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MeTa — Ha niactasi po36opy KiHIYHOro B1Naaky NnpoaHaniadyBaty NpoBiaHI MapKkepu NePBUHHNX iIMyHOAEDILWTIB Y AiTel i3 Cyrno60BUM CUH-
OPOMOM.

HaBeneHo gaxi nitepatypu Woa0 OAHOMO 3 iIMyHONATONOMYHNX CUHAPOMIB — aBTOIMYHHOIO CUHAPOMY — Y AITel 3 NEPBUHHUMY iIMyHOAEedI-
umtamr. O6roBOpeHo MexaHiaMu aBToIMYHITETY Ta HacToTy ypaxeHb cymobis. MiokpecneHo, Wwo 3Ae6ibLIOr0 ypakeHHs ONopHO-PYyX0BOro
anapary CnocTepiraloTbCA B NALEHTIB i3 NEPBUHHUMYM MOPYLLIEHHAMN aHTUTINOYTBOPEHHS Ta NPW NEBHVX NEPBUHHX KOMOIHOBaHMX iMyHOAEDI-
umTax. BioMi4eHo, Wwo iCHYI0Tb 0COBANBOCTI ypaxeHHs ONMOPHO-PYXOBOMO anapary npu pidHX HO30NOMHHUX OOVHULAX NEPBUHHNX iIMyHOAEDI-
uMTiB. HapaHo OCHOBHI YSIBAEHHSA MPO CydacHi MOXAMBOCTI i Npo6aemMu nikyBaHHS ypaxeHb CyrnobiB y AiTen 3 NepBUHHUMM iMyHOoOEedIUMTaMN.
OnucaHo OCHOBHI KANiHIYHI NPOSIBM CHAPOMY HiimereHa B aiten. HaBeaeHo BMNaaok 3 ypaxeHHsam cyrnobiB y ANTUHN i3 CUHOPOMOM Hinme-
reHa.

BucHOBKM. [1oTpebye noaanbLioro ya0CKOHaNIEHHs! crucTemMa NikyBaHHs aBTOIMYHHOI NaTonorii Ha i NEPBUHHMIX FEHETUYHO 0OYMOBNEHMIX
MOPYLUEHb IMYHHOI CUCTEMI, BPAXOBYIOHM 3POCTaHHS BVXMBAHOCTI NALIEHTIB i3 MEPBUHHUMMK IMyHOAEDILMTaMM, OCTaHHIMK POKaMU BUHKAE
HeOoOXiOHICTb PO3POOIEHHS KOHCEHCYCHNX PEKOMEHJAL, WO IXHbOr0 BEAEHHS, WO CMPUATUME MIABULLEHHIO IXHBOI AKOCTI XUTTS.

PoboTy NpoBeagHO 3ridHo 3 NpUHLIMNaMn FenbCiHebkoi aeknapadii. IHhopmMoBaHy 3rofly 6aTbKiB AUTUHM OTPUMAHO.

ABTOPY 3a8BNS0Tb NPO BIACYTHICTb KOHMNIKTY IHTEPECIB.

Knio4ogi cnoBa: ATy, NepBUHHI iIMyHOAEILWTY, apTpUTH, CUHOPOM HiimereHa.
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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 iMyHOZEeDIIIUTHI CTaHu € re-

TEPOreHHOIO TPYIIOI0 3aXBOPIOBAHbD, 1110

PO3BUBAIOTLCS BHACITIIOK CITAJIKOBUX
nedeKTiB y M103piBaHHI IMyHHUX KJIITHH, BOHU
BKJTIOYAIOTH JedekTr sk HabyTol (crerndiaaoi)
IMYHHOI BIJIIIOBIi/li, Tak 1 BPOJpKeHOI (Hecrerm-
(diunoi). Ceoroxani Bizomo monax 350 HO30J10-
TYHUX OJWHUIG TIEPBUHHUX IMYHOZEDIIUTIB.
Huska kpain (Ipan, Ascrpasnisg, @paniist, CIIIA,
kpainm JlaTuHCbKOI AMEpPUKH TOIO) MAlOTh Ha-
IIOHATBHI PEECTPU XBOPUX Ha IMYHOAEMIIUTH.
3 HUX BiJIOMO, IO TOMIMPEHICTh IMyHOAEeDITTUT-
HUX CTAHIB y Pi3HUX YACTUHAX CBITY CyTTEBO Pi3-
HuThest: Tak, CIITA HOBIZIOMIISIIOTD PO HAHOIIBIIY
nomupenicts (1:1200), Toxi sx y Opawntiii yacro-
Ta peecTparlii MepBUHHNX iIMyHOeDIINTIB CTaHO-
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BuTh Juie 4,4 Ha 100 tuc. Cepennst po3paxoBaHa
MONIUPEHICTh  TEPBUHHUX  IMYHOAEDIIIUTHUX
cTaHiBy cBiTi opiBaIOE 4,3 Ha 100 THC. HAaCETeHHS.
Y 1isomy, 3araJbHOEBPOIENCHKA KiJBKICTh XBO-
pux csarae 28 tuc. [2]. PoguHHi BUMa ik BUSBICHI
y 58,2% cimeii [26].

Yacrime Ha BpOsKeHi iMyHOmedinuTu cTpa-
JKJIAI0Th  XJIOMYUKH, CITIBBIIHOIIEHHS YOJOBIKIB
JI0 JKIHOK 13 TepBUHHUMU iMyHOzehIITuTaMu cTa-
HOBUTH y cepeanbomy 1,4 [26]. Cepeaniii Bik
Ha MOMEHT TI0SIBU CUMIITOMIB HailuacTile CKJIaJ1a€
6 MicsI1iB, a HA MOMEHT BCTAHOBJICHHS /IIaTHO3Y —
2 poku. Kombinosani T-kmitunHi Ta B-kimitun-
Hi iMyHOAeMIINTH CTAHOBJATH HAWUTIOIIUPEHI-
nry karteropito (28,6%), motiMm — BpozKeHi [e-
dbextn daronuris (25,4%), iHIIi YiTKO BUpaKeHi
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cunzpomu imynomedinury (22,7%), nepeBasKHO
3 pedinurom antutin (17,7%), 3axBOpIOBaHHS
iMmyHHoi mucperynsaiii (4,8%), nedextn BpomKe-
Horo imysnitery (0,4%) i nedinuT KOMIIEMEHTY
(0,4%) [26]. 3arasbHa CMEPTHICTH MAIli€HTIB i3
MEPBUHHUMH iMyHO/IeITIUTAMU B IiJIOMY 3aJTH-
HIA€ThCs 10Ci BUCOKOIO (34,5%), nepeBaskHo Oijib-
1A JIeTAIbHICTh MPUTAMaHHA BUIAAKaM i3 KOMOi-
HOBaHUMU iIMyHO/Ie(DIiTTUTAMU.

Kuiniuni nposgBu iMyHOzedilUTIB € Hecneru-
(biurmmu. BpaxoByloun HasgBHICTH TMEPBUHHOTO
ypakeHHs IMYHHOI CUCTEMHU, BOHM CKJIAat0ThCsI
3 KOMOIHAIi pi3HUX IMYHOOTIOCEPEIKOBAHUX 3a-
XBOPIOBaHb (IH(MEKIINHNX, aBTOIMYHHUX, ajep-
riYHUX, OHKOJOTiuYHKX). Haliwactimum meprmm
MTPOSTBOM iIMYHOIe(DITIUTIB € PerunuBHI iH(pEKIIii,
0COOJIMBO HUKHIX AuMXalbHUX TUIsXiB (62,3%)
[26]. Ame mopsm 3 iHGEKIIHHUM CUHIPOMOM
y TAIEHTIB i3 TEPBUHHUMU iMyHO[ehiIIMTaMu
PEECTPYIOThCST HeIH(MEKITIITHI TPOsIBY, 30KpeMa aB-
toimyHHi. CaMe TOMY B TIAIlIEHTIB 3 aBTOIMYHHOIO
11aTOJIOTIEI0 HA MOMEHT BCTAHOBJICHHSI J/liarHO3Y
3aBXK/M CJIiJI PO3TJISAAT MOKJMBICTD il PO3BUT-
Ky gK Tepinoi ManidecTarlii mepBUHHOTO iMYHO-
nedinuty [18]. Ilpuyomy nesHi imyHOmEDiTITH
acoIliifoBaHi 3 MEeBHUMU aBTOIMYHHHUMH XBOpPOOa-
MU TakK €aMo, SIK 3 MEeBHUMH OHOPTYHICTUUHUMU
indexiigamu [18].

Ak BizoMO, aBTOIMYHHI 3aXBOPIOBaHHS sIB-
JITIOTH cOOOI0 TeTEePOTeHHY TPYITy PO3JAiB, MPH
SIKUX IMyHHa CHCTeMa pearye Ha BJIAaCHI aHTUTe-
HU, 11O NPU3BOAUTH /10 PO3BUTKY 3allajeHHs Ta
HOIIKO/DKEHHsT 200 MOpyIieHHsT PYHKIT TKAHUH.
Binbiricth 3 aBTOIMYyHHUX XBOPOO BBaKAEThCS
[OJIITeHHUMU, 371e01IbII0r0 MOB g3aHUMU 3 JIUC-
(dysKIie0aranTuBHOTO (cendivHOTO ) IMYHITETY.
MexanismMu aBTOIMYHITETY y XBOPUX Ha iIMYyHO-
nedinuT TpoJIOBKYIOTh BUBYATHC. AK BifioMo,
iMyHHa CHUCTeMa CTa€ TOJIEPAHTHOIO /10 BJIACHUX
AHTUTEHIB 4Yepe3 CYKYMHICTh MPOIeCiB IeHTPAIb-
Hoi Ta nepudepudHoi TosepanTHOCTi. OCHOBHUM
MEXaHi3MOM IHAYKINI TEHTPaJbHOI TOJIEpaHT-
HOCTiI B KiCTKOBOMY MO3KY (st B-simdoruTis)
i Tumyci (st T-wuituH) € mesertis Bucokoadin-
HUX aBTOPEAKTUBHUX JIIM(OIUTIB, TO/I SIK OCHOB-
HUMU MexaHizMaMu (OpMyBaHHS TieprudepuyHOi
TOJIEPAHTHOCTI € aHeprisi, irHOpyBaHHS aHTHUTIe-
HY, [eJeTiss TUISXOM aronTo3y, 3acTOCyBaHHS
iHTIGITOPHIX PEIENTOPiB i MPUTHIYEHHST aBTOpe-
akTUBHUX JiM@oruTiB T-peryasaTopHuMu KJIiTh-
Hamu (Treg) [33].

MexanizaMaM# pO3BUTKY aBTOIMYHHUX peaxiiit
IIpU TIEPBUHHUX iMyHOAeDINTaX BBAKAETHCS HE
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TiTbKY Hee(eKTUBHICTh TPOTHiIH(EKITIITHOTO 3a-
XUCTY 31 3HAYHUM IOIIKO/KEHHSM TKaHWH 1 yT-
BOPEHHAM aBTOAHTUTEHIB, ajie I 3MiHU KiJIbKOCTI
i mopymieHHd (YHKII OKpeMux monyJssiiin T-
i B- mimdornuTiB Ta MexaHi3MiB HETaTUBHOI pery-
A1l iMyHHOI BiAnmoBimi [6]. ABToaHTHTINIA TIPO-
TH OJHOTO ab0 KiJIbKOX aHTHUTEHIB BUSIBIISIIOTHCS
B CUpOBATKaxX 4BEPTi TAIli€EHTIB i3 IEePBUHHUMHU
iMmyHoZedilMTaMM, 4acToTa BUSIBJIEHHS 3a HasiB-
HOCTi aBTOIMyHHOI maroJiorii 3poctae a0 69,3%
(HaitgacTilie BUSBJSIOTBCS AHTUTUPEOIHI aH-
THTIJIa, TO3UTHBHA TIpsiMa rpoba KymGea ta aHTH-
HyKJeapHi antuTina) [22,32].

