimetinuii
anammues He GUKIOYAE 3axeoprosanns Ha I11/]. B moii jce uac nasaeuicmo y uieHie cim’i anepeiuHux
3axX680pHO6AHb, MYKOGICUUOO3Y MOJNCYMb CEI0YUmMU NPO me, Wo peyuousHi iHgexkyii y oumuHu
weuowe 3a ece ne nog sazawi 3 I11J].

7. BUKOpHUCTaHHSI HACTOPOKYIOYHMX 03HAK /IJIs1 BUSBJICHHS NIePBUHHUX iMyHOAeinuUTIiB

Y 1992 poui doumom [Ixepdpi Monpemna (JMF) Oyno omybrikoBano crucok i3 10
HACTOPOKYIOUMX O3HAaK HAsSBHOCTI iMyHonedimuty (auB. nomatok). Yepez 12 micsmiB micis
3anycky (OHJOM KaMIlaHii 3 HaBUaHHs JIiKapiB Ta nomnepepkeHHs xsopux (Physician Education and
Patient Awareness Campaign, PEPAC), sika B T. 4. mependavana myomikaiiro 10 HaCTOPOKYHOUHX
O3HAaK Ta 4 eTamiB JIarHOCTUKU B pa3i MiJ03pU HAa HASBHICTh MEPBHUHHOTO iIMyHOIE(DIIUTY, (OHT
3BITYBaB IPO TOABOEHHS KITBKOCTI JIarHOCTOBAaHUX XBOPHX Ha NMEpBUHHMHN iMyHOmedinut (134).
binpmricts 13 mux 10 momepemKyBallbHUX CHUTHANIB, SKi TETep OKPEMO BHKIAJIEHO JUIs JITEH Ta
JIOPOCIUX, ONMUCYIOTh MATOJOTIYHY CXWJIBHICTD MAlll€HTIB A0 1H(YEKIIIHUX 3aXBOpIOBaHb. B 0CHOBI
10 HACTOPOXKYIOUMX O3HAK JICKUTh EKCIEPTHA AyMKa KOHCYJIBTaTHBHOI JIIKapCchKoi pagu (GoHIy
JMF, sixa He mpoxo/uiia )K0AHOTr0 (OpMabHOIO MpoIiecy. Y pi3HUX MPOBEACHUX 3@ OCTaHHI POKU
JOCIIJDKEHHSAX TUIBKM HEBEJIMKAa YaCTHMHA HACTOPOXKYIOUHMX O3HAK (Hamp., MO3UTUBHUM pOJMHHUNA
aHaMHe3, [OpPYIIEHHS PO3BUTKY, BHYTpIIIHbOBEHHA Tepamis aHTUOIOTHKaMM) TOKa3aja
INPOTHOCTUYHE 3HAYEHHs, BOJHOYAC, Yy JESIKUX TMAaIli€HTIB, 30KpeMa 3 HeKJIacu(piKOBaHUM
MEePBUHHUM 1IMYHOAC(IIIUTOM, HE BJABAJIOCS BHUSBUTH 3aXBOPIOBAHHS 3a JOMOMOIOK) IMX
HACTOPOXKYIOUMX O3HakK. [liIcyMOBYIOUM BHI€3a3HAUYEHE, MOJKHA CKa3aTH, 10 3 MOMEHTY BUXOAY
nepinoi Bepcii HactaHoBu 2011 HakomuveHo Macy BkasiBok (64) (135) (136) (137) ua Te, mo 10
HACTOPOXKYIOUMX O3HAK € HEAOCTaTHBO NPUAATHUMM JJIS TOro, IMIO BIAPI3HUTH XBOPHUX Ha
NEepPBUHHUM IMyHOIe(ILIUT BiJ] MAlli€EHTIB O6€3 HBOTO.

