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MerTa — Ha niacTasi po36opy KIHIYHOrO BUNAAKY MPOaHaisyBaTy NPOBIAHI MapKepPW NEPBUHHKX IMyHOAEIUNTIB Y AiTen i3 CyrnOOOBUM CUH-
OPOMOM.

HaseneHo gari niteparypu Woa0 OAHOMO 3 iMyHONATONOMYHNX CUHAPOMIB — aBTOIMYHHOIO CUHAPOMY — Y [iTel 3 NEPBUHHUMYK iIMyHOOEeDI-
umtamn. OBroBOPEHO MEXaHi3Mu aBTOIMYHITETY Ta 4aCTOTY ypaxeHb cyrmnobis. MiakpecneHo, wo 30e0inbworo ypaxeHHa ONOpHO-PyXOBOro
anapary CrocTepiratoTbCsl B NaLLEHTIB i3 NePBUHHVIMY MOPYLLEHHAMM aHTUTINOYTBOPEHHS Ta MPY NEBHIX NEPBUHHIX KOMOIHOBaHMX iMyHOAEDI-
umTax. BiaMiveHo, 1o iCHYI0Tb 0COBAMBOCTI YPaXeHHA ONOPHO-PYXOBOro anapary nNpu PisHyx HO30AOMYHVX OANHULSAX NEPBUHHIUX iIMyHOOEedi-
umTiB. HagaHo OCHOBHI YSIBNEHHA NPO Cy4acHi MOXIMBOCTI | Npo6nemMu NikyBaHHS ypaxeHb Cyrmo0iB y AiTen 3 NEPBUHHVMM iMyHOOEDIUMTaAMN.
OnuncaHo OCHOBHI KNiHIYHI NposiBK cnHapomy HirmereHa B aitein. HaBeaeHo BMNaaokK 3 ypaxeHHsaMm cyrnobiB y ANTUHK i3 cuHapoMoM Hinve-
reHa.

BucHoBku. [10Tpebye NOaanslioro yA0CKOHANEHHS C1CTeMA NiKyBaHHSA aBTOIMYHHOI NaTonorii Ha T NEPBUHHWX FEHETUYHO OOYMOBIEHNX
NOPYLUEHb IMYHHOI CUCTEMN, BPaxOBYIOH 3POCTAHHS BMXMBAHOCTI NALEHTIB i3 NEPBUHHUMYK IMyHOAedILMTaMM, OCTaHHIMK POKaMu BUHMKAE
HEOOXIOHICTb PO3POBAEHHS KOHCEHCYCHMX PEKOMEHAALLIV LLOAO IXHbOrO BEAEHHS, L0 CNPUATUME NIABULLEHHIO IXHbOT AKOCTI XUTTA.

PoboTy NpoBeaeHO 3rigHo 3 NPUHLLMNaMn FenbCiHCbKOI Aeknapadii. IHbopmMoBaHy 3romy 6aTbkiB AUTUHIM OTPUMAHO.

ABTOPY 3asBNSOTb NPO BIACYTHICTb KOHDAIKTY IHTEPECIB.

KntouoBsi cnosa: fjm11, NepBUHHI iIMyHOOEDILNTI, apTPUTW, CUHOPOM HiimereHa.

Joint inflammation in patients with primary immunodeficiency

O.A. Oshlianska'.2, T.G. Nadtochiy2, A.P. Volokhal, S.I. Tolkach2

1Shupyk National University of Healthcare of Ukraine, Kyiv

2SI «Institute of Pediatrics, Obstetrics and Gynecology named after academician O.M. Lukyanova of the NAMS of Ukraine», Kyiv

Purpose — to analyse the leading markers of primary immunodeficiencies in children with joint syndrome based on a clinical case study.

The article presents literature data on one of the immunopathological syndromes — autoimmune syndrome — in children with primary immu-
nodeficiencies. Mechanisms of autoimmunity and frequency of joint lesions are discussed. It is emphasized that mostly lesions of the musculo-
skeletal system are observed in patients with primary disorders of antibody formation and in certain primary combined immunodeficiencies. It
was noted that there are specific features of damage to the musculoskeletal system in various nosological units of primary immunodeficiencies.
Basic ideas about modern opportunities and problems of treatment of joint lesions in children with primary immunodeficiencies are given. The
main clinical manifestations of Nijmegen syndrome in children are described. A case of joint damage in a child with Nijmegen syndrome is given.
Conclusions. The system of treatment of autoimmune pathology in the setting of primary genetically determined disorders of the immune
system requires further improvement, given the increasing survival rate of patients with primary immunodeficiencies, and in recent years there
is a need to develop consensus recommendations for their management, which will improve their quality of life.
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epBUHHI IMyHOMEDITUTHI CTaHU € Te-

TEPOTEHHOIO TPYTIOI0 3aXBOPIOBAHbD, IO

PO3BUBAIOTHCS BHACHIIOK CHMATKOBUX
nedexTiB y J/103piBaHHI IMYHHUX KJITWUH, BOHU
BKJIIOYAIOTh JedekTr sk HabyTol (crerudiuyHoi)
IMYHHOI BIiJITIOBI/li, Tak 1 BPOpKeHOl (Hecmeru-
diunoi). Ceoromni Biomo monaza 350 HO30J10-
TIYHUX OJWHUIb TIEPBUHHUX IMyHOAeMIIUTIB.
Hwuska kpain (Ipan, Ascrpasnis, @pamniisi, CIIIA,
kpainu JlaTuHCbKOI AMEpHKH TOINIO0) MaioTh Ha-
IIOHAJIbHI PEECTPU XBOPUX Ha IMyHOJedIIUTH.
3 HHUX BiZIOMO, 10 TOUIMUPEHICTh IMyHOIeDIIINT-
HUX CTaHIB y Pi3HUX YaCTUHAX CBITY CYTTEBO Pi3-
uuThest: Tak, CIITA mOBiIOMIISIOT PO HANOIIBITY
nommpenictsb (1:1200), Toxi six y @pamniiii gacto-
Ta peecTpaillii IepBUHHUX IMYHOIeDIIUTIB CTaHO-
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BuTh Jiviire 4,4 na 100 Tuc. Cepennst po3paxoBana
MOTMUPEHICTh ~ TEPBUHHUX  IMyHOAEMIITUTHUX
cTaHiB y cBiTi 1opiBHIOE 4,3 Ha 100 THC. HaceTeHHS.
Y 1isiomy, 3araJbHOEBPOINENCHKA KiJTbKICTb XBO-
pux csarae 28 tuc. [2]. Poqunni BUnajky BUSBJIEH]
y 58,2% cimeii [26].

Yacrime Ha Bpo/pKeHi imMyHOmedinuTh cTpa-
JKJAIOTh XJIOIMYUKH, CIIIBBIHOIIEHHS YOJIOBIKIB
JI0 JKIHOK 13 TepPBUHHUMU iMyHOAedIIIuTaMu cTa-
HOBUTH y cepenuboMy 1,4 [26]. Cepenniii Bik
Ha MOMEHT TIOSIBU CUMIITOMIB HailuacTile cKIalae
6 MicstiB, a Ha MOMEHT BCTAHOBJIEHHS IIaTHO3Y —
2 poxu. Kombinosani T-kaitunni Ta B-kaiTum-
Hi iMyHOZEMIUTH CTAHOBJATH HAUTIOIIUPEHi-
nry Karteropiio (28,6%), motiMm — BpomsKeHi e-
dbextu daronntis (25,4%), iHIi 4iTKO BUpakKeHi
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cunapomu imynoxedinuty (22,7%), mnepeBaskHO
3 nedimurom antutin (17,7%), 3axBopioBaHHS
iMmynnoi aucperyssiii (4,8%), nedexktu BpomKe-
noro imynitery (0,4%) i nedinuT KOMILJIEMEHTY
(0,4%) [26]. 3aranpHa cMepTHICTb NAIi€HTIB i3
MMEPBUHHUMY IMYHOZEDIIUTAMU B IIJIOMY 3aJi-
MAETHCS 10Ci BUCOKOIO (34,5%), TlepeBaskHO Oijib-
Ia JIeTaJIbHICTh MPUTAMaHHa BHUIAAKaM i3 KOMOi-
HOBaHUMH iMyHOZIeDITTUTAMH.

Kuiniuni posBu iMmyHOedIinUTIB € Hecneru-
Givnnmu. BpaxoByloun HasgBHICTh TEPBUHHOTO
ypaKeHHd IMYHHOI CHCTeMM, BOHU CKJIA/Ial0ThCS
3 KOMOIHAI] pi3HUX IMYHOOIIOCEPEIKOBAHUX 3a-
XBopioBaHb (iH(EKIINHNX, aBTOIMyHHUX, ajep-
riyHuX, OHKoJoTiyHMX). Haluactimum mepimmm
MTPOSIBOM IMYHOZe(DITUTIB € PerunBHi iH(peKIlii,
0COGJIMBO HUKHIX AUXaTbHUX TUIsIXiB (62,3%)
[26]. Ase mopsgn 3 iH(EKIMIHHUM CUHIPOMOM
y TAIliEHTIB i3 TMEePBUHHUMH iMyHOAedIiUTAMU
PEECTPYIOThCST HeiH(MEKITIITHI MPOsIBU, 30KpeMa aB-
toiMmyHHi. CamMe TOMY B TIalli€HTIB 3 aBTOIMYHHOIO
MATOJIOTI€EI0 HA MOMEHT BCTAaHOBJIEHHS JiarHO3y
3aBKIU CJIiJ[ PO3TJISAaTH MOJKJIMBICTD ii PO3BUT-
Ky SIK Tepinoi MaHidecTallii TepBUHHOTO IMYHO-
nedbimuty [18]. [Ipuyomy mneBni imyHomediTH
acolliifoBaHi 3 MEBHUMK aBTOIMYHHUME XBOpOOa-
MU TaK caMo, SIK 3 MEeBHUMH OMOPTYHICTUIHUMU
indexiisgmu [18].

Ax BizoMo, aBTOIMYHHI 3aXBOPIOBAaHHS $B-
JIFI0Th COOOI0 T€TEPOTEHHY TPYILy PO3JIA/IiB, TIPH
AKUX IMyHHA CHCTeMa pearye Ha BJIACHI aHTUTe-
HU, MO TPU3BOAUTH 10 PO3BUTKY 3amajieHHS Ta
MOMIKOJKEHHsST 260 TOpyIeHHsT (DYHKITT TKaHWH.
Bispiricts 3 aBTOIMYHHUX XBOPOO BBasKAETHCS
HOJIreHHUMH, 3/e01/IbIIOr0 TIOB’I3aHUMK 3 JIUC-
dyHKIiE0aanTUBHOTO(CIIeNnhiuHOTO ) IMYHITETY.
Mexani3amMu aBTOIMYHITETY y XBOPUX Ha IMYHO-
nedinuT TpoJIOBKYIOTh BUBYATHC. K BijoMo,
iIMyHHa CHCTeMa CTa€ TOJIEPAHTHOIO /10 BJIACHUX
AHTUTEHIB 4Yepe3 CYKYIHICTh TPOIECIB MEHTPAJb-
Hoi Ta nepudepndHoi TojepanTHOCTI. OCHOBHUM
MeXaHi3MOM 1HAYKI[I IIeHTPaJbHOI TOJIEpAHT-
HOCTi B KicTKOBOMY MO3KYy (juist B-rimdoruTis)
i Tumyci (s T-wmitun) € nenertis Bucokoadin-
HUX aBTOPEAKTUBHUX JIIM(OIHITIB, TO/i IK OCHOB-
HUMU MexaHi3zMaM# (opMyBaHHSI TepudepuyHoi
TOJIEPAHTHOCTI € aHepTisl, ITHOPyBaHHS aHTHUTe-
Hy, JeJelliss NIIXOM alonTo3y, 3acTOCyBaHHSI
iHTIGITOPHUX PEIENTOPiB 1 MPUrHIYEHHS aBTOpe-
akTUBHUX JimMdoruTiB T-peryaaropHaumMu KiIiTu-
Hamu (Treg) [33].

MexanismaMu pO3BUTKY aBTOIMYHHUX peakiiiii
MIpU TIEPBUHHUX IMYHOZeDIIUTAX BBAKAETHCS He
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TiJIbKM Hee(heKTUBHICTh MPOTUIH(EKITIITHOTO 3a-
XUCTY 31 3HAYHUM ITONIKOJKEHHSM TKaHUH 1 yT-
BOPEHHSAM aBTOAHTUTEHIB, ajie 1 3MIHU KLTHKOCTI
i mopymeHHs (GyHKII okpemux rmonyssiin T-
i B- simdonutis Ta MexaHi3MiB HeraTUBHOI pery-
Jianii imyHHOI BifnmoBini [6]. ABToanTHTINIA TIPO-
TU OfHOTO ab0 KiJIbKOX aHTUTCHIB BUSBJSIOTHCSI
B CHpPOBaTKax YBEPTi MAI[iEHTIB i3 IePBUHHUMU
iMmyHO/Ie(iNTaMN, YacTOTa BUSIBJICHHS 32 HasiB-
HOCTi aBTOIMYHHOI TaroJiorii 3pocrae 10 69,3%
(HaityacTilnie BUABJSIOTBCS AHTUTUPEOIIHI aH-
THTIJIa, TO3UTHBHA TipsiMa 1ipoba Kymbcea ta anTu-
HyKJIeapHi anTuTisa) [22,32].