Okpema rpyna MOHOTEHHUX II€PBUHHHUX iMy-
HOeIlUTIB 3yMOBJIEHA MYTAIlisSIMA CaM€ B THUX
reHax, sIKi € KPpUTUUYHUMHU JJIs1 PeryJsdilii iMyHo-
JIOTiuHOI ToJepaHTHOCTI. /[0 Takux cTaHiB Haje-
xKatb mosiMopdism i/abo myrarii B renax AIRE
(aBroimynnuii perysitop), FOXP3 (forkhead box
P3), IL2RA (cybomuuwuiis perernitopa iHTepJieii-
KiHa-2-asbda a6o CD25), LRBA (uyrimBuii 10
ginoniosticaxapuis 6exeButii sikip), CTLA4 (1uto-
TOKCUYHUI OiI0K, acomiitioBanuii 3 T-mimdornura-
mu 4), IL10 (ren, mo xkoxye intepaeiikia-10), [IL10R
(reH, moO KoOjy€e penentop /o iHtepJeiikina-10),
FAS a6o CD95 Ta itoro jirang, STAT5b (ieperso-
pioBad CUTHAJIY Ta aKTHBATOP TPAHCKPHIIILI Sb),
a TaKOXK TMOCWJIEHHS (DYHKII1 3aBASAKA MyTallii B
reni STAT3 (STAT GOF). Myrariii B iux renax
MIPU3BOJISATH 10 IIEPBUHHUX MOPYIIIEHb IMYHHOI pe-
ryJidiii, TOpyIieHb IMyHOJIOTIYHOI TOJIEPAHTHOCTI
Ta 3POCTaHHSI PU3UKY PO3BUTKY aBTOIMYHHOI Ia-
tosorii [7]. Knacudikariero MixnaponHoro co-
103y imyHosorivaux ToBapucts (IUIS) y 2014 p.
BU/IIJIEH] Taki TPylu 3aXBOPIOBaHb IMYHHOI JIHC-
peTyJIsAllii: CHHAPOMH CiMeiTHOTO TeModaronnTap-
HOTO JiMoricTionnTody, JgiMbonpomidhepaTuBHi
CUH/IPOMH, TeHETHUYHi JedeKTH PperyJsaTOpHUX
T-xsiTuH, aBTOIMYHHICTH €3 JiiMdorpoJridepaitii,
aBTOIMYHHUI JiMpoposihepaTuBHUN CUHIPOM,
IMyHHa AUCPETYJIAISA 3 KOTITOM Ta iHTephepoHo-
narii 1-ro Tumy [6]. [Tokazano, 1o 1 po3aagn Mo-
JKYTh HaBiTh OI/IBIIOI0 Mipoto 3a iHII iMyHOITEDI-
IUTHA CIIPUYUHATU CXUJIBHICTD 7O aBTOIMYHHUX
3aXBOPIOBaHb. 3a OCTaHHI KiJibKa POKiB 3p06JIeHO
3HAUHI YCIiX1 B PO3yMiHHI IXHBOTO 1aToreHesy [6].

Cepez cMHAPOMIB IMYHHOI IHCPEryJIsiii 0cob-
JIUBe MiCIle 3 TOUKU 30PY PO3BUTKY aBTOIMYHITe-
Ty nocigae IPEX-cungpom (iMyHOAMCPEryJIsiiii,
MoJIieHIOKPUHOMNATIi, eHTepomnarii X-3uerIeHni
CUHIIPOM), 00yMoBJieHuit MmyTaitieio B reHi FOXP3,
KWW KOJIYE TOJIOBHUN TPAHCKPUIIIHHNI (hakTOP
po3BUTKY Ta GyHKIIT peryastopuux T-mimdo-
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1utiB [33]. IPEX-cunapom kiIiHiYHO IPOSIBJISETD-
csl eHTepolaTi€lo, eHJ0KPUHOIATIEI0 Ta €K3eMO-
nofi6HuM Brcunom. HeroaBHO OMUCAHB TaKOX
1i0ro iHI11l aBTOIMYHHI ITPOSIBU: IIUTOIIEHI1, YpasKeH-
HSI HUPOK, JIeTeHb, HEeYiHKu, cyrao6iB i cucTeMHi
BacKkymiTH [24].

Jlexisibka IHIIUX PO3JIQAIB  IMyHOperyJii
TAaKOX BUKJIUKAIOTh (PYHKIIIOHAJIbHI HOPYIIEHHS
Treg: neditur CD25 (nedextHuit Bucokoadinumii
PETIETITOP /10 iHTepJIeliKiHa-2) TPU3BOIUTH /10 (hop-
MyBaHHS aBTOIMYHHOTO (DeHOTHIY, CXOXKOTO Ha
IPEX-cunapom, ajie 3 BUIIOIO Uy TJIUBICTIO /10 BipyC-
Hux indekmuiii [8]; mediur STATSb npussoauTh
710 TIOPYIIEHHS Tiepe/iadi CUTHAMIB BiJl ITUTOKIHIB
i dakropis pocry it possurky IPEX-mozxi6Horo
CHMIITOMOKOMILIEKCY 3 TIJIMOOKUM iMyHOmedi-
IIUTOM, HAHI3MOM Ta IHTEPCTUIIATbHUM ITHEB-
MoHiToM; edinnT LRBA uepes sHMKeHHS TTOBEPX-
Hesoi excrpecii CTLA4 (inribitopHoro perernTopa
aktuBoBaHuXx T-miMdoruTis i Treg) MpogBasg€eTh-
¢ nedinuToM aHTUTLI, JiMdorporidepariieio i
aBTOIMYHITETOM y BUTIJSAI ITUTONEHIYHOTO CUH-
JIPOMY, IHTEPCTHUIIATbHUX 3aXBOPIOBAHD JIETEHIB
i eATepomarii [24].

Mytanii B reni STAT1 wmaoTh HacTiAKOM
MOPYIEHHI TOCUJIEHHST (DYHKI IUTOKIHIB i3
IIAPOKUM CIIEKTPOM KJiHIYHUX TMPOLIBIB i3 pelu-
JIMBHUMU OMOPTYHICTUYHUMY 1HQEKIIAMU, CH-
CTEMHUM 3alaJIeHHAM, aBTOIMyHHUMHU PeaKIliaMu
y 37% BUNAIKIB, TiIBUIIEHHIM PU3UKY PO3BUTKY
AHEBPU3M, 3JI0SIKICHUX ITyXJIMH Ta aCTMHU a00 eK3e-
mu [ 24].

HaiiBimomimmmm  cepesr  KOMOIiHOBaHMX — iMy-
HOMeIUTIB, acOIiOBAaHUX 3 aBTOIMYHITETOM,
€ cungapom OMeHHa, SKWI PO3BUBAETHCS BHa-
CJIJIOK MYTalliil y IBOX TeHaXx, 0 aKTUBYIOThb pe-
KOMOIHAI0 /1e30KCMPUOOHYKJIETHOBOI KUCIOTH
(reru RAG), mo 3abesredye MOKJIUBICTh TeHe-
pyBatu T- i B-xuitunnuii penepropiyM. Taxkuil
KOMOIHOBaHUI  iMyHOZE(DIIUT TIPU  CHHIPOMI
OMeHHa XapaKTepU3y€EThCst TJIMOOKOI HeI0CTaT-
HicTio T-KJIiTHH i3 BIJIMBOM Ha B-KJIiTUHY Ta Ipu-
poxti kizepu. Xoua OUIBIICT MAIIEHTIB MaiiKe
He Ma€ T-1iMdoIuTiB, y IXHbOMY opraHiami 36epi-
raloThCsl 3aJIMIIKOBI, HeperyJboBaHi T-KIiTUHH.
Towmy B marienTis i3 cunzipomoM OMeHHa crocTepi-
Ta€eTbCS OJIITOKJIOHAIbHA €KCIAHCIsl aKTMBOBAHUX
T-niMmbonuTiB 3 00MeKEHNM PENEPTOPIYMOM IXHIX
pertenitopiB. BomHovac mopyuryeTbed iXHS Hera-
TUBHA PEryJsdllig B TuMyci ta B-xiituHHa TOJIE-
PaHTHICTb, 1110 TaKOX BiJlirpa€ HEraTUBHY POJb Y
PO3BUTKY aBTOIMYHiTeTY. KpiMm miziBUIIIEHOI CIIpHii-
HATIUBOCTI 0 iHMEKITiN Bi/l HAPOKEHHS, TAIliE€H-
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i i3 cuHApoMoM OMeHHa PO3BUBAIOTH YMCJICHHI
aBTOIMYHHI CTaHU, y TOMY 4MCJIi JiMdaieHonaTio,
CILJIEHOMETAJi10, epUTPO/IepPMil0 Ta aBTOIMYyHHE
nopyuieHHs (GyHKIlT MediHKa 3 e03UHOMDITIEI0 Ta
migBUIIeHUM piBHEM iMyHormo0yainy E, mo cBia-
YUTH TPO 3ATyYEHHS 10 TMATOJOTIYHOTO TIPOTIeCy
i cy6monyssinii T-xesnmeprux mgimboruTis 2-1o
tuty [3]. Cepen aBTOIMYHHUX MATOJIOTIN TTPU CUH-
npomi OMeHHA BIZIMIYAIOThCS TTOJIIAHTIIT i3 TpaHy-
JIeMaTOo30M, aBTOIMYHHI 1iiToreHii Ta aprputu. [la-
IieHTH 3 TinomMmopduuMu MyTariisgsmu B renax RAG
3[1aTHI BUPOOJISATH MIUPOKHUIT CIIEKTP aBTOAHTHUTII,
y TOMY YHUCJIi HelTpasidyiouux intepdepoH-anbda
i iHTepdepoH-ramMmma, 110 MPU3BOUTH JI0 PO3BUTKY
XPOHIYHUX BipyCHUX iH(DEKIIiH, SKi CTAl0Th TPUTE-
POM Pi3HOMAHITHUX aBTOIMYHHUX TIPOIECiB [24].

ABTOIMYHITET TaKOX MOKHA CIOCTepiTaTh
B TAI[€HTIB 3 IHIUMK (HOPMAMU TSIKKOTO KOMOi-
HOBaHOTO iMyHOJediuTy, y TOMY ducii aedinur
aJIcHO3WH/le3aMiHa3n-2  (aBTOIMYHHI IIUTOIIEHIl,
IyKpoBWii AiabeT 1-TO THIy Ta aBTOIMYHHWII TH-
peoinut); nedinuT MypUH-HYKIE03U-Pochopu-
na3u (PNP) (aBroimynHi nmutoneii, aptpur) [24].
CunapoM akTHBOBaHO1 (hochoiHO3NTHI-3-KiHA3MH,
10 PO3BUBAETHCI B PE3yJbTaTi TeTEPO3UTOTHOTO
nocuJieHHs (PyHKIN1 i cuHTe3y (dhepMeHTy 3 Hajl-
MIPHOIO aKTUBAIlI€I0 CUTHAJIB TAKOK IIPU3BOJAUTD
JI0  PO3BUTKY KOMOIHOBaHOTo imyHOmedinuTy
31 3MEHIEHHAM BMICTy HAIBHUX T-KJITWH, 3pO-
CTaHHAM KiJTBKOCTI anudepeHIiioBannx epeKkTop-
Hux T-mimdorutis, mpomizkHUX dhopm B-rmimdo-
muTiB 1 gedinmurom antutiyi. Kiiniuai denoTurnm
fforo ayske BapiabeJibHi, Y TOMY YMCJI PelUANBHI
iH(eKIlii ANXaJbHUX ILJISIXiB, TepIeCcBipyCcHi iH-
dexkii 3 gimdonpodtidepallielo Ta aBTOIMYHITe-
TOM. ABTOIMYHHI TIPOSIBU BKJIIOYAIOTH ITUTOTIEHIT Ta
apTPUT, YaCTO PO3BUBAIOTHCS aBTOIMYHHI TemaTH-
TU, IEPUKAP/IUT 1 TTIOMEPYJIOHEDPUT, & TAKOK JIiM-
doinna rinepriazig B JereHdX i MJIYHKOBO-KUIII-
KoBoMy TpakTi [24]. /o BunHaiizenHs myTaiiit
y 1IMX TeHax GaraTo Hali€HTIB i3 BUIEOINMCAHUM
CXOKUM CHUMIITOMOKOMILJIEKCOM BiJIHOCHUJINCST JIO
3araJibHOTO BapiabesbHOTO IMyHOIeDIIUTY.