Komenmap poobouoi epynu: Hayionanvnuti incmumym 300pos’s CLIIA makooxc eudinse 10
HACMOpOJICYIOUUX O03HAK, WO 0arms niocmasu nioospreamu )y Xeopozo iMyHolepiyum [Ten
warning signs of primary immunodeficiency. — http://www.info4pi]:

1) 6invuwe 8 eunaoxis iHgheKyiliHUX 3aX80PIOBAHb 34 OCMAHHIU PIK,
2) b6invwe 2 peyudusie cumycumy 3a OCMaHHiu pix;
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3) binvwe 2 micayis NiKy8aHHs iHpexyii aHmubiomukamuy 3 He3HAYHUM eqpexmom;

4) binvbuie 2 nHe8MOHIL 3a OCMAHHIU DIK,

5) eiocmasanna y Qizuunomy po3eumxy;,

6) peyuousyroui enuboki abcyecu WKipu abo BHYMpPIWHIX 0pPeaHie,

7) nepcucmyiouuti agymo3sHull Crmomamum,

8) HeobOXiOHICmMb 008eHHO20 66€0€HHS AHMUOIOMUKIB 015 epaouKayii ingekyiliHo2o aceHma;

9) 06a i Oinvwe eniz00i@ MAKUX MANCKUX IHGPeKyil 5K MeHiHeim, ocmeomienim, yemoaim abo
cencuc;

10) nasericms y cim’i Xgopux 3 nepsunHUMU IMYHOOehiyumamu.

Komenmap pooéouoi epynu: [lpu ananizi nonynayii xeopux 6 Ykpaini 3a 0onomozcoro
PempocnekmueHo20 ananizy amamuesy 394 nayienmis i3 6oce ecmanosienum oiacnozom I/ na
MoMmeHm OlazHo3y uwe oau3bko noaosunu nayicumie iz I11J] sionosioanu kpumepism IMF (51,7%)
i HI3 CILIIA (59,4%).

Hatisuwyy uymausicme 00u06i epynu Kpumepiie Mmarwomov npu mMsajiCKux Oe@iyumax
aHmMuminioymeopenns i Odeiyumax — cucmemu  pazoyumosy, A  MAKONC — CUHOPOMI
einepeammacnobyninemii E, ockintbku 6 0CHOB8Y UYUHHUX Kpumepiie NOKIAOeHI MSNCKI Nposeu
IHeKyiiHo20 CUHOPOMY, NPUHOMY Y BUNAOKY MANCKUX 2IN02AMMA2N00VIiHeMill C8OEUACHE
3aCmocCy8anHsa OaHux Kpumepiig 003801uUn0 6 6cmanosumu OiacHo3 Ha 3-4 poxu paniwe. Y
Oinvwocmi e UNAOKI6 GIK (hakmMuyHOl OiAeHOCMUKU CYMmMEBO He GIOPI3HACMbCA 6I0 QiKY
einomemuunoi O0iaeHOCMUKU 3a 00NOMO20l0 000X 2pyn Kpumepiie, a 6 2pyni KOMOIHOB8AHUX
IMYHOOeiyumis i3 CUHOPOMATbHUMU PUCAMU HABIMb 0V8 Ou OLIbUUM NOPIGHAHO 3 AKMUYHUM,
OCKIbKU MANCKI IHQeKYiliHI npoyecu Modcyms possusamucs 3 ikom. Omoice, 8 OAHUX Kpumepisx
He 8PAaX08aHi CUHOPOMANbHI PUCU, a NEPBUHHT IMYHOOeDiyumu 3 HUMU CIMAHOBIAMb 3HAYHY YACKY
6 cmpykmypi I/ i 6onu nepioko caysxcams mapkepamu 071 6cmanogients diaznosy. Taxa epyna
SK aymo3ananivHi 3aX60PI06AHHs, A MAKON#C 0epiyumu cucmemu KoMnieMeHmy, 30kpema, oegiyum
Cl-ineibimopa, 6 6inbuiocmi 8unaodKié 63azalli He MOJCYmMb Oymu 3anioo3peHi, GUKOPUCMOBYIOUU
Ooani xpumepii. Tax camo Kpumepii Mmarwmov HU3LKY UYYMAUGICMb OJisl MIHOPHUX Oeqhiyumis
AHMUMIIOYMBOPEHHS.