Okpema rpyna MOHOT€HHUX TIEPBUHHUX iMYy-
HO/edIIUTIB 3yMOBJIEHA MYTallisIMU camMe B THX
reHax, sIKi € KPpUTUUYHUMU JIJIsT PEryJisdilii iMyHO-
JiorigHoi TosjepanTHOCTi. Jlo Takux craHiB Haje-
’atb mosiMopdisM i/abo myTtanii B renax AIRE
(aBroimynnuii peryssitop), FOXP3 (forkhead box
P3), IL2RA (cyboauHuis perentopa iHrepJiei-
Kina-2-asbda abo CD25), LRBA (uyrimBuii 1o
jinonosicaxapuis 6esxesuii skip), CTLA4 (tmuto-
TOKCUYHUI OiI0K, acomiiioBanuii 3 T-mimdorura-
mu4), IL10 (ren, mo xkoxye intepaetikin-10), IL10R
(ren, 10 KOAye perentop A0 intepieiikina-10),
FAS a6o CD95 ra iioro jirang, STAT5b (neperso-
pIOBaY CUTHAJY Ta aKTUBATOP TPAHCKPHUIIIi 5b),
a TakoXX IocujaeHHs (QyHKIII 3aBAsSKN MyTallii B
reai STAT3 (STAT GOF). Myrariii B 1iux resax
IPU3BO/IATH /10 IEPBUHHUX ITOPYIIIEHb IMYHHOI pe-
TYJIAIil, TTOPYIIeHb iIMYHOJIOTIYHOT TOJIEPAHTHOCTI
Ta 3POCTaHHSI PU3UKY PO3BUTKY aBTOIMYHHOI Ia-
toJorii [7]. Knacudikamiero MixuapogHoro co-
103y imyHosoriuaux ToBapucts (IUIS) y 2014 p.
BUJIIJIEH] Taki TPyNU 3aXBOPIOBAaHb IMYHHOI JIHC-
pEryJIAIlil: CHHAPOMHU CIMEHHOTO TeModaronurap-
Horo JimMdoricrionuTody, JiMmdonpoJtichepaTuBHi
CUHIPOMU, TeHETWYHi AeeKTH PeryasaTOPHUX
T-xsiTuH, aBTOIMYHHICTD 6€3 JiMmbornposridepartii,
aBTOIMYHHUI JiMpotnpostidepaTuBHUN CUHIPOM,
IMyHHA JIMCPETYJISIIS 3 KOJITOM Ta iHTep(hepoHO-
narii 1-ro tumy [6]. ITokazano, 110 11i po3aaan Mo-
’KyTh HaBiTh OLIBINOI MipoIo 3a iHIIi iMyHOmEDI-
IUTA CIPUYUHATU CXUJIBHICTH IO aBTOIMyHHUX
3aXBOPIOBaHb. 3a OCTaHHI KiJibKa POKiB 3p00JIeHO
3HAYHI yCIiX¥1 B PO3YMiHHI iXHbOTO naTorexHesy [6].

Cepet cMHIAPOMIB iIMYHHOI JUCPETYJIAIT 0cO6-
JIUBE Miclle 3 TOUYKU 30py PO3BUTKY aBTOIMYHiTe-
Ty nocigae [PEX-cunapom (iMmyHoamucperyJisiiii,
NoJlieHZIOKpUHONATIi, eHTeponarii  X-3ueryieHui
CUHIIPOM ), 00yMoBJteHmiT MyTaitieio B reri FOXP3,
KWW KOJIYE TOJIOBHUU TPAHCKPUIIIIHHUMI (hakTop
po3BUTKY Ta (yHKIil peryastopHux T-mimdo-
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1uTiB [33]. IPEX-cunapom KiiHIYHO TPOSBISETH-
Cd EeHTepOINaTi€lo, eHAOKPUHOIATIEI0 Ta €K3eMO-
noxiOHuM BrcumoM. HelogaBHO OIMMCAHB TaKOK
MOTO iHIII aBTOIMYHHI ITPOSBU: IIUTOIIEHIT, yPasKeH-
HS1 HUPOK, JIETeHb, TIEYiHKH, CyrJI06iB i cucTeMHi
BackyJiTh [24].

[lexisbka 1HIIUX PO3JA/IB IMYyHOPETYJIAIil
TaKOX BUKJIUKAIOTh (DYHKITIOHAJIBHI MOPYIIEHHS
Treg: nedinur CD25 (nedexthuit Bucokoadinuumii
PENenTop /10 iHTepseliKiHa-2) IpU3BOAUTH /10 (Pop-
MyBaHH$I aBTOIMYHHOTrO (DEeHOTHILY, CXOXKOro Ha
IPEX-cunapowm, aje 3 BUIIIOIO Uy TJIUBICTIO /10 Bipyc-
uux indekuiit [8]; xedimur STATSb npusBoauTh
JI0 TIOPYIIIEHHS Tiepe/iadi CUTHAMIB BiJl MUTOKIHIB
i daxropiB pocry it possutky IPEX-moxi6roro
CHMITTOMOKOMILIEKCY 3 TJIMOOKUM  iMyHOmedi-
IUTOM, HaAHI3MOM Ta I1HTEPCTUIiAJIbHUM IIHEB-
MOHITOM; flepinutT LRBA uepes 3HMXKEeHHS TTOBEPX-
HeBoi excripecii CTLA4 (inriGitopHoro perentopa
akTuBOBaHUX T-siMdormTis i Treg) mpogBaIETh-
csa pedinuToM aHTUTLI, JiMdorpomridepartieo i
ABTOIMYHITETOM y BWIJISJI IUTONEHIYHOTO CUH-
JIPOMY, IHTEpPCTUITIATbHUX 3aXBOPIOBAaHb JIETEHIB
i eaTepornarii [24].

Myrtamii B reni STAT1 wmatorh Hacaigkom
MOPYIIEeHHS TOCUJIeHHs (YHKINI IUTOKIHIB i3
NITMPOKUM CIEKTPOM KJIIHIYHUX TPOSIBIB i3 peru-
JIMBHUMU OINOPTYHICTUYHUMY iHGEKIIIMHU, CHh-
CTEeMHUM 3allaJIeHHSIM, aBTOIMYHHUMHU PeaKIisIMU
y 37% BUNAJKIB, MiIBUIIEHHIM PU3UKY PO3BUTKY
AHEBPU3M, 3JIOSKICHUX TyXJIMH Ta acTMH ab0 eK3e-
Mmu [24].

Haiigimominum cepesl  KOMOiHOBaHUMX — imy-
HO/leIlUTIB, aCOIIMOBAHUX 3 aBTOIMYHITETOM,
€ cungapom OMeHHa, SIKMIl PO3BUBAETHCS BHa-
CJIIJTOK MyTalliil y IBOX TeHax, 10 aKTUBYIOTb pe-
KOMOiHaIiI0  [1e30KCUPUOOHYKIEIHOBOI ~KUCJIOTH
(rern RAG), 1o 3abe3redye MOKIUBICTb TreHe-
pyBatu T- i B-kiitunauii periepropiym. Tskkuii
KOMOiHOBaHMiT  iIMyHOAEMDIIUT TPU  CUHAPOMI
OMeHHa XapaKTepU3yeThCs TJIMOOKOI0 HeIO0CTaT-
HicTIO T-KIITHH 13 BIVINBOM Ha B-KJIiTUHU Ta MPU-
poxni Kijsepu. Xoua OibIIICTh TAIEHTIB MailKe
He Mae T-mimdornutis, y iXHBOMY Opraiami 36epi-
rafoThCsl 3aJUIIKOBI, HeperyJsboBaHi T-KIITHHMU.
Towmy B narienTiB i3 cunzpoMoM OMeHHa criocTepi-
raeThbcs OJIITOKJOHAIbHA €KCIIAHCis aKTMBOBAHUX
T-niMbonuTiB 3 0OMEKEHNM PENEPTOPIYMOM IXHIX
penientopiB. BopHovac nopyinyerbes iXHs Hera-
TUBHA peryJsilisg B TuMmyci ta B-kiiTuHHaA TOJIE-
PaHTHICTD, 10 TAKOK Bilirpa€ HeraTUBHY POJIb Y
PO3BUTKY aBTOIMYHiTeTYy. Kpim miziButiieHO1 cripuii-
HSITJIMBOCTI 710 iH(EKITii BiJi HAPOIKEHHS, TTalli€H-
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TH i3 cunapoMoM OMeHHa PO3BUBAIOTH YMCJIEHHI
aBTOIMYHHI CTaHU, Y TOMY YKCJIi JTiM(baIeHoTaTiio,
CIJIEHOMETAJi10, epUTPOJIEPMil0 Ta aBTOIMYHHE
nopymuieHHs YHKIII 1MeviHku 3 eo3nHodIIiE0 Ta
IiIBUIIIEHUM PiBHEM iMyHoro0y iy E, mo cBia-
YUTHb TIPO 3aJy4yeHHs /10 MATOJOTIYHOTO IIpoliecy
i cybnomyasanii T-xesmepuux JimdouuTis 2-1o
tuny [3]. Cepen aBTOIMyHHUX MATOJIOTIH TPU CUH-
npomi OMeHHa BiIMIYaIOThCS MOJIAHTIIT i3 TpaHy-
JIEeMaTO30M, aBTOIMYHHI 1uToreHii Ta aprputu. [1a-
Ii€HTH 3 TinoMophHUMU MyTalisiMu B reHax RAG
31aTHI BUPOOJISTH IIUPOKUI CIIEKTP aBTOAHTHTLII,
y TOMY 9MCJi HeliTpasizyounx intepdepon-anbha
i iHTEepdepoH-TaMMa, 1o TPU3BOIUTD 10 PO3BUTKY
XPOHIYHWNX BipyCHUX iH(EKIIH, SKi CTAIOTh TpUTE-
POM Pi3HOMaHITHUX aBTOIMYHHUX IIPOLECiB [24].

ABTOIMYHITET TaKOXX MOKHA CIIOCTEpiraTu
B TAIIEHTIB 3 IHIMMU (HOPMaMK TSAKKOTO KOMOi-
HOBaHOTO iMyHOJEDIIUTY, Y TOMY duci aediiuT
ajJieHo3MH/Ie3aMiHa3n-2 (aBTOIMYHHI IIMTOIIEHii,
IyKpoBUil piaber 1-ro THIy Ta aBTOIMyHHUII TH-
peoinut); aedinuT MypUH-HYKIE03U-hochopu-
sazu (PNP) (aBToimynHi muTotnenii, aptpur) [24].
CunzpoM akTUBOBaHOI (hochoiHO3UTHI-3-KiHA3H,
III0 PO3BUBAETBHCS B PE3YJIBTATI TETEPO3UTOTHOTO
nocuieHHss (OYHKINI i cuHTe3y (hbepMeHTy 3 Hal-
MipPHOIO aKTUBAIIIE€I0 CUTHAJIB TaKOK TTPU3BOIUTH
0 PO3BUTKY KOMOiHOBaHOTO imyHOmebImTy
31 3MEHINEHHSIM BMIiCTy HaiBHUX T-KJIiTWH, 3po-
CTAHHSIM KiJTbKOCTI audepeHitiioBannx eheKkTop-
Hux T-gimdonnTtis, npoMizkaux dopm B-mimdo-
nuTiB i gedinurom antutisi. Kiinivai denornmnm
fforo myske BapiabeJsibHi, Y TOMY YHCIi PEIUANBHI
iHdexkIii AMXaaTbHUX IJIAXiB, TepIecBipycHi iH-
dexkiii 3 gimdonpodtidepallielo Ta aBTOIMYHITe-
TOM. ABTOIMYHHI IPOSIBU BKJIIOYAIOTh ITUTOTIEHIT Ta
apTPUT, YaCTO PO3BUBAIOTHCS aBTOIMYHHI renaTu-
TH, TIEPUKAPUT i TIIOMEePYTOHePPUT, a TAKOXK JIiM-
(hoimna rimepniazis B JereHsIX i MJIyHKOBO-KUTII-
koBoMy TpakTi [24]. /o BunHaiizeHHs MmyTaiiit
y IUX reHax 6araTo MAIi€HTiB i3 BUIEOMTHNCAHIM
CXOKUM CHUMIITOMOKOMILJIEKCOM BiIHOCUJIUCS /10
3araJibHOIO BapiabeIbHOTO IMyHOAEDIIIUTY.

[TamienTn 3 nedexramu aHTUTEHIB TOJIOBHOTO
KOMIIJIEKCY TiCTOCYMiCHOCTI I MOXKyTh po3BUBATH
MOJHAHTIITOOAIOHT ypaskeHHsT MIKIpU Ta ToJiap-
put. [ledinuT iHLyNINOEIbHOT0 KOCTUMYJISTOPA
(ICOS) Bukmmkae auchynkiio B-kaitun, npu-
GJIM3HO TP YBEPTI MALIEHTIB MalOTh aBTOIMYHITET,
y TOMY YMCJIi PeBMATOJIOTIYHI MPOSIBYU, TaKi K ap-
TPUT i IIUTOTIEHIi [24].

Hocmimxerns 130 meniaTpyIHUX TAIIEHTIB 13
cungpomom /i JIsxop/ki cBigunTsb, 1110 8,5% MaioTh
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MOETHAHHA aBTOIMYHHOI ITUTOIIEHil, TilIOTUPEOo3y
i aprputy. Ha momaToxk a0 KJIacMYHUX TPOSIBIB
TPOMOOITUTOTIEHIT, eK3eMU Ta PENUANBHUX iH(DEK-
1iif, /10 BOX TPETHUH XBOPUX MAIOTh ABTOIMYH-
Hi TOPYIIEHHd, y TOMY YHCJi ITUTOTEHil, apTPuT,
mKipHUI i/a60 1epebpaabHiii BACKYJIiT, HUPKOBI
YPaKeHHs Ta 3alajbHi 3aXBOPIOBAHHS KHUIIEYHU-
Ka. Bispbiiicte XBOpUX MalOTh NPUHANUMHI OJUH
Pi3HOBU/I IMPKYJIOIOYNX Y CUPOBATIN KPOBi aBTO-
PEaKTUBHUX AHTUTIN 3 iMyHOrIOOYIiHIB KiIacy G
i/abo A [24].