[Tantientn 3 gedexkramMu aHTUTEHIB TOJOBHOTO
KOMILJIEKCY TicTocyMicHOCTI [ MOXKyTb po3BUBaTU
HOJHaHriiTonoAiOHI ypaskeHHs IMIKIpU Ta IoJiap-
tput. Jledimur iHaynmnOeIbHOTO KOCTUMYJISATOPA
(ICOS) Buknukae auchyHkIio B-xmitiuH, npu-
GJIM3HO TPU YBEPTI MAIIEHTIB MAIOTh ABTOIMYHITET,
y TOMY YMCJI PEBMATOJIOTIYHI MPOSIBYU, TaKi 9K ap-
TPUT i uToTeHil [24].

Hocnimpxenns 130 nemiaTpuyHuX MAIi€HTIB i3
cungapomom /li /Ixkop/ki cBiunTh, 1110 8,5% MaioTh
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MOETHAHHS aBTOIMYHHOI IIMTOIIEHI], TillOTUPEO3y
i aprpury. Ha nmomatox 10 KJIacM4HUX TPOSIBIB
TPOMOOIUTOIIEHII, eK3eMH Ta PEIUAMBHUX iH(DEK-
i, 10 /IBOX TPETUH XBOPUX MAIOTh ABTOIMYH-
Hi MOPYIIEHHS, Y TOMY YMCJi IIUTOIEHil, apTpuT,
mKipHUH i/a00 1epebpaabHIil BaCKYJIiT, HUPKOBI
YPasKeHHs Ta 3amajbHi 3aXBOPIOBAHHS KHUIIEYHU-
Ka. bigplimicTh XBOPUX MaiOTh NPUHANMHI OIUH
Pi3HOBUJ] IUPKYJIIOIOYNX Y CUPOBATIII KPOBi aBTO-
PEaKTUBHUX aHTUTIN 3 iMyHOTI00Y IiHIB Kiacy G
i/abo A [24].

lmepiMyHOTI06YMiH-M-CHHAPOM € TEPBUH-
HUM KOMOiHOBaHUM iMyHOMeMIIUTOM i3 TeHe-
THYHO OOYMOBJIEHUM X-34erieHuM J1eeKTOM
giranny CD40, Bujo3MiHu SIKOTO TIPU3BOJIATH 10
MOPYIIEHHS TIePEMUKAHHS CUHTE3Y Pi3HUX KJaciB
iMmyHorI00Y1iHIB.  KpiM TOBTOPHUX JiereHeBUX
i JTYHKOBO-KUIIKOBUX iH(beKIIil, y 6% maiienTis
CTIOCTEPITAIOThCA  3aMajibHi  3aXBOPIOBAHHS KH-
nreynrka, B 11% — cepoHeratuBHUII TOIapTPHT,
y 45-60% — xponiuna ueiitporeniss 3 abo 6e3
TpoMOboIUTONeHil Ta aHemii, y 50% — peBMaTH4YHA
natoJiorig [18,24]. Cunnpom Bickorra—Onapuya
TaKOK XapaKTePU3yeTbCS PO3BUTKOM aBTOIMYHHOI
narosiorii y 70% Bumaikis.

ImyHozmedinmTH, 1O TPUBBOAATH 10 TSIZKKOI
JiMmorieHii, 9K MIepBUHHI, TaK 1 BTOPUHHI, MOKYTb
3yMOBJIIOBATH aBTOIMYHITET Yepe3 HaJJIUIIOK
TaKUX IUTOKIHIB, SIK IHTEPJEHKiH-7, 1110 CIPUYHN-
HS€ TOPYIIEHHS MPOIECy TOMEOCTaTUYHOI TTPOJIi-
departii i yrBopeHHs JiM(pOIUTIB, SIKi € PEAKTUB-
HUMMU T1I0/I0 BJIACHUX aHTUTeHiB [ 18].

[Tpore cepex kombGiHOBaHUX IMyHOAEMDIIUTIB
HaifyacTilmuM € 3arajJbHUN BapiabesbHUI iMyHO-
nediluT — TeTeporeHHa rpyma 3aXBOPIOBaHb, SKa
XapaKTepU3y€eThCsT HEOCTATHIM CHHTE30M aH-
Ut i ocnoBuuME gedexramu T-wuaitun, y 10%
[IOB’s13aHi 3 aBTOCOMHO-ZIOMiHAaHTHUMU MY TaI[isIM1
B poAMHI perenTopiB ¢akTopa HEKPO3y IIyXJIUH
[24]. To 10-20% ycix 3arajibHuX BapiabesbHIX
iMyHO/Ie(ITTUTIB MAIOTD 1IeHTH(IKOBAHY MOHOTEH-
HY TIPUYMHY, cepe/l EBPOTIEHCHKOI MOyl Hall-
YacTille CHOCTePIraloThCsl TeTEPO3UTOTHI BapiaH-
TH TeHiB, 1O KOAYIOTh KiatouoBi yactuam NF-KB
(NFKB1 i NFKB2) Tta myramii 8 reni PRKCD.
Kuiniuni mposgBr Hacamuepes, BKJIIOYAIOTh PeIn-
JIMBHI CUHOIIYJIbBMOHQJIbHI Ta NIJIYHKOBO-KHIII-
koBi iHdektil [18]. HemonaBro omnmcanmii e
OIMH KOMOiHOBaHUI iMyHOmedIinuT, 00yMOBIIE-
HUIl IOMiHaHTHO-HEraTUBHUMHU JleheKTaMu B TeHi
CARD2 3 mnopasbpimiM TOPYIIEHHIM aKTUBAIIil
6imka NF-kB, dyuxkmiin T-krituaaux i B-xritun-
HUX PelenTopiB Ta 3HUIKEHHSIM KiJIbKOCTI KJIITUH
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mam’gTi. KpiM aTomiuyHoi maroJiorii Ta peruanB-
HUX iHQEKIH BepXHiX AuXaabHUX HUIsXiB, 20%
HAIi€HTIB 13 11i€l0 XBOPOOOIO CTpakAafoTh Ha
aBTOIMYHHY TaTOJIOTIIO [24].

3arajioM, 3a JaHUMHU 0araTtoIEeHTPOBOTO JI0-
ciipkenns, cepen ycix monax 2000 xBopux Ha
3araJbHUi BapiabebHuii iMyHozediluT y TpeTu-
HU O0CTEKEHUX BUSIBJIEHO XBOPOOM 3 aBTOIMYH-
HUM MEXaHi3MOM PO3BUTKY (TPOMOOIIUTOTIEHIs,
PEBMATOITHUN apTPUT, BACKYJIIT, YBEIT, CHCTEeMHUI
yepBOHUI BoBUak) [13,28]. ¥ nopocsiomy Bitli 3a-
ragbHUN BapiaberbHUl iMyHOmEeDINUT € Haiimo-
HTUPEHINUM  KJIHIYHO 3HAUYylI[UM TIePBUHHUM
imyHoziedirmutom [28]. Cepen peBMaTUUHOI TTATO-
Jiorii, gka Bigmivaerbcd B 6—10% narienris i3 3a-
raJbHUM BapiaGeJbHUM IMyHOAEDIUTOM, HAIIO-
IIMPEHIIIO XBOPOOOID € PEBMATOIAHUN apTPHUT.
CriexTp aBTOIMYHHOI TATOJIOTII MPU 3araJibHOMY
BapiabebHOMY  iMyHOIEeMINUTI  POSIMIMPIOETHCS
3 BikoM (IMYHHI aJioriertii, 1eJiiaxis, By3JyBara epu-
TeMa, heHomeH PeliHo, peru/inBHi BUpPa3Ku pPOTO-
BOI TIOPOKHUHU, aBTOIMYHHUI TacTPUT i MEPBUH-
HUH KOBYHUN XoJianTiT). [{ikaBo, 10 B MaIfi€eHTiB
i3 3araJpbHNM BapiabeabHUM IMyHOZEePIIUTOM 32
HAsIBHOCTI aBTOIMyHHOI marosiorii Ta 6e3 Hel He
BUSIBJIEHO CTATUCTMYHO 3HAUYIIMX BiJIMiHHOCTEM
iMYHOJIOTTYHKX TTOKA3HUKIB, IKi 6 MOTJIM CJIyTryBa-
TU NPEIUKTOPAMU aBTOIMYHITETY.

[TamienTn 3 nedekrTamMu MepeBaKHO TYMOpPaJib-
HOTO iMyHIiTeTy, HaiOiNbII SCKPaBUM IPUKJIA-
JIOM cepell sIKUX € arammarsoOysinemist bpyTtomna
(B-kmitunan He qudepeHIlioThCs B TIIa3MaTHIHI
KJIITUHM ), TAKOXK MOKYTh CTPaK/IATH Bi/l aBTOIMYH-
HUX YCKJaJHeHb. BiamivyaeTbcst BiporifiHo miaBU-
niena vacrtota (10 15% moryJisiiiii) 10BeHiJIbHOTO
iZioaTUYHOTO apTPUTY, ACEINITUYHOTO TOJIiapTPHU-
Ty, IIUTOIIEHII, aJIorellii, 3anaJibHUX 3aXBOPIOBAHb
KUITIEYHWKA Ta JiepMaroMio3uty [18,24].

Y namienTiB i3 ceJeKTUBHUM JeDiIUTOM
CEKPETOPHOTO IMYHOTJIOOYTiHY A Takox y 28—
31,7% BUIIAJKIB ONMUCYIOTHCS aBTOIMYHHI 3aXBO-
pioBanHsa [36]. Cepen HUX HaWTONIUPEHINT CH-
CTeMHUII 4YepBoHUiI BOBYak (2,78%), Tupeoiaur,
IyKpoBwii giabet 1-ro tumy, xBopoda Kpona, Bupas-
KOBUU KOJIT, PeBMAaTOIIHUI apTPUT, I0BEHIJIbHUI
imionatnunuit aprput (13,89%), ankinosyouwnii
cioaauiT i Bitimiro [36]. e mizkpeciioe HeoO-
XiZTHICTH TIPOBE/IEHHS aKTUBHOTO CKPUHIHTY Ha aB-
TOIMYHHI 3aXBOPIOBAHHS B MAIIEHTIB i3 CEJIEKTUB-
HUM 1e(DIIIUTOM CEKPETOPHOTO iIMYHOTIO0YTiHY A.
He Busnaueno, um i3osiboBanuii medinur cexpe-
TOPHOTO iIMyHOIJIO0YIiHY A caM 110 cobi cTBOpIOE
PU3UK aBTOIMYHITETY, YW iCHYIOTb IIATPYIH I1a-
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II€EHTIB 3 1HIINM, BCe 1[¢ HEe YTOYHEHUM Pi3HOBU-
JIOM IMyHO/IeDIIUTY, TKUI 3yMOBJIIOE ITi/[BUIIEHY
CXUJIbHICTH JI0 aBTOIMYHITETY [24].