I'pyna odimeii, diacno3 skux 0y 6u nponyweruii abo 6CMaHOGIeHUU 13 3aNI3HHEHHAM Hd
niocmasi uule 8UWe3a3sHaveHux Kpumepiig, 6KI0YANA HACMYNHI Kamezopii nayicumig: 1) oimu
PAHHBO2O BIKY, 8 AKUX NOGHOI MIPOI0 HE PO3GUHYBCS IHPEKYIUHUL CUHOPOM, 2) Oimu i3 CIMEUHUM
anamunezom IIlJ], Oe e6dce 00HO20 YbO2O Kpumepito 010 OOCMAMHLO Ol IMYHONO2IUHO20
oocmedicens;, 3) Oimu 3 HELMYHONOIYHUMU CUHOPOMAILHUMU NPOABAMU, SKI  00380UMU
e6Ccmanosumu 0ia2no3 00 NOI8U MANCKUX THHEeKYIUHUX ycKkiaonenn. (1-3)

8. Moaundikanii HacTOPOKYIOYHX 03HAK

VYV pi3HuX KpaiHax copMylbOBAHO BJIACHI PEKOMEHJAIlli 100 BHUSABIICHHS TEPBUHHUX
imynonedinutie (138) (139) (140). Ha ocnoBi 10 HacTropoxyrounmx o3HaK, BuzHaueHux JMF,
IPOMOHYIOTBCA — TEpeayciM Al AITed — pi3HI JIOMOBHEHHA Ta MoJudikaiii HaCTOPOXKYHOUHX
o3Hak. JKozHa 3 nux Moaugikaiiil 3a piBHEM CBO€I TOKa30BOCTI HE BUXOAMTh 32 PAMKH €KCIIEPTHOT
nymkd. bputancbki aBropu gomoBHWIM 10 HacTOpoXyro4uux O3HaK, BuzHaueHux JMF, Takumn
JIOJJaTKOBMMH O3HAaKaMH: ayTOIMYHHI 3aXBOPIOBAaHHS HESCHOTO T'€He3y, ONOPTYHICTUYHI iH(peKLIi Ta
YCKJIaIHEHHS MICHs IIEeIUIeHHs kuBUMHU BakuumHamu (141). Amepukanckuil ¢poHn iMmyHOnediIUTy
Immune Deficiency Foundation (IDF) omyGmnikoBaB y 2009 pori HacTaHOBY IIOJIO JiarHOCTUKU
NEPBUHHUX IMYyHOAe(DIIMTIB, y SKIH BHKIAJEHO TaKl HACTOPOXKYIOUl O3HAKH MEPBUHHUX
iMmyHozeinuTiB: (i) peuuaAMBYIOUi, MEPCUCTYIOUl ab0 BHKIMKAHI HE3BUYAWHUM 30yIHUKOM
iHekii; (i1) TSHKKHM, MOXIMBO 3 3arp030l0 JKUTTIO, Mepedir iH(QEeKIiMHOro 3aXBOPIOBAHHS, SIKE
3a3BUYail y MUTHUHCTBI MPOXOAUTH JieTko; (iil) HU3bKa a00 MEPCUCTEHTHO BHUCOKA YHUCEIHHICTH
aimdonuTiB, HeWTpodpiniB ado TpombommtiB (142). IIpodecopom n-pom Dombkepom Banom
(Volker Wahn) (bepnin) no 10 Hacropoxyrouux o3Hak, BuzHaueHux JMF, nonano XpoHiuHy
pEaKIil0 «TPAHCIUIAHTAT MPOTH XassiiHa» (IMicis MepeHeceHHs T-KIITHH eMOpioHaMu Mmatepi) Ta
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«(peunauByrO4i) CHUCTeMHI 1H(EKIii 3 aTUMOBUMH MIKOOAKTEpiIMU», BHACHIJOK YOTO YHCIO
HACTOPOXKYIOYHMX 03HaK Oysio posmmupeno 10 12 (www.immundefekt.de, 12 Warnzeichen). Bpermri-
pemt y 2010 pori rpymoio ekcrnepTiB Oyiao BH3HA4YeHO anroputmu BuseieHHs [IIJ], sxi B T. 4.
MICTSITh CHUCOK HACTOPOXKYIOUMX O3HaK Uil JiTed Ta JOpociux. Y HHX JO JIOJaTKOBHX
HACTOPOKYIOUMX O3HAK y HEMOBIIAT BKJIFOUEHO HAsSBHICTh MEPCUCTYIOUOTO JIEPMATHUTY Ta 3ari3HeHe
BIJIMAJIIHAS 3QJMIIKY IIyIIOBMHU 1 3acTOCOBaHO Buie3raganuii tepmin «ELVISy, sxwuii €
aKpOHIMOM HIMeNbKuX ciiB: 30ynHuk — E, mokamizamis — L, mepebdir — V, iHTeHCcHBHICTh — | Ta
cyma iHdekii — S (muB. JlomaTtok). Y HbOMY yBara 3BEpPTAEThCS Ha T€, IO OOCTEKEHHS OO0
NEPBUHHOTO IMyHOAE(DIIUTY MOKa3aHO MPHU HASIBHOCTI K MIHIMYM OJIHI€E] HACTOPOKYIOUOi O3HAKH.
3aramoM 3adikCyBaTH 3HAYMMICTh IUX JOJATKOBHUX HACTOPOKYOUMX O3HAK HEMOXKIIMBO dYepe3
HEJIOCTATHICTD X MPOCHEKTUBHHUX JOCIIKEHbD (22).