TinepiMyHorI06ymiH-M-CUHAPOM € IepBUH-
HUM KOMOIHOBaHUM iMyHOAeMIIUTOM i3 TreHe-
TUYHO OOYMOBJIEHUM X-34eIIeHUM  Je(eKTOM
airangy CDA40, Buo3mMiHM SIKOTO TPU3BOJAATH 10
MOPYIIEHHS TIepEMUKAHHSI CUHTE3Y Pi3HUX KJIaciB
imyHorsoOyriniB. KpiM TOBTOPHHMX JiereHEeBUX
i MJTYHKOBO-KUNIKOBUX iH(eEKIi, y 6% naiienTiB
CIIOCTEPITAIOThCA  3allajibHi 3aXBOPIOBAHHS KH-
nreynnka, B 11% — cepoHeratuBHUII TOTiapTPHT,
y 45-60% — xponiuna HelTporeHis 3 abo 0e3
TpoMOboIuTOIeHil Ta aHemii, y 50% — peBMaTH4YHa
narosoriga [18,24]. Cunapom Bickorta—Onapuua
TaKOXK XapaKTePU3Y€ETbCS PO3BUTKOM aBTOIMYHHOI
naTosorii y 70% BUIAIKiB.

ImynozsedinuT, MO TPUBBOAATH 10 TSIKKOI
JiMdoTieHii, IK TepBUHHI, TaK i BTOPUHHI, MOKYTh
3yMOBJIIOBATH aBTOIMYHITET 4Yepe3 HaJJIUIIOK
TaKUX IATOKIHIB, SIK iHTepJIeHKiH-7, 10 CIIPUYH-
HS€ TOPYIIEHHS IPOIeCy TOMEeOCTaTUYHOI IIPOJIi-
departii i yrBopeHHS JiM(MOINTIB, SKi € PEAKTUB-
HUMU TIIOJI0 BJIACHUX aHTureHiB [18].

[Ipore cepen kombGiHOBaHUX IMYHOMEMIUTIB
HAYaCTIMM € 3arajbHUNl BapiabenbHuil iMyHO-
JnedilluT — reTeporeHHa rpyia 3aXxBOpIOBaHb, sIKa
XapaKTepU3y€eThCsl HEJOCTaTHIM CUHTE30M aH-
TUTIN i ocHoBHUMU jepexktamu T-kuitun, y 10%
MTOB’sI3aHi 3 aBTOCOMHO-/IOMiHAHTHUMU MYTaIlisIMU
B POAWHI perenTopiB (hakTopa HEKPO3Y MYXJIMH
[24]. To 10—20% ycix 3aranpHux BapiabesbHIX
iMyHOIe(biTTUTIB MAOTh i7IeHTU(IKOBAaHY MOHOTEH-
HY NIPUYUHY, cepell EBPOIEChbKOl oMYAl Hail-
YacTillie CIOCTepiraloThCs TeTEePO3UTOTHI BapiaH-
TH TeHiB, MO KOAYIOTh KaouoBi yactuuu NF-kf
(NFKB1 i NFKB2) Tta myramii B reni PRKCD.
KriniyHi 11posiBu Hacamiiepes; BKJIIOUAOTh PeIu-
JIUBHI CHHOITYJIbMOHAJIbHI Ta HIJIYHKOBO-KHIII-
koBi iHdexktii [18]. HemonaBuo omnucanuii e
o[MH KOMOiHOBaHMI iMyHOmedinut, 0OyMoOBIIe-
HUH JIOMiHAaHTHO-HETAaTUBHUMH JieheKTaMu B TeHi
CARD2 3 moganpmmM MOPYIIEHHSM aKTHBAITii
6iska NF-kB, dyukmiit T-xaituaaux i B-kiritun-
HUX PENENTOPiB Ta 3HUIKEHHSIM KiJTbKOCTI KJIITUH
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nam’sti. Kpim aTomiynoi maToJsiorii Ta pernuanBs-
HUX iH(EKIi BepXHiX AuXajbHuX mursaxis, 20%
MAIEHTIB 13 1Mi€10 XBOPOOOIO CTPaKIAOTh Ha
aBTOIMYHHY I1aTOJIOTiIO [24].

3arasom, 3a JaHUMHU 0araToIEHTPOBOTO J0-
caiprennd, cepen ycix nonan 2000 xBopux Ha
3araJbHuil BapiabeabHuil iMyHoAePIiuUT Y TpeTu-
HU O0CTEKEHUX BHUSIBJIEHO XBOPOOM 3 aBTOIMYH-
HUM MEXaHi3MOM PO3BUTKY (TPOMOOITUTOIEHISI,
PEBMATOIIHUI apTPUT, BACKYJIIT, YBEIT, CUCTEMHU
yepBOHUI BoBuak) [13,28]. ¥ nopocsiomy Bitli 3a-
rajgbHUI BapiabeJbHUN iMyHOZEDIIUT € Haiio-
IMAPEHIUM  KJIIHIYHO 3HAUYIIUM TePBUHHUM
imyHozedimuTom [28]. Cepen peBMaTU4yHOI 1MaTo-
Jiorii, sika Bigmivaerbesa B 6—10% mariieHris i3 3a-
raJbHUM BapiabeTbHUM iIMyHOAe(DIIIUTOM, HANUITO-
HIMPEHiIIo XBOPoOOI0 € PeBMATOIAHUIT apTPHUT.
CriekTp aBTOIMYHHOI TATOJIOTII MPU 3arajbHOMY
BapiabebHOMY  iMyHOZeMIIUTI  POSHIMPIOETHCS
3 BikoM (IMYHHI aJIOTIeTlii, 1iesTiakisi, By3/yBaTa epu-
Tema, heHomeHn PeliHo, pennInBHI BUPAa3Ku POTO-
BOi MTOPOKHWUHU, aBTOIMYHHUH TACTPUT 1 TIEPBUH-
HUM >KOBUHME XosaHTiT). [likaBo, 110 B MaIieHTiB
i3 3arajpHUM BapiabejbHUM iMyHOAEIIMTOM 32
HAsBHOCTI aBTOIMYHHOI marosiorii Ta 6e3 Hel He
BUSIBJIEHO CTAaTUCTUYHO 3HAYYIIMX BiJIMiHHOCTEN
IMyHOJIOTIYHMX MTOKa3HUKIB, sIKi 6 MOTJIN CJIyTyBa-
TU TPEJIMKTOPAMU aBTOIMYHITETY.

[MamienTn 3 nedexkramu mepeBaskHO TYMOPaJb-
HOrO IMYHITEeTYy, HailOi/IbIl SICKpAaBUM IPHUKJIA-
JIOM cepejl IKUX € arammarsiobysiineMis Bpyrona
(B-xmituan He AnbepeHItoThCA B MJIa3MaTHIHI
KJIITUHU ), TAKOK MOXKYTb CTPK/IaTH BiJl aBTOIMYH-
HUX YCKJIaJHEeHb. BifiMiuaeThcst BipOTiIHO TMi/iBU-
mena yacrora (o 15% nomnyJsilii) 1oBeHiTbHOTO
1II0NMaTUYHOTO apTPUTY, ACEIITUYHOTO MOJIiapTPU-
Ty, IUTOIEHi], ajiorellil, 3amaJbHUX 3aXBOPIOBAHB
KUITIeYHUKA Ta jjepMaroMio3uty [18,24].

Y nmamieHTiB i3 ceseKTUBHUM Ae(illuTOM
CEKPETOPHOTO iMyHOTIOOYIiHYy A Takox y 28—
31,7% BUMAJKIB ONMUCYIOTHCS ABTOIMYHHI 3aXBO-
pioBarHs [36]. Cepen HUX HAWIMOIUPEHIIT CH-
cTeMHUil YyepBoHUil BOBYaK (2,78%), TUpeoinuT,
1ykposuii giaber 1-ro tury, xsopoba Kpona, Bupas-
KOBUI KOJIIT, pEBMATOIIHUI apTPUT, IOBEHIJIbHUN
imionatrunuii aprput (13,89%), ankinosdyiounii
ciorauit i Bitismiro [36]. Ile miakpeciioe Heob-
XiJIHICTH TTPOBEJICHHST aKTUBHOTO CKPUHIHTY Ha aB-
TOIMYHHI 3aXBOPIOBAHHS B TAIIEHTIB 13 CEJICKTUB-
HUM JeiliuTOM CEKPETOPHOTO IMyHOTJIOOYTiHY A.
He Busnaueno, um i3osboBaHuii JediluT cekpe-
TOPHOTO iMyHOTI00YIiHy A cam 1o cobi cTBOpIoE
PU3UK AaBTOIMYHITETY, YW ICHYIOTb IMiICPYIH Ta-

125



Yntanmrte Hac Ha caunTi: http://medexpert.com.ua

KAIHIYHMIM BUTTAAOK

IIEHTIB 3 IHIIUM, BCe Ill¢ He YTOUYHEHUM Pi3HOBU-
IOM iIMyHOZeDITIUTY, KNI 3yMOBJIOE TTiIBUIIEHY
CXUJIBHICTD /IO aBTOIMYHITETY [24].

[TepBunHi imyHOZediUTH, N0 BIJIUBAIOTH
Ha 1uToToKkcnuHicTh CD8+ T-kiriTuH i mpupoaHuX
KiziepiB, Hanpukiaa, aedimuT nepdopruHy i CUH-
npoMm [puriest, moB’s13ani 3 PO3BUTKOM remModa-
rouTapHoro cunapomy [18].

Cepen  nmedexTiB  BpPOMKEHOTO  IMYHITETY
XpOHIYHA TpaHyJeMaro3Ha XBOpoba acolliiioBaHa
3 aBToiMyHiTeTOM. Kiylacm4yHUM NIPOSIBOM TIpaHy-
JIeMaTo3HOI XBOPOOU € 3amajibHe 3aXBOPIOBAHHS
KUIIEYHWKa, TPU X-34ellJIeHill TaToJOoTil TaKoX
3POCTa€ PU3UK PO3BUTKY MIKIPHOTO AMCKOIAHOTO
BoBYaKa [24].

[IInpoko BizOMO, IO HEMOCTATHICTH PaHHIX
KOMIIOHEHTIB KJIACUYHOTO MIJISAXY aKTUBallii cH-
cteMu KoMmiuieMenty, y Tomy uncyai C1, C2 i C4,
TICHO TIOB’SI3aHa 3 PO3BUTKOM CHCTEMHOTO 4ep-
BOHOTO BOBYaka, mpuuomy upu zgedinuti Clq
xBopoba po3BuBaeThest y 90% xBopux. Xoua MoBHA
BiJICYTHICTb KOMIIOHEHTiB KOMIIJIEMEHTY HAI[I€HTIB
i3 cUCTEMHUM 4YePBOHMM BOBYAKOM BiJIMiYa€THCS
TibKU B 1% BUMAJIKIB, TPOTE YACTKOBA HEOCTAT-
Hicte C4 nagBHa y 40% XBOpHUX, i caMe B TaKuX
BUTIA/IKAX CIIOCTEPIra€ThCS TSLKIUI TTePeDir JTrory-
cy [24].

AnHani3 JaHuX TOMePe/IHIX JIOCI/IKEHb TOKa3ye
He TIJIBKM OKPEMi OIMCH aBTOIMYHHOI MaTOJOTil
MPY Pi3HUX NEPBUHHUX iIMyHOeiTUTaX, ae i 3a-
raJbHy BUCOKY YacTOTY PO3BUTKY i1 B KOTOPTHUX
JOCJI/IKEHHAX.