[lepBunni imyHomedinuTH, MO BIJIUBAIOTH
Ha nuToTokcnyHicTh CD8+ T-KimiTiH i mpupogHnx
KizepiB, HanmpwkJaaz, aedinut nephopuHy i CUH-
npoM I'purmeni, MoB’s13aHi 3 PO3BUTKOM reModa-
ronuTapHoro cusapomy [18].

Cepen  nedekTiB  BpPOKEHOTO  IMYHITETY
XPOHIYHA TpaHyJjieMaTo3Ha XBOpPoba acolliiioBaHa
3 aBTOiMyHiTeTOM. KylacMYHUM TIPOSBOM TpaHy-
JIEMaTO3HOI XBOPOOHW € 3arajbHe 3aXBOPIOBAHHS
KUIEYHUKA, Mpu X-34elJIeHi TaToJorl TaKoXK
3POCTa€ PU3UK PO3BUTKY HIKIPHOTO JMCKOIZHOIO
BoBUaKa [24].

[MTupoko BiOMO, MO HEIOCTATHICTbh PaHHIX
KOMIIOHEHTIB KJIACMYHOTO IIJISIXYy aKTUBallil CHh-
creMu KoMmIieMeHTy, y tomy uucai C1, C2 i C4,
TICHO TIOB’SI3aHa 3 PO3BUTKOM CHUCTEMHOTO dep-
BOHOTO BOBYaka, npuuomy npu gedimuti Clq
xBOpob6a po3BuBaeThes y 90% xBopux. Xoua oBHA
BiZICyTHICTH KOMITOHEHTIB KOMILJIEMCHTY TIAIliEHTIB
i3 CUCTEMHUM YE€PBOHUM BOBYAKOM Bi/IMiYa€THCS
Tiibku B 1% BUIAAKIB, IPOTe YaCTKOBA HEIOCTAT-
nicth C4 nassua y 40% XBopux, i caMe B TaKuX
BUIIA/[KaX CITIOCTEPIra€ThCsl TSIKYNIN 11epebir Jroy-
cy [24].

Anani3 JaHNuX TOTePeIHIX JIOCTi/IKEHb ITOKA3ye
HE TIJIbKM OKPeMi OIMCH aBTOIMYHHOI IaToJIoTii
TIPU Pi3HUX TIEPBUHHUX iMyHO/IedinnTax, aje i 3a-
TaJIbHy BUCOKY YacTOTY PO3BUTKY ii B KOTOPTHUX
JIOCJI/IKeHHSIX.

3a JaHWUMU PI3HUX OCJTIJIHUIbKUX TIEHTPIB,
YacTOTa BUSIBJICHHSI aBTOIMyHHUX XBOpPOO CyT-
TeBO KoJsmmBaeTbed. Tak, Hans-Hartmut Peter
MIKPECITIOE, 10 B KJIIHIYHOMY (DEHOTHUTIi MOKYTh
nepeBaskaTh prich abo aBTOIMYHHI, a00 iH(eKITiii-
HUN cuHApoM, i noBigomisie ipo 10% Bumnaakis
3 aBTOIMYHHOIO TIaTOJIOTI€I0 Ha TJi IEPBUHHOIO
imyHozedimuty [19]. Toxi sixk KyBeiTcbKa KOTOp-
Ta TAIIEHTIB i3 TEPBUHHUMHU iMyHO[edIiTuTaMI
3 286 miTeil i3 mepeBakaHHSIM KOMOIHOBAaHUX iMy-
nonedinutis (19,9%) y 107 Bumaakax onucye aB-
TOIMYHHI TIPOsIBH, 3 IKUX 30% XBOPUX CTPAKIAIOTH
Ha (B aBTOIMYHHI XBOPOOH, IPUYOMY 3aTPUMKa
B JlarHOCTHUI iMyHOZeDIIUTY BiporiaHo Oijbiia
B IAIi€HTIB 3 aBTOIMyHHUMM XBOPOOAMHU Ha TJIi
iMyHOZIeDITTUTY TOPIBHSHO 3 TUMU, y SKUX TIPO-
ABIB aBTOIMyHiTeTy Hemae. Hukua BUKMBaHICTD
32 HAagBHOCTI O3HAK aBTOIMYHITETY B IAIlIEHTIB i3
CHCTEMHUMHU XBOPOOAMHE CIIOJYYHOI TKAHUHU TIPU
[aTOJIOTII KOMILJIEMEHTY ab0 r'yMOopaibHOI Ta (haro-
IUTAPHOI JIAHOK iIMYHHOI Binosizi [25].
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3a JgaHuMu  (QPAHITY3bKOTO HAI[IOHATBLHOTO
peectpy tepBuHHUX imyHomedinuTis (Centre
de Reference Deficits Immunitaires Hereditaires
register — CEREDIH), 3 2005 p. cepen 2183 3a-
PEECTPOBAHUX BUTIA/IKIB i3 TEPBUHHNUM iMyHOe(]i-
uToM (43% 3 SIKUX MalOTh MepeBaKHO B-KiiTwH-
nuii imynogedinut [12]) manidecraiis oxHoro
ab0 KibKOX aBTOIMYHHUX 3aXBOPIOBAaHb BUSIBJIE-
Ha y 26,2% xBopux, nepeBaxkHo 10 50 pokis [17].
ABTOpamMHU BijIMiu€HO, 1[0 3arajbHUN PUIUK
PO3BUTKY aBTOIMYHHOI TMATOJIOTI] HE BUIIAH, HIXK
y TOTYJIATIII B MiJIOMY, TTPOTE PU3UK IETKUX OKpe-
MUX CTaHIB CYTTEBO BiJIPI3HAETHCS: PU3UK PO3BUT-
Ky aBTOIMYHHOI 1tutoneHii y 120 pasiB Bummuii, Hix
y 3arajibHiil MOMYyJAIil, 3aMaJbHUX 3aXBOPIOBAHb
KuneyHukay faiteit —y 80 pasis Buluii, apTputy —
B 40 pasiB [17]. PeBmaTosioriuHi 3aXBOpIOBaHHS
3apeectpoBani y 12,8% maifieHTiB i3 nepBUHHIMUI
iMyHOzIebilTUTaM1, PU3UK IXHBOTO PO3BUTKY 3ara-
JioM 3pocTae B 6 pasiB, y autsiuomy Billi — y 40 pasiB
[17]. 3Barampamii BapiabesnbHuii iMyHOZEDIUT
XapaKTePU3YETbCA  HAMOLIBIIMMKM  PUBUKAMU
PO3BUTKY aBTOIMyHHOI TaToJorii [17]. Panni mpo-
SBU 1H(MEKITIIHOTO CHHPOMY Y XBOPUX Ha iMyHO-
nedilT He BIVIMBAIOTH HA 3POCTAaHHS PU3WKIB
pO3BUTKY aBToimyHiTeTy. Ha xanb, HasgBHICTH
aBTOIMYHHOI TATOJIOTI1 TTOTIPIIIYE MOJAJIBIILY OUiKY-
BaHy e(deKTUBHICTh TPAHCIJIAHTAIll KiCTKOBOTO
MO3Ky [17].

B ipanceromy peectpi [5] cepen 227 marii-
entiB (1999-2016 pp.) i3 3araapbHUM Bapiabesb-
HUM IMYHOAE(DIIUTOM PEeBMAaTUYHI XBOPOOU Bijl-
miveni y 10,1% obcreskeHUX, 3 SKUX XPOHIY-
HUI 3allaJIbHUN apTPUT BUSIBJEHWIT NPUOIU3HO
y 3% malieHTiB.

Y cioBeHChbKOMY HallioHAaJbHOMY peecTpi [9]
iMyHOebiIUTIiB  3apeecTpoBaHi 247 TaIli€HTIB,
3 akux 78% — Bikom 10 18 pokiB. ABTOiMyHHI
POSIBY BiziMiueHi y 22% 3 Hux, gimdornposicdepa-
TUBHI/TpanyieMaTo3ui — y 12%, aBro3zanajibHi —
y 5%, anepriuni — y 4% XBOpux. ABTOIMYHHI ITPO-
SIBU BUSIBJIEHI B YCiX MAIIEHTIB, Y SKUX iMyHOIedi-
UTH KJaacu(ikoBaHi SK 3aXBOPIOBAHHS IMYHHOI
ICperyJssii, y 47% mnaiieHTiB i3 XPOHIYHOIO
rpaHyJIieMaToO3HOI0 XBOpo6oio Ta y 38% mnaiieHTis
i3 mepeBakHO iIMyHOZeDIIIUTOM AaHTUTIIL.

Y nomysiiii yKpaiHCbKUX XBOPUX aBTOIMYH-
Hi XBOpOOU B /IiTell 3 EPBUHHUMY iMyHOIeDiTH-
TaMU BUSBJSIOTHCS TAKOXK i3 BUCOKOIO YaCTOTOIO
(27,5%), 3 nux 10% maiienTiB i3 peBMaTHYHOIO T1a-
Tosiorieto. [Ipuyomy apTpuTu BiMivyaioThCs Tepe-
Ba)KHO TIPU TSUKKUX iMyHOledinnTax i3 gedinurom
AHTUTIJIOYTBOPEHHS, 32 YACOM PO3BUTKY KJiHIYHI
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MPOSIBU apTPUTY aCOI0IThCS 3 MaHidecTallien
ocHOBHOI natoJiorii [10].

PerpocriektuBanitananizfokymenTartii 1036 ma-
mientiB (2003-2019 pp.) autgyoro BiKy 3 TeHe-
TUYHO WiATBepKeHUM Y 48,2% BUTIAAKIB 1€p-
BUHHUM iMyHOMediTnTOM [22] TIOKa3ye, 10 aBTO-
iMmyHHi xBopobu crioctepiratorsest y 10,1%, mpote
He BUSIBJIEHO CYyTTEBUX OCOOJMBOCTEH IXHIX KITiHIU-
HUX TMPOSIBIB 3aJI€eKHO BiJl Pi3HOBUY iMyHOAEdI-
ruty. JlimdornposidepatnBuuii cuHaIpoM vactiiie
BinmMivaeThes npu fAedexTax (aroruTapHoi cucTe-
mu (88,9%).

IlikaBo, mo B 34,4% i3 1083 mnamientis, 110
HaJIeXKaTh /10 YOTUPHOX KOTOPT i3 IEePBUHHUMU iMY-
HozeilUTaMu, CIIOCTEPIra€ThCsl HASIBHICTD OLIbII
HI)K /IBOX aBTOIMYHHUX 3aXBOPIOBaHb (HaituacTimie
e ypasKeHHs LIMTOIOAIOHOI 3a1031 Ta CHHIPOM
[ITerpena). 361/IBITYIOTH PUSUKH MOJTIaBTOIMYHITE-
Ty ’KIHOYA CTaTh 1 ciMeliHNII aHaMHe3 aBTOIMYHHOI
narosiorii [28]. ¥V 1988 p. [ymbeprom i JomoHmom
3aIIPOIIOHOBAHO TOIIINTH TaKi CTaHU 3a KJjIacTepa-
MU, JI0 IPYTOTO KJIACTEPy BHECEHO ITepexXpecHi peB-
MaTHYHI 3aXBopioBanus [28].