JlesskuMH aBTOpaMH PEKOMEHIYBAIOCS CPOPMYIIIOBATH OKPEMi HACTOPOXKYKOUI O3HAKH IS
pi3HUX azapecariB (HAIp. HACTOPOXKYIOUl O3HAKHU JJIsi HEOHATOJIOTIB, HACTOPOXKYIOUi O3HAKU IS
JICpPMATOJIOriB, HACTOPOKYIOUi O3HAKH JIUIsI FaCTPOEHTEPOJIOriB Ta iH.) (23) (143).

Komenmap pooouoi zpynu: aymoszananvHi 3aX80pI06AHHA SK NPAGULO NPOSABIAIOMbCA
2apsuKo0, AKA 8i0N0BI0AE NOHAMMIO «NEPIOOUYHAY, A4 MAKOIC O3HAKAMU XPOHIUHOI cUCmeMeHOT
3ananvHoi 8i0N0Gidi 6e3 GUOUMOI NPUHUHU 3ANANIEHHS, SI0CYMHICMIO AYMOAHMUMIL, d MAKOIC
CUCTNeMHUMU NPOSABAMU. YPANUCEHHS WKIPU, CY2n00i8, CYOUH, HepP8O8Oi cucmem moujo.

Poboua epyna eeasicae 3a Ooyinvme GuKOpUCMAHHA MAKoxiC KUiHiYHUx o3uax II[J] Ons
JKapie pizHUXx cneyiaibHocmell i3 3a3HA4eHuUMU UMOBIPHUMU HO30a02iuHUMU hopmamu TTI]], saKi
Modcymub gionogioamu yum osuwaxam. Taxi kpumepii pospooneni Juan Carlos Aldave (Allergy and
Clinical Immunology Rebagliati Martins National Hospital, Lima-Peru) i posmiweni na caimi
Jeffray Modell Foundation info4pi.org http://downloads.info4pi.org/pdfs/Diagnostic-Algorithm-for-
Specialty-Care-Physicians.pdf. (Hooamox 10).