3a JaHWUMU Pi3HUX JOCTIAHUIBKUX TIEHTPIB,
4acTOTa BUSIBJIEHHSI aBTOIMYHHHMX XBOpPOO CyT-
TeBO KoJsmmBaeThbcd. Tak, Hans-Hartmut Peter
Mi/IKPECJTIOE, O B KIATHIYHOMY (hEHOTHUII MOXKYTh
nepeBakaTH pucu abo aBTOIMyHHI, ab0 iH(eKIiii-
HUI cuHApOM, i noBigomiisie ipo 10% Bumaakin
3 aBTOIMYHHOIO TIATOJIOTI€I0 HA TJi TIEPBUHHOTO
imynozgedinuty [19]. Toxi gk kyBeiTCbka KOTOP-
Ta TAIEHTIB 13 MEePBUHHUMU iMyHOAedIUTAMI
3 286 mirteil i3 mepeBakaHHSIM KOMOIHOBAHUX iMy-
Hogedinutis (19,9%) y 107 Bunaakax onucye as-
TOIMYHHI TIPOsiBH, 3 IKUX 30% XBOPUX CTPAKIAIOTH
Ha JIBI aBTOIMYHHI XBOPOOH, TPUYOMY 3aTPUMKA
B JIlaTHOCTHUIN iMyHOAEDIIUTY BipoTifHO OisbIia
B TAIIEHTIB 3 aBTOIMYHHMMM XBOpoOamMu Ha TJIi
iMyHO/IeDIITUTY TOPIBHSAHO 3 TUMH, Y SIKUX TPO-
sBiB aBTOIMyHiTeTy Hemae. Huskua BuKMBaHICTD
32 HasIBHOCTI O3HAK aBTOIMYHITETY B IAIi€HTIB i3
CHCTEMHUMU XBOPOOAMHU CITOJIYYHOT TKAHUHY TIPU
aToJIorii KoMIieMeHTy abo ryMOpasibHOI Ta (haro-
IUTapHOI JTAaHOK iIMYHHOT BinoBii [25].
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3a gaHnuMu  (QpaHIly3bKOTO HAIIOHAJIBHOTO
peectpy TnepBuHHUX imyHozedinuTtiB (Centre
de Reference Deficits Immunitaires Hereditaires
register — CEREDIH), 3 2005 p. cepen 2183 3a-
PEECTPOBAHUX BUTIAJIKIB i3 IEPBUHHUM iMyHO1€(Di-
utoM (43% 3 SKUX MaloTh MepeBaKHO B-KiiThH-
Huii imynozedinut [12]) maridecrariis opHOTO
ab0 KibKOX aBTOIMYHHUX 3aXBOPIOBaHb BUSIBJIE-
Ha y 26,2% xBopux, nepeBaxkuo 10 50 pokis [17].
ABTOpaMu Bif]MiUY€HO, IO 3arajbHUN PU3UK
PO3BUTKY aBTOIMYHHOI TIATOJIOTI] He BUINWH, HIX
y TMOIYJIALIT B IIJIOMY, IPOTe PUBUK JIEIKUX OKpe-
MUX CTaHiB CYTTEBO Bi/IPi3HSIETLCS: PUBUK PO3BUT-
Ky aBTOIMyHHOI 1utonenii y 120 paziB Bummmii, Hixk
y 3arajibHill TOIyJIIlii, 3aMaJIbHUX 3aXBOPIOBAHb
KuiedHnka y gireit —y 80 pasiB BUIUi, apTpuTy —
B 40 paziB [17]. PeBmaTosoriudi 3aXBOPIOBaHHS
3apeectpoBani y 12,8% maiieHTiB i3 NepBUHHIMU
iMyHoebilTuTaMu, pU3UK IXHBOTO PO3BUTKY 3ara-
JIOM 3pocTa€ B 6 pa3iB, y mutsgdomy Bitli — y 40 pasis
[17]. 3Barampawmit BapiabesbHUil iMyHOMEDITTUT
XapaKTePU3YEThCST ~ HAUOIIBIIMMKU ~ PUBUKAMU
PO3BUTKY aBTOIMyHHOI ntatosorii [17]. Panni npo-
SBU 1H(MEKIIITHOTO CUH/IPOMY Y XBOPUX HA iIMyHO-
nedinuT He BIVIMBAIOTH HA 3POCTAHHS PU3WKIB
po3BUTKY aBToiMyHiTeTy. Ha kanb, HasgBHICTH
aBTOIMYHHOI TATOJIOTII TIOTIPIILYE MOJAATIbITY OUiKYy-
BaHy e(deKTUBHICTh TPAHCIJIAHTAIll KiCTKOBOTO
Mo3Ky [17].

B ipancerkomy peectpi [5] cepem 227 marii-
entiB (1999-2016 pp.) i3 sarasbHuM Bapiabesb-
HUM iMyHOZEDIIMTOM peBMaTHUHI XBOPOOU Bijl-
miveni y 10,1% oOCTe)KeHHX, 3 SKHUX XPOHIY-
HUU 3alaJbHUN apTPUT BUSIBJIEHWI TPUOIU3HO
y 3% TallieHTiB.

Y croBeHCbKOMY HalliOHaJbHOMY peecTpi [9]
iMyHO/IeIIUTIB  3apeecTpoBani 247 TaIli€HTIB,
3 sakux 78% — BikoMm 10 18 pokiB. ABTOIMYyHHI
MPOSIBY Bifimiueni y 22% 3 Hux, jgiMdornpoJidepa-
TUBHi/Tpanysemarosni — y 12%, aBrosamnaabHi —
y 5%, anepriuni — y 4% xBopuX. ABTOIMYHHI TIPO-
SIBU BUSBJIEH] B yCiX TAIIEHTIB, y SIKUX iMyHOzeDi-
IATH KJacu(iKoBaHi K 3aXBOPIOBAHHS IMYHHOI
UcperyJisnii, y 47% mnalli€enTiB i3 XPOHIYHOIO
rpaHyJIeMaToO3HOI XBOPoOoto Ta y 38% marlieHrin
i3 TIepeBaskKHO IMYHOeDITTUTOM aHTUTIJI.

Y nomyndgnii yKpaiHChKMX XBOPUX aBTOIMYH-
Hi XBOpOOU B JIiTell 3 MEePBUHHUME iMyHOIe]iim-
TaMU BUSBJSIOTHCS TAKOXK 13 BHCOKOIO YaCTOTOIO
(27,5%), 3 nux 10% marieHTiB i3 peBMaTUYIHOTO T1a-
Tosiorieto. [IpudyomMy apTpuTu BiiMidalOThCs T1epe-
BayKHO TIPU TAKKUX iMyHOIedinnTax i3 gedinurom
AHTUTIJIOYTBOPEHHS, 32 YACOM PO3BUTKY KJiHIYHI
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MIPOSIBM apTPUTY aCOII0IOThCSA 3 MaHidecTallieo
ocHoBHOI marosorii [10].

PerpocnextuBauitanamizmokymenTarii1036ma-
mienTis (2003-2019 pp.) auTsayoro BiKy 3 TeHe-
TUYHO TIiATBep/KeHUM y 48,2% BUIIAIKIB Tep-
BUHHUM iMyHOzieinmuToM [22] TIoKasye, 110 aBTo-
iMmyHHi xBopo6u crocrepiraiorbest y 10,1%, npote
He BUSBJIEHO CYyTTEBUX 0COOJMBOCTEl IXHIX KJIiHIY-
HUX TPOSBIB 3aJI€KHO Bijl PI3HOBUAY iMyHOmedi-
nuty. JlimdonposidepaTuBauii CUHAPOM YacTiiie
BigMmivaeThbes mipu gedeKrrax dharonuTapHoi CucTe-
mu (88,9%).

IlikaBo, mo B 34,4% i3 1083 marienris, 1110
HaJIesKaTh /10 YOTUPHOX KOTOPT i3 IEPBUHHUMU iMY-
Ho/e(IIUTaMH, CITIOCTEPIra€ThCs HAABHICTD OLIBIII
HIXK /IBOX aBTOIMYHHMX 3aXBOPIOBaHb (HaliyacTiiie
e ypaKeHHs MUTONOAIOHOI 321031 Ta CUHIAPOM
[ITerpena). 361/bIIYIOTh PUSUKHU MOJiaBTOIMYHITE-
Ty JKiHOYA CTaTh i CiMECHHUIT aHAMHE3 aBTOIMYHHOI
narostorii [28]. YV 1988 p. Iymbeprom i Jomonmgom
3aIIPOIIOHOBAHO IOJIIUTH TaKi CTaHU 3a KJaacTepa-
MU, JI0 IPYTOTO KJIACTEPY BHECEHO MepeXpecHi peB-
MaTHYHI 3aXBOpIOBaHHs [28].

Pi3Hi aBTOIMYHHI XBOPOOHU acOIIOIOTHCS 3 Pi3-
HUMU IMYHOJeDIIIUTHUMU CTaHAMU. Y3arajbHIO-
0Y” BUIe3a3HAYEHE, JIOIIJIBHO MiAKPECTUTH, M0
Ha CUCTEMHUI YePBOHUI BOBUAK XBOPIIOTD TAIli€H-
tn 3 nedinmuroMm kommnoHenTiB C1, C2 i C4 cucre-
MU KOMILJIEMEHTY, CeJIeKTUBHUM iMyHOAepilluTOM
i3 HeprocraTHicTIO iMmyHOTI00Y1iHY A, STAT1 GOF,
3araJibHUM BapiabeabHuM imyHozpedimurom. Cun-
JIPOMU BaCKYJIITYy TPANJAIOTHCS TIPU TOJOBHOMY
KOMILIEKCi TicTocymicHocTi-1-medinuTi, cuuaapomi
Bickorra—Onnpuua, cungapomi baay, IPEX-cun-
JpoMi, rinepimyHorso0yin-E-curapomi 3
DOCKS-zedinurtom, 3arajibHoMy BapiabeJIbHOMY
imyHozedinmuTi. Cunzgpom Illerpena xapaxkrepumuii
JUI aBTOIMYHHOI T10JIieH/IOKPUHOIIATII, eKaH/u-
7103y Ta eKTOoAepMasbHOI ANCTpPodii, 3araJbHOTO
BapiabesbHOTO iMyHOmedinuTy [27]. 3asnauene
00YMOBJIIOE TIOTEHIITHY MOKJIUBICTH 3BY/KEHHS
00CsATY TEHETHYHOTO OOCTEKEHHS 3 METOIO TOIITY-
Ky iMyHO/Ie(ilUTy B TIAI[IEHTIB 3aJI€KHO Bijl MaHi-
(hecTHOI aBTOIMYHHOI TATOJIOTI].

[Ipote 6arato aBTOPIB TiIKPECIIIOE, IO yPaKeH-
HST KICTOK 1 cyryi00iB € BKpail OMUPEHNM i pi3HO-
MaHITHUM TIPH PisHUX iMyHOAedIIITaX, 0COOINBO
[IPU TYMOPaJbHUX iMyHOeDIIINTaX 1 TOPYHIEHHIX
KisbkOCTI Ta GyHKIIl daromuri (Hacammepes
npu BapiabebHOMY iMyHOeDIIUTI, araMMaryio-
Gystinemii, cuHApOMi rimepiMyHOTIOOyMiHEMIT M,
CeJIEKTUBHOMY J1eillnTi CEKPETOPHOTO IMYHOTJIO-
Oyutiny A, riikorenosax) [38].
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Cutiz 3a3HaYUTH, 1110 Y XBOPUX HA TIEPBUHHI iMYy-
HOeITUTH MOKYTh CITOCTEPITATUCS K CENTUYHI,
TaK i aCenTUYHI i TOEIHAH] BU/IU aPTPUTIB.

Tax, apTpuTn yacto BiMidaiOThCd 1Ipu X-34e-
miesomy CDA40L-gedinuri (Haityactima mpu-
YyyHa  TrinepiMyHOrI00yIiH-M-cuHIpOMYy),  Ya-
CTO B TOEAHAHHI 3 adTO3HUMHU CTOMATUTAMHU,
CEJIEKTUBHOMY iMyHO/IeilUTI 3 HEIOCTATHICTIO
iMmyHOTIO0Y IRy A, cuHApOMI TIOCUIeHHs (hyHK-
mii STAT3, cunzapomi baay, aktuoBanoi doc-
doinosuTna-3-KiHazu-d-CUHIPOMI; TOJIOBHOTO
KOMILJIEKCY — TictocymicHocTi-I-nedimuTi, aBTO-
iMyHHOMY JTiMoriposihepaTUBHOMY  CUHIPOMI,
cuaapomi Jli Jlxopmxi, IPEX-cunapowmi, cun-
npomi Bickorra—Onapuua, aedinuti iHIyKOBa-
HOTO KOCTUMYJISATOPA, AedilluTi MypUH-HYKJIEO-
su-ochopuiiasm, TSHKKOMY KOMOIHOBaHOMY iMy-
HomedinuTi, X-34emseHiii arammario0yJiHeMii
(bpyrona). CenTuuHi apTpUTH TaKOXK IIPUTAMaHHI
X-guerieniit  arammarsioOyainemii  (BpyTona).
3a3BUYall CIIOCTEPIra€ThCs 3allajieHHsT  OJ[HOTO
abo JIeKIJIbKOX Cyryi00iB, apTPUTH YacTilie MaloTh
MIKOTIJIa3MOBY, CTa(iJIOKOKOBY, CTPENTOKOKOBY
a6o remodinbHy etiosorio. CrocTepiraroTbes Ipu
11iif maTosorii He Jjintie iH(heKITiiTHi, aje i peakThB-
Hi aprputu (06yMOBJIeHI (heHOMEHOM aHTUTEHHOI
mimikpii). KpiM KicTKOBO-CyrI000BUX TIPOSIBIB
iH(EKIITHOTO TIOXO/KEHHs, TPU IMyHOzedilum-
Tax MO’Ke CIIOCTePiraTucs acenTUYHUN Heepo3uB-
HUI MMOJIIaPTPUT, HU3bKUU 3PIiCT Ta iHII KiCTKOBI
nedopmartii. Po3BUTOK 10BEHIJTBHUX ijiomaTwd-
nux aptputiB (IOIA) wacrime cnocrepiraetbes
npu iMyHOeDITUTaX i3 HEIOCTATHICTIO aHTUTLJIO-
YTBOPEHHSI Ta 3araJlbHOMY BapiaOeJbHOMY iIMyHO-
nedimuTi.

[ani cydacHuUX  JIOCHiKEHb  ITOKa3yIOTh,
1[0 YaCTO PEBMATOITHOIOAIOH] ypakKeHHsI CyTri100iB
i3 BUSIBJICHHSIM y CHUPOBATIII KPOBI XBOPUX aHTHU-
HyKJIeapHUX CHelndiuHuX aHTUTLT (HApPUKIAZ,
AHTUTLI 10 HATUBHOI J/1€30KCUPUOOHYKIEIHOBOI
KHUCJIOTH, puboHyKeonporeiny, SS-A, SS-B Torio)
Ta XPOHIUHI HeePO3UBHI aPTPUTH 3 iIHIIIUMHU BOBYA-
KOBOIOIIOHUMM ITPOSIBAMU CYIIPOBOIKYIOTH O1/IbIII
pizkicHi maTosiorii, Taki gk gedinut RAG, gki cirifn
3aITiIO3PUTH B TIAIIEHTIB 3 aTUTIOBOIO KJIIHIYHOIO
KapTUHOI PEBMAaTUYHOI XBOPOOU HABITh 32 BIZICYT-
HOCTI iH(EKIIHHOTO cMHAPOMY B aHamHe3i [11].