Pi3ni aBToimMyHHI XBOPOOHU acOIIIOIOTHCS 3 Pis-
HUMU IMYHOZIe(DIIIUTHUMU CTaHAMU. Y3arajbHIO-
104K BUIlle3a3HaYeHe, JOLIJIbHO IiJKPEeCIUTH, 1110
Ha CUCTEeMHUU 4ePBOHUI BOBYAK XBOPIIOTH MAaIli€H-
T 3 gedinmurom kommnonenTiB C1, C2 i C4 cucre-
MU KOMIIJIEMEHTY, CEIEKTUBHUM iMyHOIedinuToM
i3 HeocTaTHicTO iMyHOTIIOOYIiHY A, STAT1 GOF,
3araJpHUM BapiabebHuM iMmyHoediturom. CuH-
JIPOMHU BaCKyJIITy TPAIISAIOTbCS TIPU TOJIOBHOMY
KOMILJIEKCI TicTocymicHocTi-I-nedinuTi, cuaapomi
Bickorra—Oungpuua, cunapomi bnay, [PEX-cun-
JIPOMi, rinepimynorno0ytin- E-cunapomi 3
DOCKS-zedinurtom, 3ararbHoMy BapiaberbHOMY
imynozedinuti. Cunzgpom Illerpena xapakTepHuit
JUI  aBTOIMYHHOI TIOJIIEH/IOKPUHOTIATII, eKaH/u-
JI03y Ta eKTOAepMasbHOI [ucTpodii, 3arajbHOTO
BapiabesibHOTO iMyHOMedinuTy [27]. 3asnauene
0OYMOBIIIOE TOTEHIIIHY MOKJIMBICTD 3BYsKEHHS
00CsITYy TEHETHYHOTO 0OCTEKEHHS 3 METOIO TOIITY-
Ky iMyHO/lepinuTy B TAI[iEHTIB 3aI€XKHO Bijl MaHi-
(ecTHOT aBTOIMYHHOI 1TATOJIOTII.

[Tpote GaraTo aBTOPIB IiAKPECIIIOE, 10 yPasKeH-
Hs1 KICTOK 1 cyry100iB € BKpail IOMUPEHUM 1 pi3HO-
MaHITHUM TIPU Pi3HUX iMyHOAe(ITITax, 0COOIUBO
MIPU TYMOPAThHUX iMyHOZEDINTAX 1 TOPYIIEHHSIX
KibKOCTI Ta yHKIT ¢daronuTiB (Hacammepes
npu BapiabebHOMY iMyHOMEMIINTI, araMMario-
Oystinemii, cuHApoMi rimepiMyHOTrI06yAiHeMii M,
CeJIEKTUBHOMY J1e(ilNTI CEKPETOPHOTO IMYHOTJIO-
Oyainy A, riaikorenosax) [38].
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Cutif 3a3Ha4UTH, 1110 Y XBOPUX HA IIEPBUHHI iMy-
HO/IeIITUTH MOXKYTH CIIOCTEPITATUCS SIK CEIITUYHI,
TaK 1 acCenTUYHI i ToeAHAHI BUU aPTPHUTIB.

Tak, apTpuTn yacto Bif]MidalOTbcd Npu X-34e-
minesomy CD40L-gedimuTi (maituacrimma mpu-
YMHA  TinepiMyHOrI00yIiH-M-cuHapomy), da-
CTO B TIOE[HAHHI 3 adTO3HUMHU CTOMATUTAMH,
CEJIEKTUBHOMY IMyHO/eDIIUTI 3 HEIOCTAaTHICTIO
iMyHOr/IOOY IiHY A, CHHAPOMI MOCHUJIEHHS (DYHK-
mii STAT3, cunapomi bmay, akruBoBanoi doc-
(hoinozuTn-3-KiHazu-d-CUHIPOMI; TOJIOBHOTO
KOMTIJIEKCYy — TictocymicHocTi-I-gedimuTi, aBTO-
iMmyHHOMY JliMoTIpoTihepaTUBHOMY  CHHIPOMI,
cuaapomi /i xopmxki, IPEX-cunapomi, cuh-
npomi Bickorra—Omapuua, nedinuri iHAyKOBa-
HOTO KOCTUMYJISITOPA, AeDIilUTi MypUH-HYKJIEO-
3un-dochopuiiazu, TKKOMY KOMOIHOBAHOMY iMy-
Hogedinuti, X-34erieHiii aramMmarao0y IiHeMmii
(bpytona). CentuuHi apTpUTH TAaKOK MPUTAMAHHI
X-3uerieniit  arammarsiobysinemii - (Bpyrona).
3a3BUuail CIIOCTEPIra€TbCsl 3alajeHHs OJ[HOTO
a0 IEeKIJIbKOX Cyry100iB, apTPUTHU YacTille MaioTh
MIiKOTIJIa3MOBY, CTa(iJIOKOKOBY, CTPENTOKOKOBY
abo remodinbHy etiosorito. CriocrepiraroTbest mpu
IilT MaToJsiorii He e iH(EKITiiTHi, anxe i peakTuB-
Hi apTpuTi (06yMOBJIEHi (heHOMEHOM aHTUTEHHOI
Mimikpii). Kpim KicTKOBO-Cyrsio60BHX TIPOSIBIB
iH(EKITIITHOTO TIOXO/PKEHHS, TpU iMyHOedim-
TaxX MOJKE CIIOCTEPITaTUCS aCeNTUIHNN Heepo3uB-
HUM TOJHapPTPUT, HU3bKUI 3PICT Ta iHIII KiCTKOBI
nedopmartii. Po3BUTOK I0BEHIIBHUX igiorarTmy-
Hux aptputis (IOIA) wuacrimre crocrepiraerbes
npu iMmyHozedinnTax i3 HeJIOCTATHICTIO AHTUTIJIO-
YTBOPEHHS Ta 3arajbHOMY BapiabejbHOMY IMYHO-
nedinuri.

[lani  cyyacHUX  JIOCJI/KEHb  TIOKa3yloTb,
1[0 YaCTO PEBMATOIIHOMOMIOH] ypaskeHHs CyTI06iB
i3 BUABJIEHHSIM y CHPOBATIII KPOBI XBOPUX aHTHU-
HYKJIeapHUX cHenudiyHuX aHTUTI (HAlpUKIIAL,
AQHTUTL 10 HATUBHOI J€30KCHMPUOOHYKJIETHOBOI
KKCI0TH, prubonyKIeonporeiry, SS-A, SS-B tomio)
Ta XPOHIYHI HEEePO3UBHI aPTPUTH 3 IHIITUMU BOBYA-
KOBOITOIIOHUMH ITPOSIBAMU CYTIPOBOJIKYIOTH OLIBIIT
pizKicHi maTosorii, Taki sk gedinut RAG, ki cii
3aIli/I03PUTHU B TAIIEHTIB 3 aTUIIOBOIO KJIHIYHOIO
KapTHHOIO PeBMAaTUYHOI XBOPOOU HABITh 3a BiJICYT-
HOCTI iHDeKIifTHOTO cMHAPOMY B anamHe3i [11].

PeTrpocriektrBHe KOTOPTHE AOCTiKeHH 268 Hi-
MEIbKUX TAIliE€HTIB i3 MedilMTOM aHTUTIJIOYTBO-
penns (2018—2021 pp.) [24] cBimuuTh, 110 apTPUTH
criocrepiraiotbest B 16,4% mnamienTis, 31e611bI110-
r0 3a HasIBHOCTI eHTepornartii, 75% XBOPUX MaiOTh
OCbOBE ypaKeHHs CKeJeTa.
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3a TaHUMHU iPaHCHKOTO PEECTPY, TIPU 3araibHO-
My BapiabesbHOMY iMyHOAeIMTI HAWTOMIMPEHi-
IMIMMU yPa)kKeHHSAMU CYT/I00iB € I0BEHIIbHI apTpH-
TH, PEBMATOI/IHI ADTPUTH Ta CIIOHUIOAPTPUTH [5].
Yepes nedinut aHTUTIII TATOTHOMOHIYHI /IS TTi€l
pPeEMATHYHOI MTATOJIOTII CEePOJIOTIuHI TeCTH B Oisb-
IIOCTI IMAIliEHTIB HeraTtuBHI. Big3Hadaerbcd BU-
COKa 4YacToTa TOEMHAHHS i/[IONATUYHNUX apTPUTIB
3 iHmmMu aBToiMyHHUME XBopobamu (60—75%).
OcobMBICTIO aHAMHE3y € 4acTe MOIEepPe/[HE BU-
SBJIEHHSI CENITUYHUX ypaskeHb cyriobis (17,4%).
[TaeBMOHIs, cepenHili OTWT, CIJIEHOMETasis Ta
ajiepriyHa 1maroJIoris € OibIll MOMMPEHUMHU B JIi-
Teil 13 3arajbHUM BapiabelbHUM iMyHOMedimToM
1 peBMaTUYHOIO MMATOJIOTIE€I0 MOPIBHAHO 3 i1 BIZICYT-
Hictio [5]. HasBaicTh iH(EKIIHOTO CHHIPOMY
B aHaMHe3l 00yMOBJIIOE€ HEOOXIAHICTH IIepuioYep-
TOBOTO BUKJIIOYEHHST CEMTUYHOTO apTPUTY Y BCiX
MAIiEHTIB 13 3araJibHUM BapiabeJbHIM iMyHOIedi-
uToOM (BUKJIUKAHOTO Streptococcus pneumoniae,
Haemophilus influenzae ta Staphylococcus aureus,
aTuIoBUMK Gakrepismu — Mycoplasma hominis,
Mycoplasma pneumoniae, Mycoplasma salivarium
i Ureaplasma urealyticum, a Takox eHTepoBipyca-
mn). /ludepeniiiitHa JiarHOCTUKA TAaKOXK TTOBWH-
Ha BKJIIOYATU BUKJIOYEHHS aMijioifo3y, OCKIJTbKU
B IMAIEHTIB i3 PENUIUBHUME 1HDEKIISAMI aMiIoi-
/103 TaKOK € TOTEHIINHOI0 MPUYNHOIO 3arajJeHH
cyra06iB [5].

Haiimommmpenimum — ypaskeHHSIM — CyTJI00iB
y JIOPOCJIVX MAIEHTIB i3 3ara/ibHUM BapiabeIbHIM
IMyHOZe(DITITUTOM TaKOK € 3amajibHi apTpuTH [28].
Ha mymxy aBTOpiB, peHTreHorpadiss Ta Martit-
HO-pe3oHaHCcHa ToMorpadist € KOpUCHUMU JIJIS Bi-
JIOKPEMJICHHST €PO3UBHUX 1 HEEPO3UBHUX apTPUTIB,
TO/l $IK BUHAWJICHHS AHTUHYKJIEAPHUX aHTHUTLJI
Ta PEBMATOINHOTO (haKTOpa He SBJISETHCS B Ta-
IieHTa i3 3arasbHUM BapiabebHUM iMyHOIediTm-
TOM /IIaTHOCTUYHO 3HAYYIUM, OCKIJIbKU 3a3BUYAl
BoHu BizcytHi [28]. Biomncis cuHoBiasbHOT 060-
JIOHKHU B TaKMX BUIIA/IKaX, K 1 IIPU iHITUX XPOHiy-
HUX apTpUTaX, MOKA3y€ CUHOBIAJIbHY TilepIiiasito
Ta Tpoidepalliio KamiJspiB; MpoTe XapaKTepHa
JUI  PEBMATOIIHOTO apTpuTy iH(IBTpalligd cu-
HOBiaJIbHOI 060JI0HKK B-smiMdoruramu i mosimop-
(bHOsSIIEPHUMY JIETKOIIUTAMU HE CIIOCTEPITAETHCH,
a T-kiTunai iHITBTPATH TIEPEBAKHO CKIIAIAIOTH-
cs1 3 CD8+ T-kmitun [37].