9. Hacropoxywui o3Haku A8 igeHTH(iKanii NepBUHHUX IMyHoaepiUUTIB Yy
A0POCJIOMY Billi

VY tpaBni 2007 y HIBenii podouoro rpymoro SLIPI (Sveriges ldkares intresseforening for
primdr immunbrist = OO'eqHaHHS IIBEJACHKUX JIIKApIB 13 NUTaHb NMEPBUHHUX IMYHOAE]IIUTIB,
CIHCOK YJIEHIB poOO0Uoi rpynu AUB. y 10JATKy) Oys0 po3po0aeHO AUPEKTUBH I0OA0 A1arHOCTHKH Ta
Tepamii nepBUHHMX iMyHonaediuutiB (144). V pamkax wi€i AUpeKTUBU CPOPMYIHOBAHO CIIHCOK
HACTOPOKYIOUMX O3HAaK JJs BHUSBIEHHS iMyHOAe(iuuTiB y gopociux. Y 2008 poumi meil crnucok
HAaCTOPOXKYIOUMX O3HaK OyJ0 TpeACTaBI€HO Ha 3acijaHHi €BpONEMChKOro TOBapuUCTBA 3
nepBuHHUX iMyHoAedinuTiB (ESID) 1 yXBajgeHO rojocyBaHHSAM SIK CIIMCOK HACTOPOXKYKOUHUX O3HAK
ESID (muB. lomatox). OcTtaHHs pefaxiiisi MIBEACKKUX AUPEKTUB BimOyiacs B 2015 pori, crnucox
HACTOPOKYIOUMX O3HAK OYyJI0 TPOXH 3MIHEHO MOPIBHSHO 31 CIMCKOM HacTOpoxyrouux ozHak ESID
(145). 1le#t crrcoKk HACTOPOXKYIOUMX O3HAK TaKOXK 0a3yeThCs Ha €KCIEPTHIH AyMil. Y pe3ynbrari
IPOCIEKTUBHOrO onuTyBaHHA 3 510 maumieHTiB, y 24 3 SKMX 3pelITO0 OyJOo iarHOCTOBAaHO
NEpPBUHHMUM IMyHO1e(IIUT, HAcTOpOoXkyroul o3Haku ESID noka3anu HU3bKY UyTIUBICTb, i€ BUCOKY
cneurivHICTh 1 HEraTUBHE NpeAMKAaTUBHE 3HaueHHs. Y 1/6 maiieHTiB He Oyno 3adikcoBaHO
JKOJTHOT 3 HACTOPOXYIOUMX O3HAaK, OCKUIBKM BOHM HE Majld >KOJHMX CHUMIOTOMIB 1H(ekuii abo
IU3peryisuii IMyHHOI cUCTeMH (Hamp., CHMITOMIB IIIYHKOBO-KMIIKOBMX 3aXBOPIOBAHb).
ABTOpaMH 3pO0JIEHO BHCHOBOK IMPO HIEOOXITHICTh BKIJIFOUEHHS Yy CHHUCOK JJIS JTOPOCIIHUX TaKOX
HEIH(EKIIHHUX HACTOPOXKYIYHX 03HaK (146).

10. BinpenaroBaHi CHHCKH HACTOPOKYWYMX O3HAK iMyHoxediuuTy aasa aited Ta
JAOPOCINX

Jlns miTed 1 topocaux Oynno CKiIaJeHO BiJipearoBaHi CIIUCKU HACTOPOXKYIOUHMX O3HAK yXkKe B
nepmioMy BuaaHHI HactaHoBu (quB. [lomatok) (147). JleckpunTwBHI MOCHIIPKEHHS Ta OIMUCH
BUMNAJIKIB TNEPBUHHUX IMYHOAE(DIIUTIB 3a OCTaHHI POKM MOKa3yoTh, L0 chHopMyIboBaHi
HACTOPOXKYIOUl O3HAaKH OXOIUTIOIOTh PI3HOMaHITHI MaHidecraiii nmepBUHHUX iMyHOJe(InUTIB (2)
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(12) (82) (148). IIpocmekTuBHE mOCTiIKEHHS, MpoBeiAcHe Ha 210 OOCTE)KEHMX HA HASBHICTH
MIEPBUHHOTO IMYHITETY Malll€HTaX, MMOKa3ye, 0 HAsSBHICTh TIJIBKHA OJIHIE] HACTOPOXKYIOUOT O3HAKH 3
HaBEJIEHOTO B nepumoMy BuaanHi cnucky (147) mae Hu3bky cnenmdiunicts (149). 3aMicTh 1OT0O
ABTOPH, CIIMPAOYUCH HA PETPOCIICKTUBHUIN aHalli3, 3alPOIIOHYBAJIM BUKOPHCTOBYBATH KOMOIHAIIIO
3 5 HAcCTOPOXKYIOUMX O3HAaK, sSIKi 3a OJHOYACHOI iX HAasABHOCTI MalOTh HAaWBHUINY YYyTJIMBICTH Ta
crenudivuaicts (mimdoneHis, >7 OTUTIB/pIK, TMOPYIMIEHHS PO3BUTKY, 3aTpuMKa pocty, >1
nHEeBMOHi1/pik). [IpoTe, mi 3ampomoOHOBaHI HACTOPOXKYIOYi O3HAKM HE OXOIUIIOIOTH IEPBHHHI
IMyHOIE(PIITUTH 3 TOPYIICHHSM IMYHHOT CUCTEMH.