PerpocriekTrBHE KOTOPTHE AOCI/KEHHS 268 Hi-
MeIbKUX TAIli€EHTIB i3 AeillnTOM aHTUTIIOYTBO-
perns (2018-2021 pp.) [24] cBimunTh, 1110 apTPUTH
crioctepiraiotbest B 16,4% martieHTiB, 3/1€6i1bI10-
ro 3a HasIBHOCTI eHTepornartii, 75% XBOPUX MAIOTh
0CbOBE YpakKeHHsI CKeJleTa.
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3a TaHUMHU 1PAaHCBKOTO PEECTPY, TTPU 3arajibHO-
My BapiabesbHOMY iMyHOAeDINUTI HAWTOMUPEHi-
UMK YPaKeHHAME CyrI00iB € I0BEHILIbHI apTpy-
TH, PEBMATOI/IHI apTPUTH Ta CIIOH/IUIOAPTPUTH [5].
Yepes gedinuT aHTUATISI TATOTHOMOHIYHI JIJIsT ITi€T
peMaTHYHOI MATOJIOTIl CepoJIoriuHi TecTH B Gijib-
LIOCTI Iali€eHTiB HeraTuBHi. BixsHayaerbcsa BuU-
COKa 4acToTa TOENHAHHS i/[iI0NaTUYHUX apTPUTIB
3 IHIMMMK aBTOIMyHHUMHU XBopobamu (60-75%).
Ocob6suBIiCTIO aHAMHE3Y € YacTe IOIMEPEeJHE BU-
SIBJIEHHST CENITUYHUX ypaskeHb cyriobiB (17,4%).
[TneBmoHig, cepenHiii OTUT, CIJIeHOMerasis Ta
ajieprivyHa 11aTo/Iorisg € OiJIbIl MONMPEHUMU B [Ii-
Teil 13 3arasbHUM BapiaberbHuM iMyHOMedimTOM
i peBMaTUYHOIO TIATOJIOTIEI0 TIOPIBHSAHO 3 11 BiZICYT-
wictio [5]. HasBuicTh iH(EKIIHHOTO CHHIPOMY
B aHaMHe31 0OYMOBJIIOE HEOOXIIHICTH TIepiiovep-
TOBOTO BUKJIIOYEHHSI CENTUYHOTO apTPUTY Yy BCiX
Hali€HTIB i3 3araJibHUM BapiabebHIM iMyHOmedi-
UTOM (BUKJIUKAHOTO Streptococcus pneumoniae,
Haemophilus influenzae ta Staphylococcus aureus,
aTuroBuME Gakrepissmu — Mycoplasma hominis,
Mycoplasma pneumoniae, Mycoplasma salivarium
i Ureaplasma urealyticum, a Takox eHTepoBipyca-
Mmn). /Audepentiiiina giarHocTuka TakoX MOBUH-
Ha BKJIIOYATH BUKJIOUEHHSI aMiJIOiZIo3y, OCKIJIbKU
B TAIIEHTIB i3 PeMUANBHUMU 1HMEKITIIMU aMiJIoi-
7103 TAKOK € MOTEHIIIHOI MPUYUHOK 3allaJIeHHS
cyro6iB [5].

HaiinommpenimmM — ypakeHHSIM  CyIJI00iB
y ZIOPOCJIMX MAIIEHTIB 13 3araJbHUM BapiaOebHIM
iMyHOIe(DITTUTOM TaKOK € 3amajibHi apTpuTH [28].
Ha mymxy aBTopiB, peHTreHorpacdis Ta Martit-
HO-pe30HaHCHa ToMorpadist € KOpUCHUMU JIJIST Bi-
JIOKpeMJIeHHS €PO3UBHUX i HeePO3UBHUX apTPUTIB,
TOJI 4K BUHAJeHHd AHTUHYKJIEAPHUX aHTUTII
Ta PEeBMATOINHOTO (paKkTOpa He SBJISETHCS B Ta-
IieHTa i3 3araJbHUM BapiabeabHUM iMyHOMediIm-
TOM JIIarHOCTUYHO 3HAUYIIUM, OCKIJIIBKY 3a3BUYAl
Bonu BizcytHi [28]. DBiomncis cunoBiasbHol 060-
JIOHKUW B TaKUX BUMAKAX, SIK 1 P THITUX XPOHIY-
HUX apTPUTaX, MOKAa3y€e CUHOBIAJIbHY TilepIia3iio
Ta TpoJidepaliiio KarijsgpiB; MpoTe XapaKTepHa
NI PEBMATOIHOTO apTpuTy iH(pinbrparis cu-
HOBiaIbHOI 06010HKK B-miMdormramu i oimop-
(bHOSIIEpHUMM JIETKOIIUTAMU HE CIIOCTEPIraeThCs,
a T-xriTunHI iHQIiIBTPaTH MMEPEeBayKHO CKJIAIAI0Th-
csa 3 CD8+ T-xmitun [37].

3HauHe ypaskeHHs KiCTOK i3 BUPa3HUMU KiCTKO-
BUMU fehOpPMAITisSIMUA BiZIMIYa€ThCS TIPU TiTlepiMy-
HoroOy - E-curapomi ta cunmapomi /i JIxxopmxki
[31], a Tako TpU ATOJIOTIAX, TOB’I3aHUX 31 CIIOH-
nutoerridizapHoIo IUCIIa3iero Ta MOTieH0KPUHO-
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narisiMmu. Po3ymiHHS 0COOIMBOCTEN CKEJIETHO-M 51
30BUX YpaKeHb MMPU iIMYHOEeDIIIUTAX € BaXKJINBUM
ACTMEeKTOM iX CBOEYACHOTO BUSBJIEHHS [38].

BpaxoBytoun  BuIe3azHaueHe,  3POCTAHHS
PM3WKIB PO3BUTKY aBTOIMYHHOI IATOJIOTIi B Ta-
I[IEHTIB i3 IEPBUHHUMU iMyHOZEDIiUTaMK 00T PYH-
TOBYE JIOTIJIbHICTh BUBYEHHS YaCTOTH iMyHO/1e(i-
IUTIB y TAI[EHTIB 3 aBTOIMYHHUME XBOPOOAMHU.
[TpoBenmene wmonoreHTpOBe Aocimkenas [40]
Mmokasye, 1o cepea 56 00CTeKeHUX i3 cepeaHiM
BIKOM TIOYaTKy aBTOIMyHHOI XBOpoOW 7 POKiB
(4 micsmi — 46 pokiB) 5 MaIlieHTIB BiAMOBIAAIOTH
KPUTEPisAIM BCTAHOBJIEHHS [[laTHO3y TEPBUHHO-
ro imynozmediuury. Ilpore OGinburicTh narieHTis
BOZIHOYAC MAIOTh 1H(MEKIIWHWI CUHIPOM, acoIlli-
HOBaHWIA 31 BHUKEHHIM PI3HUX CyOTIOMY IS JIiM-
doruTis, npu iX 06CTEKEHHI B TIOJIOBUHI BUIIA/IKIB
BUSBJIEHI TeHeTUUHI MyTallii (Haifuacriiie B reHax
LRBA ta STAT1 GOF) [16].

3a namumu gannmu [4,29,30], cepen martienTin
i3 cyrsmoboBuM cuHIpOMOM B 1,4% BCTaHOBJIEHUI
JliarHo3 nepBuHHOTO iMyHOedinuTy. Haltuacrinie
ypasKeHHsT CyTJI00iB CIOCTEPITAETHCST TIPH CeJIeK-
TUBHOMY iMyHO/Ie(IIIATI CEKPETOPHOTO IMYHOTJIO-
6yniny A (0,6%), npudomy 37e61JIBIIIOT0 PO3BUT-
Ky apTpUTiB He mepenye iHGEKIIHHUIT CUHIPOM,
B 0,5% BuUMazKiB Cyrsio60BOTO CUHAPOMY B Tia-
IIEHTIB 3 ACENTUYHWUMHU apTPUTAMHU BCTAHOBJIE-
HUH giarHo3 xBopobu BpyToHa (y Bcix BHIagKax
Mepeye TSHKKUM iHGEKIINHNNT CUHAPOM), B OJI-
niei autuau — cungapom /i />kopsxki, B onniei —
3araJbHUi BapiabeabHIiT iMyHOIeDINT, y TPHOX —
cuagpom CINCA/NOMID, y aBox — cuHAIpPOM
Hitimerena.

OnHUM i3 YacTUX TIEPBUHHUX iMyHOAeMIIINTIB,
10 BiAMIYA€ETHCSA cepejl YKPAIHCHKOI TOMYJIAIl,
€ cunapom Hitimerena.

Ommcannii y 1981 p. cunzapom pospusy Hitime-
reHa € PiZIKICHUM aBTOCOMHO-PEIIECUBHUM 3aXBO-
PIOBAaHHSM, SIK€ HAJIEXUTb /10 TPYNU CUHIPOMIB
XPOMOCOMHOI HecTabiIbHOCTI, TeH, 1[0 BiIIOBIa€E
3a iioro po3BuUTOK, BuHaiizenuii y 1998 p. [20].
Y cBiTi nomupenicts cunapomy Hiiimerena orti-
moetrbest B 1:100 000 xwBoHApO/KEHUX, aje y
Cximniit €Bpormi yacToTa HOCIiCTBA MyTallii B jie-
SKUX TONyJsisx csrae 1o 1:155—-177 noBonapo-
JoKeHnx. HaiiGisbie XBOPHUX 3apeecTpoBaHO B
[Monwmi, Pocii, Ykpaini, Yexii, bimopyci, Ciosau-
yuHiTamiBaenHo-cxianii Himeuunni. [lomupenictsb
MyTailii cBiguwTh, Mo BoHa BigbOyaacs 300 1o-
KOJIIHb TOMY, /10 iCTOPUYHOTO PO3KOJIY Ta Mirpa-
1ii csoB’ssH. KpiM TOrO, mepeminieHHsT HaceJeHHs
B CepennboBiuui Ta micag /Ipyroi cBiTOBOI BiliHK
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BILIMHYJIO Ha TeorpadiuHuil posnojis XBopobu
[20,21,41].

XBopoba pO3BUBAETLCS Yepe3 MYTAIliio B TeHi
NBS-1, mo komye 6imok wibpun [14]. Hibpun
€ YaCTUHOIO TPUMIPHOTO KOMILIEKCY OLIKIB, SIKUI
6epe y4acTh y perapailii 1e30KcupuOOHYKIeTHOBOI
kuciaoTu. [lepeBakHa GiabIIICTD NAIEHTIB i3 CHH-
npomoMm Hilimerena € roMO3UTOTaMHU 3 MYTAITI€I0
c.657_661del5 (p.K219fsX19), y 6 ex3oni. ¥ Bcix
XBOPHUX HasiBHI IIMTOreHeTeTHYHi abepaliii: iHBep-
cii (7)(p13q35) € maityacTimuMu, BUSIBJSIOTHCS
takoxk TpaHcaokamii  t(7;14)(p13;q11), t(7;14)
(435q11), t(7;7)(p13;935), t(14;14)(q11;932).
Omucani OMHUYHI MAIIEHTH 3 IHITUMU MYTaIlis-
mu — ¢.1089C>A [21].

lenernune moCIiKEHHS TATBEP/KYE /1iarHOS.
BusiBiena HUM XPOMOCOMHA HeCTaOiJIbHICTh
i3 xapakTepHuMU 11epedy0BaMu B TlepudepuaHnX
T-mimdonmrax y BUTIIA/ iHBEPCiil i TpaHCIOKaIlii
y 7—1 ta 14 xpomocomax, SIK i 9yTIUBICTh KJIITUH
J10 10HI3YI0UOTO BUIIPOMIHIOBAHHS i1 0ilr0 MAlOTh
JIarHOCTUYHY 3HAYYLIICTh. 3aCTOCYBAHHS 10HI3Y-
040TO OIPOMIHEHHS B TAIliEHTIB i3 HEBCTAHOBJIE-
HUM JliarHo3oM cunapomy Hiiimerena moxke 6yTn
JetarbHUM. Kpim onpoMiHeHHs, TONIKOAKEHHS
Je30KCUPUOOHYKJIETHOBOT KHUCJIOTH y XBOPHUX Ha
cunazpom Hilimerena MoKy Th BUHUKATU BHACJIIJIOK
3aCTOCYBaHHS OJIEOMIIIMHY, CTPENTOHITPUHY, €TO-
no3uay, kKamnroreruHy. KonienTtpaiiis o-deto-
MPOTEiHy B KPOBI HOPMaJibHa, TOMY 11 BU3HaUYeHHHI
He Ma€ iarHoCTUYHOI LIIHHOCTI.