3HauHe yPasKeHHd KiCTOK i3 BUpa3HUMU KiCTKO-
BUMU JlepopMalliaMu BiIMIYAEThCS TIPU TillePiMy-
Horyo0yiH-E-cunapomi ta cungapomi i JIxopaki
[31], a Takosk 1pu MATOJOTISAX, OB’ A3aHUX 31 CIIOH-
nstoetiizapHoTo JUCIIIA3IEI0 Ta IO eHI0KPUHO-
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narisimu. Po3ymiHist 0cOOMBOCTEN CKETETHO-M 5I-
30BUX YpaxKeHb MPU IMYHOZEDIIUTAX € BAKIUBUM
aCITeKTOM iX CBOEYACHOTO BUSABJIEHH [38].

BpaxoBytoun  Bullle3azHaueHe,  3POCTaHHS
PU3UKIB PO3BUTKY aBTOIMYHHOI IATOJIOTii B Ia-
IIIEHTIB i3 MEPBUHHUME iMyHOzeDIiTuTaMI 00T PYH-
TOBYE JIOIIJIbHICTh BUBYEHHS 4acTOTU iMyHOedi-
IUTIB y MAI[€HTIB 3 aBTOIMYHHUMH XBOPOOaMHU.
[IpoBenene MoHoOIEeHTpOBE fAociKeHHsa  [40]
nokasye, mo cepea 56 00CTeKEeHUX i3 cepeaHiM
BIKOM MOYaTKy aBTOIMyHHOI XBOpoOUW 7 POKiB
(4 micsmi — 46 pokiB) 5 mari€eHTIB BiAMOBIAAIOTH
KPUTEPiIM BCTAHOBJIEHHS JiaTHO3y IE€PBUHHO-
ro imyHomedinuty. ITpore OGinburicTh mMarieHTiB
BOJIHOYAC MaoTh iH(MEKIIHHUI CUHAPOM, acOIli-
oBaHU 31 BHUKEHHSM PI3HUX CYOIIONMY IS JIiM-
doruTis, mpu ix 06CTEKEHHI B TIOJIOBUHI BUMTA/IKIB
BUSIBJICHI TeHETUYHI MyTallii (Haifuacriiie B reHax
LRBA ta STAT1 GOF) [16].

3a Hamumu jganumu [4,29,30], cepen mariieHTiB
i3 cyrimo6osuM cuaApoMoM B 1,4% BcTaHOBJIEHUI
JliarHos nmepBuHHOTO iMmyHozedinuty. Haityacritie
ypaskeHHsI CYIJI00IB CIOCTEPIra€ThCs IPU CeJIeK-
TUBHOMY iMYHOZIe(DIIIUTI CEKPETOPHOTO iMyHOTJIO-
6yminy A (0,6%), mpuaomMy 3/1€6ibIITIOT0 PO3BUT-
Ky apTpUTIB He Tiepeye iHQEeKIIHHNN CUHIPOM,
B 0,5% BUNajKiB CyrJ060BOTO CHHIPOMY B Ma-
IIEHTIB 3 aCeNTUYHUMU apTPUTAMU BCTAHOBJIE-
HUiT giarHo3 xBopobu Bpyrona (y Bcix Bumaakax
nepenye TSLKKUN iH(GEKIINHNNT CUHIPOM), B OI-
Hiel gutuan — cuuapom /i /I:kopsrki, B onHiel —
3araJibHIi BapiabebH1iT iMyHOIeDIlnT, y TPHOX —
cuagipom CINCA/NOMID, y aBox — cuHAPOM
Hiiimerena.

OnHuM i3 yacTuX NEepPBUHHUX IMYyHOIeDITUTIB,
IO BiAMIYAETHCSA cepell YKPAiHCHKOI TOTMYJIATIl,
€ cunzipom Hiilimerena.

Omucannit y 1981 p. cungpom pospuy Hitime-
reHa € piZIKiCHUM aBTOCOMHO-PeIleCUBHUM 3aXBO-
PIOBAaHHAM, SIK€ HAJIEKUTH /10 TPYIU CUHIPOMIB
XPOMOCOMHOI HecTabiIbHOCTI, I'eH, 110 BiAoBizae
3a iioro po3BUTOK, BuHaigenuit y 1998 p. [20].
Y cBiTi nomupenicts curapomy Hilimerena orri-
HioeTbest B 1:100 000 >xmBOHApo/KEeHUX, aje y
Cxinniit €Bporri yacToTa HOCIICTBA MyTallii B Jie-
SIKUX TONyJsiisx csrae po 1:155—177 woBonapo-
mkennx. Haiibiibie XBOPUX 3apeecTpoBaHO B
[Monwmmi, Pocii, Ykpaini, Yexii, Bimopyci, Ciosau-
YnHiTamiBaeHHo-cXiaHii HiMmeuauni. [Tomupenictb
MyTallii cBiguuTh, Mo BoHa BixOyacs 300 mo-
KOJIiHb TOMY, /0 iCTOPUYHOTO PO3KOJIy Ta Mirpa-
1ii cioB’sgH. Kpim Toro, nepemiliieHHsI HaceJeHHs
B CepennboBivui Ta micas [[pyroi ¢BiToBoi BiitHI
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BILUTMHYJIO Ha TeorpadiuHuil PO3IOIiIT XBOPOOU
[20,21,41].

XBopoba PO3BUBAETHCS 4Yepe3 MyTallifo B IeHi
NBS-1, mo koxye Oimok uibpun [14]. Hibpun
€ YaCTHHOIO TPUMIPHOTO KOMILIEKCY OiJIKiB, sIKMii
Gepe y4yacTh y penapariii 1e30KcupubOHyKIeiHOBOT
kucaoru. ITepeBaskHa GiIbITICTD HAIIEHTIB 13 CUH-
npomom HiliMerena € romosuroramu 3 MyTalli€io
c.657_661del5 (p.K219fsX19), y 6 exsoni. ¥ Bcix
XBOPHUX HasIBHI IIMTOreHeTeTHYHi abeparlil: iHBep-
cii (7)(p13q35) € maityacTimuMu, BUSBJISIOTHCS
takok TpaHcaokamii  t(7;14)(p13;q11), t(7;14)
(a35q11), t(7;7)(p13;,935), t(14;14)(q11;932).
OmucaHi OAMHWYHI MAIIEHTH 3 IHITUMUW MyTaIlid-
mu — ¢.1089C>A [21].

Tenetnune gocCmiKEHHS TiATBEP/KYE JiarHO3.
BusiBjiena HUM XPOMOCOMHa  HecTabiIbHICTh
i3 xapakTepHUMU TIepeOyI0BaMU B TepUQePUIHNX
T-nimponurax y BUrIsAi iHBepCiil i TpaHCTOKAIIii
y 7—1 ta 14 xpomocomax, §IK i YyTIUBICTh KJIITHH
JI0 10HI3yI0UOTO BUITPOMIHIOBAHHA in vitro MaioTh
JIaTHOCTUYHY 3HAYYIIICTh. 3aCTOCYBAHHS 10HI3Y-
104OTO OIIPOMiHEHHS B NAIliEHTIB i3 HEBCTAHOBJIE-
HUM jliarHo30M cuHapomy Hilimerena moxke Oytn
JgetaapHuM. KpiM onpoMiHeHHS, MTONIKOIKEHHS
NE€30KCUPUOOHYKJIETHOBOT KUCJIOTH y XBOPHX Ha
cungpom HiliMerena MoKyTb BUHUKATU BHACJII/IOK
3aCTOCYBaHHS OJIEOMII[UHY, CTPENTOHIIPUHY, €TO-
nos3uay, kKamnroreruny. Kownrenrtpaiiis o-deto-
MPOTEIHY B KPOBI HOPMaJbHA, TOMY 11 BU3SHAUCHHS
He Ma€ M1arHoCTUYHOI IIIHHOCTI.

XBODi 3 Pi3HUMH T€HOTUIIAMHM MalOTh CXOKHUI
kaiHiyHU (penotun cuuapomy Hitimerena [21],
SAKUHM CKJIAJIAEThCA 3 KIJIBKOX KapAWHAJIbHUX 03-
Haxk. [Ipu napojkensi B aiTelt i3 cunapomom Hiii-
MeTeHa BiZIMiYa€ThCs TiAbKKM Mikpoledaris 6e3
HEBPOJIOTIYHUX TPOSBIB. 3a JaHUMU TPYIIH, IO
BuBYae cunapom Hiiimerena [21], cepen 55 obcTe-
JKEHUX XBOPUX BUSBJIEHO MPOTOPIINHY 3aTPUMKY
pocTy, Xo4a TiJibkKM y 75% NAIli€HTIB BCTAHOBJIE-
HO 3MEHIIEHHSI PO3MIipiB I'OJIOBU MPU HAPOJKEH-
Hi (26,5-36 cm), a nporpecyBaHHsi Mikpoiiedaii
Bi/IMiY€HO y BCiX MAIIEHTIB TPOTIATOM TEPITNX Mi-
csIiB KUTTs. BumatHa cepenrst yactuia obmdyst
MiJIKPECTIOETHCS TTOXUIUM YOJIOM i BUCTYIIAIOUOIO
HIZKHBOIO TIEJIeTIO, 10 € BTOPUHHUM BiTHOCHO
HEJIOPO3BUHEHHS depernHoi Kopobku. OcraHHe
0OYMOBJIIOE TPYAHOII 3 TOMYBAHHSIM, OCKIIBKN
YacTO CYIMPOBOKYETHCS BalaMU PO3BUTKY HIUK-
HbOI 1eJsien. B okpeMux XBOpPUX omrcaHa aTpesis
rybou/mignebinas abo xoan. Hailnmommpenimmmun
BaJlaMU PO3BUTKY € KJIIHOMAKTHIIIS i/ab0 cHHAAK-
i (y 6smsbko 50% xsopux). Cepen MIKipHUX
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3MiH y maiienTiB i3 cunapomom Hilimerena crio-
CTEPITAIOTHCS TEJIEAHTIOeKTAa3il, MJISIMUA «KaBH 3 MO-
JIOKOM», BiTiJiro. BigmivaeTbcsa 4y TaUBICTh TTOBIK
JIO COHIIS Ta BiJIKJIaJICHHS TIrMEHTY Ha OYHOMY JTHI.

HesBaxkatoun w©a Mikporedastio, iHTeJIeKT
XBOporo Ha cuHpoMm HiliMerena Bapitoe Biji HOP-
MaJIbHOTO JI0 JIETKOTO ab0 MOMiPHOTO Bi/ICTaBaHHS
B IICUXIYHOMY pO3BUTKY, 40% [iTeii MalTh HOP-
MaJIbHUI PO3YMOBHIT pO3BUTOK, 50% — MexKy 10
JeTkoi Bigcramnocti, a 10% — mo momiphoi [21].

[HIIi Bask/IMBI KIIIHIUHI O3HAKK CTAIOTHh TTOMITHI
3 Bikom. KombiHoBanwmii iMmyHOAEDIIINT € BasK/Iu-
BOIO 0O3HaKot 3axBoptoBaHHsa [20]. Arammarso-
OyJriHeMist Bi]MiueHa B OJIHIET TPETUHU TAIlIEHTIB,
B iHmmx — gedinutu imyHormoOyminy A abo
G, G4 (25% — noennani [14]), y 10% xBopux —
HOPMAJIBHUIT BMICT IMYHOTJIOOYJIIHIB, y HeSKUX
XBOPUX — MIBUIIEHUI BMICT iMyHOTI00Y IiHYy M.
Kuituaanii imyHiter € 6iibimn ypaskernm (70%).
[Iponideparnia T-nimdoruTis y BiamoBias Ha
MIiTOT€HHI CTUMYJIN 3HIKYEThCA y TToHaa 90% ma-
Hi€HTIB, y OibmiocTi 3MeHmenuii BMict T-mimMpo-
U TiB-XEJITIEPiB.