Ha ocHOBi 00roBOpeHHX Yy AMCKYCil HPOBIAHUX CHMITOMIB MEPBHHHUX IMYyHOAE(DILHUTIB,
HACTAaHOBY / CITUCOK HACTOPOXKYIOUHX O3HAK OYJIO MEPErIsIHYTO Ta BUKJIAJICHO y TaKid peaaKIii:

KJIIOYOBA PEKOMEHJALIA 5:

BukopucTaHHs HACTOPOXKYIOUHX O3HAK € KOPUCHUM JUIS ieHTU(DiIKaLlli XBOPUX HA IEPBUHHUM
imyHoaedinuT. [ BUSBICHHS TIepeayciM MEPBUHHOTO IMYHOAC(IIIUTY CJIiJT IEPEBIPUTH BCi
HACTOPOXKYIOUYi O3HAKH.

Koncencyc

Aitn ‘ Jopoci

1. |IlaronoriuHa cCXWIbHICTE A0 iHGeKUiiHuX 3axBoproBanb «ELVISy (3a nepiumu nitepamu
HIMEIBKHX CJIiB, SIKi 03HAYAIOTh: 30yIHUK, JTOKaJIi3allis, epedir, iIHNTeHCUBHICTh, CyMa)

2. |dusperynsuis imynHoi cuctemu — akpoHiM «GARFIELD»
I'panynsoma — G, ayroimyHiter — A, penuauByroda — R, rapsiuka — F, Herumnosa exzema — E,
nimponpomidepartis — L, XpoHiuHe 3anajieHHs KUIIeYHUKa — D

3. |IlopyiieHHs PO3BUTKY Btpara Baru, nepeBaxHo 3 Jliape€ero

4. |Ilaromorii B poAMHHOMY aHaMHe31 (KpOBHA CIIOPiTHEHICTb, IMyHOAE(IIHT, TATOIOTIYHA
CXMJIBHICTD 10 1HPEKIIHHUX 3aXBOPIOBAHbB, TU3PETYJISAIIS IMyHHOT CHCTEMH, JTIM(OMHU)

5. |[IimorammarnoOysiHeMmis, 3aTshkHa a00 peruanByroUa JIiM(pOTICHis, HEUTPOIeHis,
TPOMOOLIUTOIICHIS

6. |['eHeTM4Ha BKa3iBKa HAa MEPBUHHUM IMyHOE(DIIUT a00 O3UTUBHUIN PE3yIbTAT CKPIHIHTY
HOBOHAPOJDKEHUX Ha HasIBHICTh NEPBUHHUX IMYHOAE(ILIUTIB

Heo6xigHo migkpeciauTy, mo i po3podneni AWMF HacTopoxyroui 03HaKd MaroTh Ha MeTi
3aroCTpUTH KIIHIUHY MIJ03pPY 11010 MOXJIMBOI HassBHOCTI MEPBUHHOTO IMyHOe(DIUTY, OCOOIUBO
y TUX BHUIAJKaX, KOJW HE BJAETbCA 3HAWTH 1HIIOI MPUYMHM BIAMOBIIHOTO CUMITOMY Y Talll€HTA.
Tomy y chopmynboBaHHX UM JIOKYMEHTOM pekoMmenaamisix AWMF BimMoBunacs BiJ 3a3Ha4eHHS
MiHIMaIbHOI KINBKOCTI HasBHOCTI HACTOPOXKYIOUM O3HAK, HpU SKOMY II0Ka3aHO IOJasblile
00cTeXEeHHsI Ha IEPBUHHUN IMYHOAEDILUT.

Komenmap pooouoi zpynu: Ha ocuosi piznmomanimuux kniniunux nposeie I/, oani
Po60Y0I0 2PYNoI0 3aNpONOHOBAHO VHIBEPCANbHUL OIACHOCMUYHULL aAleOpUmm — KOAuU NOmMpiOHO
36epHymucs 00 cneyianicma 3 KIIHIYHOI IMYHONOCIL. 3 Ypaxy8aHHAM 6axciusocmi miei uu iHuoi
03HaKU Kpumepii po30iieHo Ha mpu pieHi SHAYUMOCMI 3 NEPENiKOM Nepuioyep2osux Oill.