XBOpi 3 PI3HUMH TEHOTUTIAMU MAIOTh CXOKU
kaiHivHUN (enotun cuaapomy Hilimerena [21],
SKUN CKJIAJIAETHCS 3 KiJTbKOX KapAWHAJIBHUX 03-
nak. [Ipu HapokenHi B aiTelt i3 cuuapomom Hiii-
MereHa BiJIMIYa€TbCcs TiIbKU Mikporedaiis 6Ge3
HEBPOJIOTIYHUX TPOSIBIB. 3a JaHUMU TPYIH, IO
BuBuae cunapom Hiiimerena [21], cepen 55 o6cre-
JKEHUX XBOPUX BUSIBJIEHO TPOIOPIIIAHY 3aTPUMKY
POCTY, X0ua TiJIbKK y 75% TAIli€EHTIiB BCTaHOBJIE-
HO 3MEeHIIIeHHs PO3MipiB TOJIOBU IIPU HAPOJKEH-
Hi (26,5-36 cm), a TporpecyBaHHs Mikpotiedaii
BiJIMiY€HO y BCiX MAIIEHTIB MPOTATOM MEPITUX Mi-
cAIB KUTTs. Bumatna cepemns yactuHa 00Iudds
MiIKPECTIOETHCS TTOXUIUM YOJIOM i BUCTYTAIOUOIO
HUZKHBOIO TIEJIETION, M0 € BTOPUHHUM BiTHOCHO
HeJIOPO3BUHEHHsT depernHoi Kopobku. OcraHHe
0OYMOBJIIOE TPYAHOINI 3 TOLYBAHHIM, OCKIJIbKU
4acTO CYIPOBO/IKYETHCS BalaMU PO3BUTKY HUK-
HBOI TIesienu. B okpeMux XBOpUX OomNrcaHa aTpesis
ryou/migHebinas abo xoan. HaiimommpeHimmmu
Ba/IAMU PO3BUTKY € KJIIHOJAKTUJIs i/a00 crHIaK-
titist (y 6smsbko 50% xBopux). Cepen MIKipHUX
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3MiH y TAIi€EHTIB i3 cuHapoMoM Hiiimerena crio-
CTepITaloThCA TeJIeaHTIOeKTa3ii, JIIMU «KaBU 3 MO-
JIOKOM», BiTistiro. BimMivaeTbcs 4y TIMBICTD MOBIK
JI0 COHIS Ta BI/IKJIQ/IEHHS IIrMEHTY Ha O4YHOMY JIHI.

HesBaskaioun nHa Mikpomnedasio, iHTeNEKT
XBOpOTO Ha cuHapoM HiliMereHna Bapiio€ BiJl HOP-
MaJIbHOT'O JI0 JIETKOTO a60 IMOMIPHOIO BiJCTaBaHHS
B TICUXiYHOMY PO3BUTKY, 40% iTell MaioTh HOP-
MaJIbHUI PO3yMOBHUIT PO3BUTOK, 0% — MeXKy 110
Jierkoi Bigcramnocti, a 10% — g0 momipnoi [21].

[H11i Bask/IMBI KJIIHIYHI 03HAKU CTAIOTh MOMITHI
3 Bikom. KombiHoBaHMiT iMyHOAEDIIIUT € BasK/Iu-
BOIO O3HaKoio 3axBopioBanHs [20]. Arammariio-
OyJiiHeMis BiMideHa B OZHIEl TPETUHM IIALI€HTIB,
B iHmmx — pgedinuru imyHormoOyainy A abo
G, G4 (25% — noennani [14]), y 10% xBopux —
HOPMaJIbHUIT BMICT IMYHOIJIOOYJIHIB, y JIESKUX
XBOPUX — INIBUINEHIIT BMIiCT iMyHOT/100y1iHy M.
Kuitunnuii imysirer € 6iabin ypaskenum (70%).
[Tpomidepamisi T-mimdornurtiB y BiAnoBiAb Ha
MITOTEHHI CTUMYJIH 3HIKYEThCs y ToHa 90% ma-
ienTiB, y Gibiocti amentnennii BMict T-rimbo-
1M TiB-XeJITIEePiB.

[Mor’ss3anmit 3 imyHOMedinUuTOM iHMEKITITHII
CUHJIPOM CIIOCTEPITAETHCS B TIOJOBUHU TAIIEHTIB
i3 cunapomom HilimereHa i mposiBJSIETbCS Hal-
yacTine iH(peKIiaMu AUXajJbHUX MIISXiB, CeJo-
BUBI/IHUX TIJIIXiB, pijine iHMEKIsSAMU TIyHKO-
Bo-KuikoBoro tpakty. Cepen OakrepiaabHUX
npuyrH — iHQEKIil, BUKIMKaHI TUIOBUMU 30Y/I-
HUKaMW 1HOEKINH AnXaJbHUX MIJIAXIB, MOOJHN-
HOKI BUMNAAKNA CYTPOBOKYIOTBCSA iH(DEKITiIAMI
MikoGakTepiasbHOl eTiosorii. Tpubkosi iHdekii
TakoK € yactumu npu cunapomi Hiimerena. Tak,
KaH/IU/103 CJIM30BUX OOOJIOHOK CIOCTEPITaEThCs
B 50% mariieHTiB, JiereHeBi TpUOKOBI iHbeKIHT —
y 2,7% [14]. Onoprynictuuni iHndekiii 3aragiom
npu cunzapomi Hilimerena BigMivalOTbCS PiZIKO
(5%), Tomy iX mpodisaKTHKa PyTUHHO He PeKO-
MeH1oBaHa. PeruinBHi BipycHi iH(eKIlii Tparis-
ioTbest B 30% martientis i3 cunapomom Hiiimerena
[14] (BipycHi TenatuTh, reprecBipycHi iHdexkitii),
HaiyacTiie acoIfiiioBati i3 3aCTOCYBaHHAM IUTO-
cTatuyHoi Teparnii. ¥ 68,2% XBOpHX i3 CUHAPOMOM
Hifimerena ta HOBOYTBOPEHHSIM y Pi3HMX TKaHU-
HaX BUSBJISIETHCS] BIDYCHUM TeHETUYHUM MaTepial,
IO CBIIYNTH PO POJIb TIEPCUCTEHITIT BIPYCHOI iH-
(exk1iii B po3BUTKY TTyXJINH.

Ockinpkn  HemocTaTHsI perenepartiss  gimbo-
IUTIB Y THUMYCi KOMIIEHCYETHCS HETUMIYHUMU
HIJISIXaM U, 3POCTAE OHKOJIOTIYHUH PU3UK, 1 Y TIOHA]
40% mnaitienTiB 10 20 poKiB PO3BUBAETHCS 3JIOSIKIC-
He 3aXBOPIOBaHHS, IE€PEBAKHO JIM@OIZHOTO II0-
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xo/KeHHsa. HalmomupeHinmmmn € HeX0oKKIHChKI
mimpomu [14]. Bianenpua myramis 657del5 rena
NBN mnoB’s3ana 31 3HAUHUM PU3UKOM PO3BUTKY
HOBOYTBOPEHb, HABITh T€TEPO3UTOTHI HOCIT MyTarlii
MalOTh MiBUIIEHUN PU3UK PO3BUTKY paKy, 0co0-
JINBO MOJIOYHOI 3aJI03H, Mepe/MiXypoBOl 3aJI03H,
KOJIOPEKTAIBHOTO PaKy, JeKeMil Ta HeXO/[PKKIHCh-
Kux jiMmbom. BusBieHHst y XBOpuX OLIBINOT KiJib-
KocTi audepenttiiioBannx T-KITITUH i3 MapKepamMu
crapinust CD57, KLRG1, PD1 i BiacyTnicTio Ko-
ctumyJioouoi Mosiekysn CD28 Ttakox mos’g3ani
3 TMBUIIEHOIO CIIPUUHATINUBICTIO 10 JTiM(OITHNX
3JI09KICHUX HOBOYTBOPEHb [39].

Cxpuninr cungpomy Hiiimerena mpoBogsaTh y
CIIIA, Ispaisni, Hogiit 3emanii, Hopserii, TaiiBani,
Kimbkox mpoBinIigx Kawnamu, [IBeitnapii, Icran-
nii, HIBemii, [tamii, Icranii Ta B gessknx perioHax
Ascrpadii [24]. IlisloTHI TTIPOEKTM AHOHCOBaHI y
Opanii ta Higepaanmax [33].

JlikyBaHHS PEBMATOJIOTIYHUX 3aXBOPIOBAHb
Py TIEPBUHHUX IMyHOJeDINTaxX TTPOBOAUTHCS
3a 3araJIbHUMW TIPUHIMIIAME Teparii TepBUHHUX
ABTOIMyHHUX XBOPOO 3 ypaxyBaHHSIM PHU3UKIB
nporpecyBaHHs iH(pekIiliHOrOo cuHapoMy. Peko-
MeH/Iallii 1o/0 JiKyBaHHs He po3pobJieni. Hepiako
peBMaTHYHE 3aXBOPIOBAHHS PaHiliie [iarHOCTYETh-
€11 JIIKYETBCS 3a/10BrO 10 BCTAHOBJICHHS OCHOBHO-
ro JliarHo3y iMyHoieiluTy, 1o MOKe TPU3BOJAUTH
710 TSKKUX THQEKIIHHNX yCKIIa/iHEeHb. [JTIOKOKOp-
TUKOIIU € TIEPIIOI0 JIHIEI0 JIKyBaHHSA PeBMaTUY-
HOI TIATOJIOTiT Ha TJi iMyHOAedIUTy, HaldacTi-
e PEeKOMEH/IYETbCSI 3aCTOCYBAaHHSI Cepe/lHIX Ta
HU3BKUX 7103 [28], Ha TJIi IJIAHOBOTO MPU3HAYEHHS
JIOBEHHUX iMYHOTIOOYJIiHIB IPU3HAYAIOTHCST 1 XBO-
poboMoanGiKyIoUi MPOTUPEBMATHYHI TIperapaTu
(TiIPOKCUXTIOPOXiH, METOTPEKCAT, a3aTiOMPUH i
Mmikoderomatr ModeTi) abo HOBi 6Gi0TEeXHOJIOrTY-
Hi MeToau JIKYBaHHS, Y TOMY 4YMCJi IHTIGITOpH
(dakrtopa Hekpo3y myxiuH. [lokazana Oe3rmed-
HICTh 3aCTOCYBaHHSI PUTYKCUMAOy SIK JIJISI aBTO-
IMYHHUX, TaK 1 JIJIT He3JOsSKICHUX JiMdo-
nposiepaTMBHUX  MPOABIB  iIMyHOAEDIIUTIB,
BiH 3aCTOCOBYETHCS JIJIsI JIIKYBAaHHS CHUCTEMHO-
IO YePBOHOI'O BOBYAKA Ta CUCTEMHOTO BAaCKYJIITY,
ACOIIIOBAaHWX 13  3arajJbHUM  BapiabeTbHUM
imyHozedinurom. OnucaHo TPOrpecyBaHHS Ba-
ckyyity npu cuszapomi OMeHHa, He3BaKAWYU
Ha JIKyBaHHA KOPTUKOCTEPOiflaMu, BHYTPIill-
HbOBEHHMMMU IMYyHOIJIOOY/IiHAMU Ta PUTYKCHMA-
6om [15,35]. Ilpumyckaerbesi MOKIUBICTD edek-
TUBHOCTI 1HIMUX aHTU-B-KIITMHHUX Tpenapartis
(6esrimymab), 0coOIMBO B TAIIEHTIB 13 gedinuTom
pertenitopiB BAFF [41].
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Y naifieHTiB i3 XpOHIYHOIO TpaHyJIeMaTO3HOIO
XBOPOOOIO 3 PO3BUTKOM IIKIPHOTO BOBYAKA, XOPio-
pPEeTUHITY U apTpuTy BiaMivaeTbest crabismizaris
y BHUKOPUCTAHHI CHCTEMHUX KOPTUKOCTEPOIIiB,
MeTOTpeKcaTy Ta eTaHapllenTy, IpoTe IpHU3Ha-
YeHHsI OCTAHHBOTO CYIPOBOJIKYETHCS PO3BUTKOM
iHBa3MBHOTO rPUOKOBOTO 3aXBOpIOBaHHs [41].

[TokaszaHa eeKTUBHICTh abaTallenTy A/ JKY-
BaHHA aBTOIMYHHOI IMTOIEHil Ta yBeiTiB y Ia-
1i€HTIB i3 curpoMamu aucyHKIi Treg. Ockiibkn
inribysanust Treg ipu STAT3-GOF e Henpsimum,
MIPUITYIIeHAa KOPUCHICTD 1 OTTMCAHUI BUTIAIOK eek-
THBHOT'O 3aCTOCYBaHHs iHTiGiTOpA iHTEpJIeHKiHA-6 Y
MaIi€HTa 3 apTPUTOM i CKJIEPOITO[IOHUMI 3MiHAMM
IIKIPX Ha TJ1 1Mi€1 MaTOOrii Ta Y XBOPUX 13 TSIKKUM
IIUTONEHIYHUM CUHIPOMOM [23,42].

[Tpu arammarsiobystinemii Bpyrona aBropeax-
TUBHI B-kiitiHN (HaKTUYHO BiJICYTHI, i B PO3BUT-
Ky acCeNTUYHUX PEeBMATOIZONOMIOHUX YpasKeHb
cyr00iB IIPUIYCKAEThCs Oisibina posib T-KIiTHH-
HOTO aBTOIMYHITETY Ta/ab0 BPOIKEHOI iMyHHOI
rimepakTuBalii, BiJ[3HAYAETHCS, IO B IUX BH-
MaJKaxX JKyBaHHS METOTPEKCATOM 3/1e0iJIbIIIoro
He ecbextuBHe [41].

3a HastBHOCTI iMyHHOI TpoMOOTIUTOIIEH T 36€epi-
TAETHCSA AKTYaJbHICTh TPOBEJEHHS CILJIEHEKTOMIl
SIK MTPOBITHOTO MeTOMy JIiKyBaHHS [28,34].