[Tos’si3anmit 3 iMmyHOmediTMTOM THMEKITITHITI
CUHIPOM CITOCTEPITAETHCS B TIOJOBUHU TAIli€HTIB
i3 curapomoM HifiMmerena i MposIBASIETbCS Hail-
qacTine iHQeKIigaMU AUXaJIbHUX TJISAXIB, CEe40-
BUBI/IHUX TIJIIXiB, pijire iH(EKIiIMU TIyHKO-
Bo-KuIkoBoro tpakry. Cepen GaxrepiaabHUX
npuYrH — iHGEKIN], BUKINKaHI TUITOBUMHU 30y/I-
HUKaMU 1HQEKIN AuXaJbHUX MISXiB, ITOOAH-
HOKI BUNAQJKKA CYIPOBOKYIOThCS 1H(eEKITiaMu
MikobakTepianbHoi eriosorii. IpubkoBi iHbeKIii
TAaKOK € yacTuMu 1pu cunjpomi Hiiimerena. Tak,
KaH/U/I03 CJIM30BUX OOOJIOHOK CHOCTEPIra€ThCst
B 50% marienTis, sereHeBi rpuOKOBi iHMeKIii —
y 2,7% [14]. Onoptrynictnuni indekiii 3aramom
npu cuaapomi Hilimerena BigMiuaOThCS PiZIKO
(5%), Tomy ix mpodisakTuka PyTHHHO HE PeKo-
MeHzioBaHa. PermauBHi BipycHi iHdeKIIil Tparis-
fotbest B 30% martienTiB i3 cuaapomom Hilimerena
[14] (BipycHi rematuTH, reprecBipycHi iHbeKIil),
HafyacTile acolliiioBaHi i3 3aCTOCYBAHHSIM IMTO-
cTaTU4HOI Tepartii. Y 68,2% XBOpUX i3 CUHIPOMOM
Hiitmerena Ta HOBOYTBOPEHHSM Yy Pi3HUX TKaHU-
HaX BUABJISIETLCA BIPYCHUI TeHETUYHUN MaTepiad,
110 CBIIYUTDH PO POJIb MEPCUCTEHIII] BipYCHOI iH-
(bexitii B pO3BUTKY TTyXJIHH.

OckinbKyM  HeMOCTaTHSI pereHepaliis JiMdgo-
IATIB y TUMYCI KOMIIEHCYETbCS HETUMIYHUMU
HIJIIXaMU1, 3POCTA€ OHKOJIOTIYHUM PUBUK, 1 Y TIOHA]]
40% mamienTiB 10 20 POKiB PO3BUBAETHCS 3JI0SIKIC-
He 3aXBOPIOBAHHS, MEPeBKHO JiM(pOIAHOTO TI0-
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xo/pKkeHHs. HalmommpeHimmMu € HeXOKKIHChKI
gimbomu [14]. Biamenpna myrartist 657del5 rena
NBN moB’g3aHa 31 3HAUHUM PUBUKOM PO3BUTKY
HOBOYTBOPEHD, HABITh TETEPO3UTOTHI HOCIT MyTaIlil
MAIOTh II/IBUIIEHNUIT PU3UK PO3BUTKY PaKy, 0co0-
JINBO MOJIOYHOI 3aJ103H, TepPeMiXypoBoi 3aJ103H,
KOJIOPEKTATBHOTO PaKy, JeMKeMil Ta HEXO/[PKKIHCh-
Kux JiMmdom. BusiBjieHHst y XBOpHUX OiJIBINOI KiJTh-
KocTi audepentiiioBannx T-KIITUH i3 MapKepamMu
crapinasg CD57, KLRG1, PD1 i BiacyrnicTio xo-
ctumyJtioiodoi Monekysn CD28 Takox moB’s3ani
3 TMABUIIEHOIO CIIPUHHATINBICTIO 0 JiMpoinHIX
3JI05IKICHUX HOBOYTBOpeHb [39].

Cxpuninr cunapomy Hilimerena mpoBoisith y
CIIIA, Ispaisni, Hogiit 3emanaii, Hopserii, TaliBaHi,
Kisbkox mpoBiHmiax Kanamum, [Isefinapii, [caan-
nii, IIserrii, Iramii, Icmanii Ta B gegskux perionax
Ascrpaiii [24]. IlioTHI TPOEKTN aHOHCOBaHI y
Opanriii Ta Higepaanmax [33].

JlikyBaHHS ~peBMATOJIOTIUHUX 3aXBOPIOBAHb
[Ipy  TepBUHHUX iMyHOJedIiluTax IMPOBOAUTHC
3a 3araJbHUMU TTPUHITUIIAMU Teparlii MepBUHHUX
ABTOIMYHHUX XBOPOO 3 ypaxyBaHHSIM PHU3UKIB
mporpecyBaHHs iHGeKITHOTO cuHApOMY. Peko-
MeH/IaIlii 11o/10 JIiKyBaHHsI He po3pobJieni. Hepiako
peBMaTHYHe 3aXBOPIOBAHHS paHillle J1arHOCTYETh-
Cs11 JIIKYETHCS 3a/10BIO /10 BCTAHOBJIEHHS OCHOBHO-
TO JIiarHO3Y iIMYHOZEeDITUTY, 1[0 MOKE TPU3BOUTH
JIO TSKKUX 1H(MEKIITHNX yeKIaiHenb. [JIIoKoKop-
TUKOI/IN € IIEePUIOIO JIHIEI0 JIIKYBaHHSA pPeBMaTHY-
HOI TmaroJjorii Ha TJi iMyHOJAedIUTY, HaifyacTi-
Ile PEKOMEH/IYETbCS 3aCTOCYBaHHS Cepe/HiX Ta
HU3bKUX 7103 [28], Ha TJIi TIAHOBOTO MPU3HAYEHHS
JIOBEHHMX IMYHOIJIOOY/IIHIB IPU3HAYAIOTHCS 1 XBO-
poboMoandiKyoUi MPOTUPEBMATHYHI TIperapaTi
(TiAPOKCUXIOPOXiH, METOTPEKCaT, a3aTioNmpuH i
Mmikodernomar Mmoderrr) abo HOBI 6GiOTEXHOJIOTIY-
Hi MeTO[M JIKYBaHHS, y TOMY YHCJi iHTiOiTOpH
(dakropa Hekpody myxiuH. Ilokazana Ge3smed-
HICTh 3aCTOCYBaHHsI PUTYKCUMaly sIK JJIsT aBTO-
IMyHHUX, TakK 1 [ He3J0AKiCHUX JiMbo-
mposipepaTUBHUX  TIPOSIBIB  iIMyHOIEDITUTIB,
BiH 3aCTOCOBYETBHCS /IS JIIKYBaHHSI CHCTEMHO-
r0 4YepBOHOTO BOBYAKa Ta CUCTEMHOIO BACKYJITY,
acoIfiiioBaHMX i3  3araJbHUM  BapiaOeJbHUM
imyHozedinmuToM. Omnmcano mporpecyBaHHS Ba-
ckysqity mpu cungpomi OMeHHa, He3BAKAIOYH
Ha JIKyBaHHSI KOPTUKOCTEPOiZaMH, BHYTPIlll-
HBOBEHHUMHU IMYHOTJIOOYJIiHAMU Ta PUTYKCHMa-
6om [15,35]. TIpumyckaeTbesi MOKJIUBICTD edek-
TUBHOCTI 1HIIUX aHTU-B-KIITUHHUX MpemnapaTiB
(6eimymab), 0coOIMBO B MALIEHTIB 13 gedilnuToM
perienitopiB BAFF [41].
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Y narieHTiB i3 XPOHIYHOIO TPaHyJIEeMaTO3HOK
XBOPOOOIO 3 PO3BUTKOM IIKIPHOTO BOBYAKA, XOPiO-
PEeTUHITY W apTpuTy BiAMiva€Tbcst crabisisaris
Y BUKOPHUCTAHHI CUCTEMHUX KOPTUKOCTEPOIIiB,
METOTpeKcaTy Ta eTaHapllenTy, TpoTe Tpu3Ha-
YeHHSI OCTAHHBOTO CYMPOBOKYETHCS PO3BUTKOM
iHBa3MBHOTO rPUOKOBOTO 3aXBOpIOBaHHs [41].

[TokaszaHa eheKTUBHICTh abaTallenTy st JHKy-
BaHHA aBTOIMYHHOI IUTOIICHiI Ta YBEITIB y Ta-
1ieHTIB i3 cunapomamu aucdynkiri Treg. Ockisbku
inribyBanust Treg nmpu STAT3-GOF € nenpsmum,
MIPUITyTIIeHAa KOPUCHICTD 1 OMMCAaHUH BUTIAIOK eex-
TUBHOTO 3aCTOCYBaHHS iHTIOITOpA iHTEpJIeliKiHA-6 Y
HalieHTa 3 apTPUTOM 1 CKIEPONOiOHUMI 3MiHAMM
IIKIPY Ha TJI1 I[i€1 TATOJIOTI1 Ta Y XBOPUX 13 TSKKUM
IUTOTIEHIYHUM CUHIPOMOM [23,42].

[Ipu arammarnoOysinemii Bpyrona asropeax-
TUBHI B-KiiTuHN (hakTMIHO BiAICYyTHI, i B PO3BUT-
Ky acCenTUYHUX PEeBMaTOIOMOMIOHUX ypasKeHb
cyrsI00iB TIPUITYCKAEThCs Oisibiia posib T-KIiTHH-
HOTO aBTOIMYHiTETY Ta/ab0 BPOIKEHOi iMyHHOI
rimepakTuBallii, Bi/[I3HAYAETHCSA, IO B IUX BU-
majikax JKyBaHHS METOTPEKCATOM 3€e0iIbIIoro
He ecpextuBHe [41].

3a HasgBHOCTI iMyHHOI TpoMOOIUTOIEHIT 36epi-
ra€TbCs aKTYaJbHICTh MPOBEIEHHS CIJICHEKTOMIl
SIK MIPOBIIHOTO METO/Y JIiKyBaHHS [ 28,34].

TpancrianTailiss reMOTOCTUYHUX KJITUH 3a-
CTOCOBYETHCS 32 3ara/IbHUMU TIPUHIMTIAMY, Haii-
yacTime mpu cuHApomi OmeHHa. Y BUTAIKax 3
iMyHOIe(DITTUTOM, KOJIM TIPOBE/IEHA TPaHCIIJIAaHTa-
11ig KiCTKOBOTI'O MO3KY, peBMaTU4He 3aXBOPIOBAHHS
30epira€ThCst HaBiTh IICJIS BiIHOBJEHHS iMYyHHOI
BizimoBizti abo po3suBaeThest HoBe [41,43].

[TporHo3yeThcsi BUKOPUCTAHHA HOBUX — MO-
nekyn — inribitopie PI3Kd ta mTOR, pekowm-
6inantanx CTLA4-imyHor100y1iHIB, iHTIGITOPIB
sgHyc-kiHaz [1].

[Tpore, sik BUIHO 3 BUIIle3a3HAYEHOTO, JIiKyBaH-
HSI peBMAaTUYHUX XBOPOoO 1pu iMyHoAedilnTax He
CTaH/JapTU30BaHe, He Ma€ JOCTaTHbLOL JOKa30BOI
6a3u, 3aCTOCOBYETbCA SIK Tepallis Bigyaio 3a 3a-
raJbHUMHU TIPUHITUIIAMU JTiKyBaHHs of label i mae
3HAYHI PU3UKKM PO3BUTKY HeOaKaHWX eeKTiB y
3B’s13KY 3 HEKOHTPOJIbOBAHUM BILJINBOM Ha Jledek-
THY IMYHHY CUCTEMY.

KminiyHuii BUagox

Huxye HaBemeHO BUIIAZOK PEBMATOILOMOMIO-
HOTO aCENTHYHOTO YPasKeHHs CyTJI06iB y AUTHHHY i3
cunapomom Hilimerena.