Tabnuysa 5. Yuieepcanvruil diaenocmuynuil areopumm nioospu Ha I11J/]

Kpurepii oninku Kaacudikauis i agikaps

[IpunaiiMHi O1HE 3 HACTYIHOTO: MOXJIMBO - Buxumtouite BUI-iH$exkito

= Eputponepmis y aitei 10 poky ITl\iS;}i%gE@IHHT - Oprasi3yiTe eKCTpeHY KOHCYJbTalLli0

» PagHin ,[[6610:1“ (mo 1 micss) Ta JIY)KE CEPHO3HE IMyHoOJIOTa o -
TSDKKHAHA nepe61r €K3EMHU 3AXBOPIOBAHHSA - PosrasapTe H606X1)1HICTI) rocanam:;auﬁ
*» Tspxka iHTepCTHUITIHA naiieHTa (3-piBeHb MEAUYHOI TOTIOMOTH)

MTHEBMOHIsI (HAIPUKIIAI, - He miemmroiiTe >)KUBUMH BaKITMHAMHA
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Kpurepii oninku Kaacudikauis i jgikaps
BHUKJIMKaHa Pneumocystis jiroveci, - 3abe3neuTe yMOBH MEIIKAaHHS, HAOIMKEeH1
IMB) 10 CTEPUWIBHUX, MAKCUMAIBbHO MOXKIIUBY
» Tsoxka [IMB-indexiris: 130JIA111F0 B YMOBAaX CTaIllOHAPY YU BAOMA
reHepanizoBaHa Gpopma ypakeHHs - Cnocrepiraiite 3a AUTUHOIO (KOHTPOIIb
BHYTPIIIIHIX OPTaHiB 3 TSKKHUMH macu Tina, Y1, SpO2, UCC, orinka
(byHKIIOHATTBHUMHA €KCHKO3Y, CTaHy IIKIpU Ta CIU30BUX)
MOPYIICHHAMU - 3abe3neure HaJICKHY TIrlEHY MIKIpU Ta
= XpoHiuHa jgiapes MIOPOKHUHHU POTa
(MasbabcopO1rist / KUITKOBA - He npusnayvaiite mpo6ioTHKH
iH(eKuis / ayroiMyHHa - 3a0e3mneure HYTPITUBHY MIATPUMKY,
EHTEepOonaTisl UM 3arajibHe MIPU3HAYTE HEUTPONEHIUHY JII€TY
3aXBOPIOBAHHS KUIIEUHUKA) Y - [Ipenapatu KpoBi MarOTh OyTH 30i1HEHI Ha
JiTen 10 2 POKiB neikonuTy (JIerKkorMTapHa GinpTpalis) Ta
= ['enepanizoBana BLDK-indekuis ornpoMiHeHi 25 I'peid, 101aTKOBO niepeBipeHi
y mite# 1o 1 poky Ha [IMB-iadexkiito
* XpOHIYHUH MIKIPHO-CIIN30BHUIA - BukopucroByiiTe qiarHocTHIHAR
KaHIUI03 anroput™ BukimodeHHs TKIJ] (manucano
* [HBa3HBHI 1HQEKIIIi: ceTcuc, JaJti) y JUTHHH JI0 2 POKIB (IKoMora
MEHIHTIT, a0CIIEC JICTEHb, panime!!!)
MEYIHKHU, CEJIC31HKH, OCTCOMIETIT,
IpaHylIbOMU, THEBMATOIIEIIE,
THIHHWHT TiMbageHIT
* HezanoBinbpHMIT pe3ynbTar
HEOHATAJILHOT'O CKPUHIHTY
* Bupaxena nimdorenis Ha 1
pori kutTsa < 2000 K1/MKIT
* ['epriernunumii ennedanir, - CKpUHIHTOBI IMYHOJIOT14HI TeCTH
Bukiukanuid BIII'1, y panime - Crienn¢igae 0OCTeKEHHS
3JI0pOBHX 0OCi0 - MonexysipHO-TeHeTUYHE OOCTEXEHHs Ha
= GebOpupHa HeiTponeHis (£500 renu (Tabn. ELVIS)
K1 B 1 MKu) - CKpUHIHTOB1 IMYHOJIOT14H1 TECTH
= ['emoarouurapuuit - AITOpUTM BpPOJIPKEHOT HEUTPOIIEHI T
JTIMQOTricTIONHUTO3 (MEPCUCTYIOYa - Miarnoctnuni kpurepii C