TpaHcrianTallisgs reMomnoeTUYHUX KJITUH 3a-
CTOCOBYETBCS 32 3arajIbHUMU IPUHIIMIIAMY, Haii-
yactinte npu cunagpomi OmenHa. Y BUNIAJKAX 3
iMyHOIe(bilTUTOM, KOJIM TIPOBe/IeHa TPaHCILJIaHTa-
11151 KICTKOBOTO MO3KY, peBMaTUYHE 3aXBOPIOBAHHS
306epiraeThCst HABITH MiCJIST BiIHOBJEHHS iMyHHOI
Bi/IIOBi i ab0 po3BuBaeThes HOBe [41,43].

[TporHosyeTbcsi BUKOPUCTAHHS HOBUX MO-
gekysn — inribitopiB PI3Kd ta mTOR, pekom-
6inantHux CTLA4-imyHOrI00y/1iHIB, iHTIGITOPIB
auyc-kinas [1].

[Ipote, gk BUHO 3 BUIIIE3a3HAYEHOTO, JTIKyBaH-
HST PEBMATUYHUX XBOPOO TIpH iMyHOMediIUTax He
CTaH/IapTHU30BaHe, He Ma€ JOCTaTHbOI JI0Ka30BOI
6a3u, 3aCTOCOBYETHCSI sIK Tepallisi Bijvaio 3a 3a-
raJbHUMU IPUHIUIIAMU JIiKyBaHHs of label i mae
3HAYHI PU3UKHU PO3BUTKY HeOaKaHUX e(eKTiB y
3B’s13Ky 3 HEKOHTPOJIbOBAHUM BIIUBOM Ha Jiehek-
THY IMyHHY CUCTEMY.

Kainiuauii BUnazjox

Huskue HaBemeHO BUIIAZIOK PEBMATOIf0MOi6-
HOTO aCENTUYHOTO YPAKEeHHsI CyTI00iB y AUTHHHU i3
curgpomom Hilimerena.

JlociizkeHHsT BUKOHAHO 3Ti/HO 3 TPUHIIUTIAMU
lenbcincepkoi mekmaparitii. Ha mpoBenennst mociri-
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JDKEHHS OTpUMaHO iH(GoOpMOBaHy 3roay OaTbKiB
JIUTUHN.

Jumuna 1., niBumHka, BikoM 6 pPOKiB, TO-
critasizoBaHa 3i ckapramu Ha O6iab i HAOpSIKU B
TOMIiJIKOBOCTOITHMX, KOJIHHUX, JIiKTbOBHUX, IIPO-
MEHEeBO-3aI'SICTHUX CyTJ06aX, 0OMeKeHHsT pyXiB
y KOJIIHHUX 1 JIIKThOBUX Cyr/100ax, CKyTiCTh 3paH-
Ky, OTipIIIEHHS alleTUTY, eMOIIITHY JTabiIbHICTD.

JliBunHKa HapoaumJacs BiJl TEPIIOi BaTiTHOCTI
i3 3arpo3oto 1epepuBaHHs (y IEPIIOMY TPUMECTPI
MaTu IlepeHecsa rocTpe pecilipaTopHe 3aXBOPIO-
BaHHa — ['P3), cuHpoMOM TTepeIuacHOro CTapiH-
HS TUTAIEHTH, BHYTPIIIHOYTPOOHO BUSIBJIEHUMU
MYTHUMU HAaBKOJOILIITHUMU BOJIAMU; Bifl IEPITUX
TePMiHOBUX (hi3i0JOTIYHUX TIOJIOTIB Ha 38-My THXK-
Hi recratii; 3 Mmacoio tiysia 2700 1, JOBXKUHOIO Tija
46 cM, 3 omiHko 3a Imkanow Anrap 6-8 Ganis.
VY nosioroBoMy OyAMHKY TIETJIeHa Bi/l TeaTUTy Ta
TyOepKyIb03y. Bunmcana 3 miarnozom «Mikporie-
(amis, acdikcia merkoro crymens». Ha mepromy
POIIi JKUTTSI HEOHOPA30BO 00CTeKeHa 3 TIPUBOLY
BPOJKEHOI BaJi PO3BUTKY 1EHTPAJIBHOI HEPBOBOI
cucteMu (BpoJKeHa Mikpoledaltis, Timorasis
MOB0JIUCTOTO Tijia), TIMIOKCUYHOI eHIedasonarii,
CUHApOMY TmpurHideHHs. OTpumyBana MPUPOI-
He BUTOJIOBYBaHHS 70 9 micariB. /[Biui mepenec-
ga T'P3. IlpoBeneno koHcepBaTHBHE JIIKyBaHHS
BPOJKEHOTO TiJ[BUBUXY JIIBOTO CTErHa 1 CTOTI.
[Mlennena BignosigHo 10 Biky. Ilicag 1 poky crio-
crepiraiacs 3 TPUBOAY 3aTPUMKHU (DIZUUHOTO 1
MCUXOMOTOPHOTO PO3BUTKY. O6CTE)KEHA B E€HI0-
kpunoJiora. [licisg poky mouyasa 4acTo XBOPITH Ha
I'P3, mepeBaskHO BipyCHOI €TiOJNOTii — peruaAnBHI
O6ponxiTu (I'STh €MMi30/1iB), OTUTH, PUHOCUHYCUTH.
Y pomkisbHOMY BiMli /Bidi niepeHecsa iH(EKI0
CEYOBUBIIHUX NUIAXIB (TOCTPUH IUCTUT, TOCTPUI
niesoHeGpUT), BUABJIEHO TIiOMIa3ii0 000X HUPOK.
Criocrepiramacst 3 MpUBOAY MipaMiZHOT HEOCTAT-
HOCTI, QJIEPTiYHOrO JIepMaTUTy Ta anemii. Menuka-
MEHTO3HOI aJieprii He BUSBJIEHO. Y Billi 3 POKIB TIe-
peHecsa TPIWHY MPaBOi KJIOYUIL MiCJs TPAaBMU.
OnepaTuBHUX BTPy4YaHb, reMoTpancdyaiit He 6y.io.
Konrakr i3 xBopumu TyOepKyJIbO30M 3ariepe-
yye. CnagkosicTb 00TsKeHa: apTpomaris B 6adyci
1o JIiHii 6aTbKa.

3 aHaMHe3y XBOPOOU BiJIOMO, 10 IUTHHA XBOPi€
IIPOTATOM JIBOX POKIB, KOJIM I1iCJIs1 TPAaBMU BIIeplie
3’saBusncs Oijib i HAOPSIKM FOMIJIKOBOCTOITHUX CY-
r706iB, yepe3 6 MicsIiB — JIKTbOBUX i TIPOMeHe-
Bo-3arr’sictiux. IIporsirom 1,5 poky crocrepira-
Jlach OPTOIE/IOM i3 /1iarH030M <« TeHauHIT mpaBoro
TOMIJIKOBOCTOITHOTO cyryioba, 3abiil i CcUHOBIIT
JIBOTO KOJITHHOTO cyr100a; 3a6iii, reMapTpo3 JIiBO-
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ro KOJIHHOrO cyrioba». 3a Tpu Micari a0 Iiei
rocrirasisaiii Brepiine OrjasHyTa B 0OJacHill [u-
TSYill KJIIHIYHIA JIIKapHI peBMAaTOJIOTOM, 3allio-
3peHo 1oBeHinbHMIA aprput. Ilig yac obcTeskeHHs
y 3B’SI3Ky 3 HAsABHICTIO 1H(EKIINHOTO CUHIPOMY
B aHaMHe31 BIepIile OIVIsIHyTa IMyHOJIOTOM, TIpOBe-
JIeHO IMyHOJIOTiYHE 00CTEKEHHS, BUSBJIEHO Tillo-
iMyHOTJIOOY TIHEMII0: HU3BKHIT PIBEHb IMYHOTJIO-
Gyainy G, BiscyTHi iMyHOrI00yIiHI A B crpoBaT-
11l KpOBi. 3aIllpOIIOHOBAHO Ta ITPOBEJEHO TeHETHY-
He 0OCTeKEeHHs: BUSBJIEHO TOMO3UTOTHY MYTAI[ito
657 del5 rerna NBN (renorun 657 del5/657del5),
aka Bepudikye niarnod «Cunmpom Hilimerenar.
OtpumyBana i6ynpoden i GioBeH, 6e3 CyTTEBO-
ro kmiriuHOTO edekty. Hamepemonni mepenecia
OTiK HIKIpU NepejiHbol TPYAHOI CTIHKK Ta MPaBoi
KiHI[IBKH.

CxkepoBana /1711 yTOUHEeHHs TaKTUKH JIiIKYBaHHS
ypaskeHHsT CyTI00iB.

Ha MomeHT oryisigy ctaH AUTUHU CEPeHbOTO
cTymeHs TspKKocTi. Mikporedaitist, mraxomomio-
He 00smudst, aAu3MopdiuHi pucu 0o6MYYs], CKO-
mene migbopiaas (puc. 1). Ikipa 6uixa, Bosora.
Ha mikipi mpaBoi pyk#, TpaBoi MOJOBUHU TIEPe/i-
HBOI TMOBEPXHi TPYAHOI KJIITKM — €po3isg 3 BOJIO-
roio MoBepXHeln Ta HaOpAKIUM 00ixkom. Bummumi
ca30Bi  Gyio-poskeBi, uwmcti. MuUrganiukm He
30imbineni, 6e3 warmapysanb. luitai giMmboBysm
36isbiieHi 1o 1 cM y piamerpi, 6e36omicHi. S3uk 06-
KJIaJIeH1ii OiTyBaTM HAJIbOTOM, «reorpadidHmiis,
BoJioruit. Mesxi BiHOCHOI Ta abCOJIIOTHOI ceplie-
BOi TYIIOCTi IEPKYTOPHO He posinpeHi. Tonu cep-
1151 3BYYHi, pUTM TpaBuibHUi. YacTtora cepiieBux
ckopouenb (HCC) — 96 yu./xB. AycKyJIbTaTUBHO
B JIETEHSIX — JKOPCTKE [MXaHHs, Oe3 MaToJOr YHuX
mymiB. Hacrora quxanug — 19/xB. JKusit M saxnit,
6es6omicuuii. Tleyinka i cesesiHka He BHCTYIA-
I0Th 3-1iji KpaiB pebeprux ayr. Crocrepiraerbest
nedirypartist, HabpsIK, OiJb MIPU MaAJBIIALI], TOKAIb-
Ha TinmeprepMisi B KOJIHHUX, TOMIJTKOBOCTOITHUX,
[IPOMEHEBO-3AIT'SICTHUX CyT/I00ax, GiJiblie CIIpaBa,
pPyXu B HUX oOMeskeHi, 06oodi; oOMexKeHi pyxu
B muitHOMy Biaii xpebra (puc. 2). Disiosnoriyni
BifilTpaBIeHHS HE TIOPYIIEH].

[IpoBenene mooOCTeXReHHST AUTHHU. AHAa3
KpOBi 3arajpHUil: remoraobin — 126 /7,
epurporut — 5,29x1012/71, rematokpur —
0,379 L/L, neiikouutu — 5,8x109/51, TpomboOIIM-
1 — 508%109/51. @opmyua: mimdormt — 19,5%;
MoHouT — 5,6%, rpanysaonutu — 74,9% (tipu
PYYHOMY I/IpaXyHKY: CETMEHTOsI/IEpPHI HeuTpo-
dbimu — 62%, namuukosiiepui HedTpodian —
8%, nimorutu — 15%, morouuT — 9%, €03uHO-
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dinu — 6%); MBUAKICTD OCiIaHHS €PUTPOIIUTIB —
22 MMm/TOI.

bioximiuae mgocmiyKeHHS KpOBi: 3araJbHUN
6ok — 75,3 r/m; xonecrepud — 6,64 MMOJIb /I,
6iipy6iH 3arampHuil — 12,0 MKMOJIB /J1; aJTaHi HaMi-
Horpancdepasza — 59 O/, acnapraramiHoTpaHC-
depasa — 51 Ogx/m; raokosa — 4,76 MMOJIb/;
ceuoBnHna — 4,40 MMoOIb/M; KpeaTWHIH —
78 mxmonb/m; myskHa (ocdartaza — 181 On/m;
C-peaxkTuBHuii 6i0k — 9 /1.

ImyHODOTIUHI  flOCHTI/IPKEHHST TIPOBEJIeH]  TIic-
JI BBEJIEHHSI JOBEHHOTO iIMYHOIJIOOYJIiHY 3a Mic-
1eM MelnkanHs 3a 8 1i6: Bmict imyHoriobyniny G
y cupoBarmi KpoBi — 6,89 r/n (wopma —
5,7-14,1 r/n); imynorno0yniny A — 0,76 r/a (Hop-
ma — 0,6—2,4 r/n); imyroraobyminy M — 1,03 r/x
(nopma — 0,5-2,1 v/a). 3 inTepBajioM y 2 THXKHI
Ha tiai ['P3 mnposeneno mnoBTropHe BH3HAueHHH,
dKe TOKa3aJ0 CIPOMOKHICTb CHUHTE3Y BJIACHUX
iMmyHOrI00YIiHiB: iMmyHoro0ynin G — 9,03 r/i;
imyrormoGyain A — 1,0 r/u; imyHor100y1iH M —
1,3 r/m; imynormobyain E — 5 TU/ml (Hopma —
110 90 TU /ml).

Cy6monyssanii  rimbonuTiB - KpoBi: Ha  TJi
HOPMAJIBHOTO BMicTy JsiefikonutiB (4551 B MKJI)
BUsBJeHO TomipHy Jjimdoneniio — 17,2%
(779 B MKJ) 31 3HIZKEHHSIM YCiX CYOIOIyJIsIIii,
GLTHIIIOTO MiPOI0 — 32 PaXyHOK 3HVZKEHHsT B-KiriTuH:
T-nimdorrn — 60,3% (469 B M), 3 Hux CD4+ —
32,6% (254 B mxa1), CD8+ — 16,2% (126 B MK),
B-nimdbormtu — 3% (23 B M), Bmict nipupoa-
HUX KiJepiB — y MekaxX pedepeHTHUX 3HAYEHb
(31,8%; 2348 B MKu1). BusBieno 6isbina KiJTbKicTh
KJITUH i3 Mapkepamu aktuBairii DR+,

Puc. 1. TaTtorHOMOHiYHI pucu 06-
nny4a Ta Mikpouedania B AuTuHY 1. i3
cuHOpomMoM HiimereHa
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AHasi3 ceui 3arajbHU Ta Komporpama — 6e3
11aTOJIOTIYHUX 3MiH.

Enextpokapmiorpadisi:  CMHYCOBUIT ~ PUTM.
YCC — 95 yn./xB. IntepBan R-R (¢) — (0,634);
YCC (yn./xB) — (91-100). Bepruxasbhe T110-
JIO)KEHHST eJIeKTPUYHOI oci cepusg — 74 rpaj.
Cunznpom Brkopouenoro intepsaiy P-Q.

Ynbrpassykose nocaimkenns (Y3/[) opranis
YepeBHOI MMOPOKHUHN HUPOK: 03HAKUA PEAKTUBHUX
3MiH TApeHXIMHW TEYiHKMA, PO3MipU HUPOK HIKJI
3a BIKOBY HOPMY, ajie BiIIOBIZIAIOTh MOKA3HUKY
3pOCTy JUTHHU.

Y3/1 muTonoAiObHOT 3a/1031: 03HAK €XOCTPYK-
TYPHUX 3MiH HA MOMEHT OTJISILy He BUSBJIEHO.

Y 3/1 xumreunnka: 03HaKM 3allajJbHUX 3MIH CTi-
HOK KMIIETHUKA, JTiM@aieHonarii.

Y3/l cyriobiB: 03HaKM EKCYAaTUBHOTO CH-
HOBIiTYy JIIBOrO TOMIJIKOBOCTOIIHOTO — CyTJjio0a,
TEH/IOCUHOBIITY CYXOXKWJIKA KOPOTKOIO MaJlo-
TOMIJIKOBOTO M’s3a Ta CYXOXWJKA 3aJIHOTO Be-
JINKOTOMIJIKOBOTO ~ M’$I32  TOMIJIKOBOCTOITHUX
cyryo0iB, TEHIOBariHiTY MOBroi roJiBku Oirerica
MPABOTO Ta JIiBOTO ILJIEYOBHUX CYTJIOOIB, eKcyaa-
TUBHO-TIPOJIi(hEPATUBHOTO CUHOBIITY JIIKThOBUX
cyr06iB; 3HMKEHHSI BUCOTH XPSIla, €KCYAaTHB-
HO-TIpOTihepaTUBHOTO CUHOBIITY, KicT beiikepa
KOJIIHHUX CyT/I00iB, TEHIOCHHOBIITY CYXOKHIIKA
PO3TMHAYIB KUCTI Ta MaJbIliB, CyXOXKUJIKA JJOBIOTO
M’s13a, 1110 BiIBOJUTH 1-1i masienip, i CyXOKMIKA KO-
POTKOTO po3rvHavya 1-To Mmasbllsd MPaBOro mpome-
HEBO-3aII'ICTHOTO Cyryi006a, TeHJOCHHOBIITY CyXO-
JKUJTKA 3TMHAYA O-TO MAJIBII MPABOI KHUCTI.

Bineoenexrpoentiedanorpadist: emientuyni Ta
HecnenudivHi 3MiHU GIOPUTMIKU MO3KY Y BUTJISAI

Puc. 2. YpaxeHHsi cyrnobis y gutuHu I. i3 cuHapomom HinmereHa
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MIBUIIEHHS aKTUBYIOYNX BIIUBIB, 10 TTPOSBIIA-
I0ThCA SK JI€30PTaHi3allisd, 3HKEHHS aMILTITyAn
OCHOBHOTO DPUTMY 3 MiJBUIIEHUM iHIeKCOM Oe-
Ta-aKTUBHOCTI Ta IepioIMYHUMU elli30/[aMU JIeCUH-
XPOHi3allii B MOEHAHHI 3 IePioAnYHUM I y3HUM
VIOBIJIBHEHHSIM OCHOBHOTO puTMy. EminenTtun-
GopMHA AKTUBHICTD — Y BUIJISAAI MHOKHUHHUX
perioHaJibHUX KOMILJIEKCIB rocTpa-1oBijibHA XBHU-
a1 gacrtoroo 3—4 I ta ammitynoro 10 130 mxB
Yy LEHTPaJIbHO-CKPOHEBO-TIM'SIHUX  Bi/IBeJIEHHSX
npasoi miBkyJi (F8,T4,T6,C4,P4) 3 injmexkcom 10
5%. Po3psiiv He CyNPOBO/KYIOTBCSI PYXOBOIO aK-
tuBHIiCTIO. DOTOCTUMYJIAIIS Ta TiTIEPBEHTUIIAILIS
He BIJIMBAIOTH Ha emiienTu(OpMHY aKTHUBHICTb.
PeaxktuBHicTh Ha adepeHTHI TOIPA3HUKN 3HIKEHA
(3aKJI0YeHHS BUJIAHO TAITIEHTOBI ).

[Tposeneno mpodby Mawnty 3 2 TO: indinbrpar —
12 mMm (T10TIEpE/THI, 31 CJTIB MaMU, — CYMHIBHI), /IiB-
YUHKA KOHCYJIbTOBaHa (hTU3iaTPOM.

Jlutuna orssnyrta JIOP, ractpoenTeposioroMm,
HEBPOJIOTOM, JIOTOTIETOM-/1e(DEKTOTIOTOM, IePMATO-
JIOTOM, O()TAJIBMOJIOTOM, OPTOIIE/IOM, IMYHOJIOTOM,
PEBMATOJIOTOM.

BceranoBneno ocrarounuii giarios <«Bpojxke-
Huii (mepBuHHNN ) iMyHOedinuT: cuaapom Hifime-
rera (D83.9). IOIA-nioi6HMit apTpuT, MoJHapTpu-
KyJISIpHE YPasKeHHSsI, CEpOHETaTUBHUH, aKTUBHICTD
IT ct. (JADAS 27=18), ®H2 (MHOXUHHI 3riHAJb-
Hi KOHTpakTypu cyriobiB). JlareHTHa TyOepKy-
Jpo3Ha indekitis. PeruauBuuii 6ponxit. XpoHiu-
Huil puHocuHycuT. Anenoinni Beretariii [-II cT.
JlucdyHKItis ;KOBYHOTO MiXypa 3a TaHKPeaTUIHIM
TUTIOM. BporkeHi Bagm po3BUTKY (Mikporedaris,
rinomnuiasis 06ox Hupok). Hauism. edinur macu
tista. lucaamisi, pororuam. CebopeiiHUiT IepMaTHT.

[IpusHayeHo JiKyBaHHs: aHTHOIOTHKOTEpaIis,
HECTePOIHI TPOTH3aaibHi 3ac00U, BPAXOBYIOUM
Hee(heKTUBHICTD, 30epesKeHHsI KITiHIYHOI 1 Tabopa-
TOPHOI aKTUBHOCTI, HASIBHICTD MOJIIAPTUKYJISIPHOTO
YPasKeHHs, BUPIIIEHO IPU3HAYUTH CUCTEMHY KOP-
TUKOCTEPOIJIHY Teparito (MeTUJINPEeHI30J0H —
0,75 mr/Kkr/mo6y) i XiHoIiHOBI 3ac06U sTK XBOPOOO-
MoMIKy0Yy Tepariio y 3B’I3Ky 3 00MeKeHHSIM
MOJKJIMBOCTI TIPU3HAYEHHST IUTOCTATUIHUX TIpe-
nmapatiB Ha Ti mimbonenii. [IpoBeaero canartiio
XPOHIYHMX BOTHUII iH(EKITii.

Bunucana 31 craimioHapy 3 TOJIIIITEHHSIM.
PexomennoBano crocrepeskeHHsl JAUTSYOrO iMy-
HOJIOTA Ta JAWTSYOTO PeBMaTojora 3a MiciemM
MeTIKaHHs, TTPU3HAYeHO 3aMiCHY Tepariio mperna-
patamu iMmyHorsoOysminy B m03i 500—-600 wmr/kr
KOXHI 4 TuskHi. AHTHOaKTepiaabHa MpoditakTi-
Ka azutpoMminmHoM — 60 MT 3 pasu Ha THIXK/IEHb
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Puc. 3. nHamika cyrno60BOro CMHAPOMY B AUTUHM |. i3 CUHAPO-
MoMm HiimereHa

(noHemiI0K-cepena-'aTHuIls ) (y pasi 36iabIIeHHs
MacH Tijia TiepepaxyBaTh 3 PO3PaxXyHKYy O MT/KT)
HOCTiiTHO ab0 6icenTo i3 MPOMIIAKTUYHOIO METO0
5 Mr/Kr 3a Tpumeronpumom (y pasi mpusHaueH-
HS AHTUMIKOTHUYHOI Teparil KaiHgaMinmmHoM abo
pudamminutom). I3oniasug — 100 mr/moby mpo-
TsaroM 6 MicsiiB. BupinieHo muTanHsa mpo Mo1ab-
NIy TaKTUKy 4epe3 6 MicsIliB TiCJsT MOBTOPHOTO
MPOBeJIEHHs KOHTPOJIbHOI peakiiii Manty 3 2 TO.
[IponoB:keHo 3acTocyBaHHSI TJIIOKOKOPTHUKOCTE-
pOi/liB i3 TOCTYNOBUM 3MEHIICHHAM [I03U, JiKYy-
BaHHA XiHOJiHOBMMHU 3acobamu. Opromneanyna
kopexitist. O6MeskeHe TPOBEIEHHST PEHTTEHOJIOTIv-
HUX 0OCTeXeHb. PeKOMEHIOBAHO M00OCTEKEHHS:
TeCTYBaHHS 32 JIOIIOMOTOI0 METO/Ly I10JIiMepa3Hol
JIAHITIOTOBOI peakilii Ha Bipyc Emnmreiina—bappa
Ta IIMTOMErajoBipyCc y KpOBi, 'OPMOHHU IIUTO-
1o1i0HOI 31031, JAEHCUTOMETPIS 32 MOMKJIMBOCTI
(mikpocowmist).

Yepes 1 wmicsip Ha T/ 3HAYHOTO TTOJIINIIIEHHS
3 60Ky cyrs000Boro cuHApoMY (prc. 3) po3rnoyaro
3HUKEHHST I0060BOI 1031 KOPTUKOCTEPOI/IiB.

BpaxoBytoun ocHOBHUI 1iaTHO3, e(eKTUBHICTh
KOPTUKOCTEPOI/IHOT Tepallii, BUPILIEHO yTpUMa-
THUCh Bi/l IPU3HAYEHHS ITUTOCTATUYHOI Teparii, y
pasi moripiieHHst cyri000BOTO CUHAPOMY IUTHHI
PEKOMEH/I0BaHO TIOBTOPHE iIMYHOJIOTiIYHE, CepoJIo-
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ridyHe OCJI/PKEeHHS 3 BUBYEHHSAM IIMTOKIHOBOTO
podisIio Ta yTOYHEHHS MOKJIUBOCTI 1HAWBIyab-
HOI KOPEKIIii IPOTOKOJIBHOTO JTiKyBaHHSA. OOTOBO-
PEHO TUTAHHS MOXKJIMBOCTI TPOBE/IEHHS TPAHC-
IIaHTalii croBOYpPOBUX KJITHH KiCTKOBOTO MO3KY.

BucuosBku

PeBMaTiuHi XBOPOOU € OJHUM i3 IIPOSBIB 11EP-
BUHHUX iMyHO/MedIIUTIB, HaWJacTile po3BU-
BAaIOThCSI TPU  CUHJPOMAX IMYHOPETYJISITOPHUX
MOPYIeHb, 32 JAHUMU JITepaTypH, IyKe 4YacTo
CIIOCTEPITaloThCA TEePeXpPecHi CUHIPOMU Ta Pi3-
HOMaHiTHI KoMGiHallii XBOpoO 3 aBTOIMYHHUM Me-
XaHi3MOM PO3BUTKY. [XHS /[iaTHOCTHKA € CKITA[HIM
3aB/IaHHSAM, OCKIJbKH KJIIHIYHUX Ccrenudivanx
MIPOSIBIB HE iICHYE, a CHMITTOMOKOMILJIIEKC YaCTO PO3-
BUBAETHCS TTOCTYIIOBO.

Omnucanuii BUMNAJIOK HE € OJAWHUYHUM, KOJHU
JlarHo3 PeBMATUYHOI XBOPOOM BCTAHOBJIEHMIA
paHinie 3a /liarHo3 iMyHoedinnTy, Xo4a, 3a PeKo-
MeHzalisiMu  MixKHApO/HOI  TPOTUPEBMATUYHOI
giru (ILAR), Bukmtouennst imyHomedinuty iz yac
CTapTOBOTO OOCTEKEHHSI JUTUHK 3 IMiJ03POI0 Ha
peBMaTHUHY XBOPOOY € 060B’I3KOBUM. Y JaHOMY
BUIAAKY BUSIBJIEHHS KOMOIHOBaHOrO imyHomedi-
LUTY BifOy/I0Cs 3 IIEBHUM 3aIli3HEHHIM, OCKLIbKU
iH(eKIiTHNT CUHIPOM Y TUTUHU 3 BPOKEHUMU
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