JlocatizkeHHd BUKOHAHO 3TiIHO 3 TPUHIIUTIAMU
Tesibcinebkoi peknapartii. Ha mpoBepenHst pocsi-
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JUKEHHsT oTpuMano iHdopMoBaHy 3rofay OaTbKiB
JUTHHU.

Jumuna I, niBumHka, BikOM 6 POKiB, TO-
critajizoBaHa 3i ckapramMu Ha Oijab i HaOPSIKU B
TOMIJIKOBOCTOTIHUX, KOJIHHUX, JIKTbOBUX, MPO-
MEHEBO-3aIT SICTHUX CYTJI00aX, 0OMeXKeHHsT PyXiB
Y KOJIHHUX i JIKThOBUX CYTJI06aX, CKyTiCTh 3paH-
KY, TIOTiPIIIEHHST alleTUTY, EMOIIHY JIabiIbHICTh.

[liBunHKa Hapojujacs BiJl TEpIIol BariTHOCTI
i3 3arpo3oio epepuBanis (y TEPIIOMY TPUMECTPI
MaTu TIepeHecJa TOCTPe PecIipaTopHe 3aXBOPIO-
BanHsa — ['P3), curIpOMOM TIepeuacHoTO CTapiH-
HS1 TIAIIEHTH, BHYTPIIIHLOYTPOOHO BUSIBJIECHUMU
MYTHUMU HaBKOJIOILJIITHUMU BOJIaMU; BiJl IIE€PIINX
TepMiHOBUX (Di3i0JIOTIYHUX MTOJIOTIB HA 38-MYy THIK-
Hi recrartii; 3 macoro Tisia 2700 1, 10BKUHOIO Tija
46 cM, 3 OLIHKOIO 3a IKaaolo Anrap 6—8 OGaJis.
Y mosoroBoMy OYAIMHKY TIETIEHa BiJl TETTATUTY Ta
TybepKyibo3y. Bunucana 3 giaraozom «Mikporre-
auig, acdikcig serkoro crynends. Ha mepimomy
pOILi JKUTTSI HEOJAHOPA30BO 0OCTEKeHa 3 MPUBOLY
BPO/I’KEHOI BaJI PO3BUTKY I[€HTPATHHOI HEPBOBOI
cucteMu (Bpo/KeHa Mikporiedaris, Timomiasis
MOBOJINCTOTO Tijla), TIMOKCUYHOI eHIledasonarii,
CUHApPOMY TpuTHiuYeHHsA. OTpumyBana MPUPOI-
He BUTOJIOBYBaHHS 70 9 micaniB. /[Biui mepenec-
ga I'P3. TlpoBeneno koHcepBaTHBHE JIIKyBaHHS
BPO/I)KEHOTO IiJIBUBUXY JIIBOTO CTerHa i CTOIL.
[lennena Bignosigno no Biky. Ilicas 1 poky cro-
crepirasiacs 3 TPUBOAY 3aTPUMKH (Di3MUHOTO i
MICUXOMOTOPHOTO POo3BUTKY. OOCTe)KeHa B €HJI0-
kpuHosiora. [licis poky mouana 4acTo XBOpIiTH Ha
I'P3, nepeBaskHO BipyCHOI €TioJIOTil — peruanBHi
6ponxiTu (I'ATh €Ii30/[iB), OTUTH, PUHOCHHYCHUTH.
Y pomkisbHOMY Billi /BiUi mepeHecsa iH(eKIIito
CEYOBUBIIHUX NIIAXIB (TOCTPUH IUCTUT, TOCTPUN
niesloHePUT), BUSBIIEHO TIMOILIa3it0 000X HIUPOK.
Crniocrepiranacst 3 TpuUBO/Ly TipaMiJiHOI HepocTaT-
HOCTI, aJIeprivHoTOo IepMaTUTy Ta anemii. Menuka-
MEHTO3HOI ajieprii He BUsABJIEHO. Y Billi 3 POKiB Tie-
peHecsia TPIMMIUHY MPABO1 KJIIOUUIIL TMICISd TPaBMU.
OnepaTUBHUX BTPyYaib, reMoTpancdysiii e 6y.io.
Konrtakt i3 xBopuMu TyOepKyJIbO30M 3arepe-
gyye. CagkoBicTh 06TsKeHa: apTporartist B 6adyci
10 JIiHii 6aTbKa.

3 anamMHe3y XBOPOOH BiIOMO, 1[0 TUTHHA XBOPI€
IIPOTSITOM /IBOX POKiB, KOJIU IiCJig TPaBMU BIepliie
3’saBumics Oiib i HAOPSIKU TOMIJTKOBOCTOITHHX CY-
r100iB, yepes 6 MicAI[iB — JIIKTHOBUX 1 IPOMEHe-
Bo-3an’sictiux. I[lporsrom 1,5 poky crocrepira-
Jlach OPTOIEJIOM 13 [IiarH030M <« TeHAMHIT MpaBoro
TOMIJIKOBOCTOITHOTO cyryoba, 3abiil i cHHOBIIT
JIBOTrO KOJIHHOTO cyrno0a; 3abiil, reMapTpo3 JiBo-
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ro KOJIIHHOTO cyrioba». 3a TpU MicAlli 10 i€l
rocriiTanizaiiii Brepiie oryissHyTa B 00JacHIN Ju-
TAYill KJIHIYHINA JIiKapHi peBMaToJIOTOM, 3alli/lo-
3peHO 1OBeHUIbHMIA apTput. Ilix yac obCcTesKeHHs
y 3B’S3Ky 3 HasgBHICTIO iH(EKIIITHOTO CUHIPOMY
B aHAMHE31 BIEpIIe OrJgHyTa IMyHOJIOTOM, TTPOBeE-
JIeHO IMyHOJIOTiYHE 00CTeKEeHHS, BUSIBJIEHO TillO-
iMyHOTJIOOY TiHEMiIO: HU3BKUI PiBEHb IMYHOIJIO-
6ymniny G, BizcyTHi iMyHOr/I00y/IiHM A B CHpOBaT-
Il KpOBi. 3alIPONIOHOBAHO Ta MPOBE/IEHO TeHeTHY-
He 0OCTEKEHHS: BUSBJIEHO TOMO3UTOTHY MYTAIii0
657 del5 rena NBN (rerorun 657 del5/657del5),
aka Bepudikye miarnos «Cunmpom Hiiimerenas.
OrpumyBasa ibynpoden i 6GioBeH, 6e3 cyTTEBO-
ro kJiiniunoro edekty. Hamepemosni nepenecsia
OTIiK TIKIpU Tepe/lHbOI IPY/HOI CTIHKYU Ta MPaBol
KiHIIIBKU.

CkepoBaHa /I7is yTOUHEHHS TaKTUKH JIIKYBaHHS
ypaskeHHsT CyTJI00iB.

Ha momeHT orysijly cran JUTHHU CEpPeHbOro
cTyneHst TsKKocTi. Mikporedasntist, nmraxonomuio-
He 00smuust, Au3MOpdiuHi pucu 06JUYYs, CKO-
wene migbopigas (puc. 1). Ikipa 6ixa, Bosora.
Ha mxkipi npaBoi pyku, 11paBoi MOJOBUHU TIepe/l-
HbOI TIOBEPXHI I'PYZIHOI KJITKH — €po3id 3 BOJO-
rof0 IOBEPXHE0 Ta HaOpaKauM 00igkom. Bupmumi
cim3oBi  Giigo-poskeBi, umcti. Murgaauku  He
36imbneni, 6e3 Harmapysanb. luitni giMboBysm
36ibuieni 1o 1 cM y giamerpi, 6es6oicHi. d3uk 06-
KJIaJIeHUH GiTyBaTUM HAJIbOTOM, <«reorpadidHuii»,
BOJIOTHIA. Meski BiZTHOCHOI Ta aOCOJIIOTHOL cepiie-
BOI TYIOCTi TIEPKYTOPHO He posimpeHni. Tonu cep-
11 3BYYHI, pUTM TIpaBUJIbHUI. HacToTa cepiieBux
ckopoyeb (HCC) — 96 ya./xB. AycKyJBTaTUBHO
B JIETEHSIX — JKOPCTKE [MXaHHs, 6e3 MaToJOr YHnX
nrymiB. Hacrora iuxanug — 19/xB. JKusiT M’ sakuii,
6es6omicuuii. Ileuinka i cesesinka He BHUCTYyIIa-
10Th 3-Ti KpaiB pebepuux ayr. Criocrepiraerbest
nedirypaitist, Habpsik, 6iJ1b MPY MAJIbIIALI], JTOKAJIb-
Ha TrineprepMiss B KOJIHHUX, TOMIJTKOBOCTOTHUX,
[IPOMEHEBO-3aIl’ ICTHUX CyTryI00ax, Oiblle clpasa,
pyXu B HEUX OOMesKeHi, 60oui; oOMexReHi pyxu
B mmitHOMY Bitiii xpebra (puc. 2). Disiosoriuni
Bi/IMTPaBJICHHS HE MOPYIIEHI.

ITpoBezsere M000OCTEKEHHST UTUHU. AHAII3
KpPOBi 3araspHuil: remornobin — 126 1/,
epurporiutu —  5,29x1012/;1, remMaTOKpUT —
0,379 L/L, neiikorutu — 5,8x109 /71, TpomboIm-
™ — 508x109/1. Mopmyua: gimpormtu — 19,5%;
MOHOIUTH — 5,6%, TpaHyonutu — 74,9% (1pu
PYYHOMY MiIPaXyHKY: CErMEHTO4/iepHi HEHTpo-
dbimu — 62%, namnukosinepHi HeWTpodiaum —
8%, nimporut — 15%, moHouut — 9%, €03uHO-
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i — 6%); MBUAKICTD OCifiaHHsI epUTPOIUTIB —
22 MM/TOI.

bioximiuHe mocuijpKeHHS KpOBi: 3arajbHUH
6imok — 75,3 r/m; xomecrepun — 6,64 MMOJIb/JI,
6iipy6in 3arajmbHuil — 12,0 MKMOJIb /J1; aJlaHiHaMi-
Horpancdepasa — 59 Op/i1; acmapraTaMiHOTpaHC-
depasza — 51 Opu/n; riaoko3a — 4,76 MMOJIb/ T,
CEYOBUHA 4,40 MMOJIb/JI; KpeaTuHiH —
78 mxMmosb/i; ayskHa docedartaza — 181 Op/u;
C-peaktuBHuii 6i10k — 9 /71

IMyHOJIOTiUHI  [IOCJIIZKEHHST  TTPOBe/IeHI  Tiic-
JIST BBEJIEHHSI JIOBEHHOTO iMyHOTJIOOYJ/IiHY 3a Mic-
1eM MernkanHst 3a 8 z1i0: BmicT imyHoTrI06y1iHY G
y CHUPOBaTIli KpOBI 6,89 r/n (wopma —
5,7-14,1 r/n); imynornobyminy A — 0,76 v/ (Hop-
ma — 0,6—2,4 v/xn); imysormobyainy M — 1,03 r/x
(mopma — 0,5-2,1 r/m). 3 iHTepBasioM y 2 THKHI
na Tiai 'P3 mpoBeneHo TOBTOpHe BU3HAYEHHS,
SJKe TI0Ka3aJ0 CIIPOMOKHICTb CHHTE3y BJIACHUX
iMmyHorsmoOyJiniB: imyHorsmooymin G — 9,03 r/u;
imyHorobyain A — 1,0 r/u; imyHorso6ynin M —
1,3 r/n; imyHorao6yain E — 5 TU/ml (wopma —
10 90 TU /ml).

Cyo6nomnysamii  gimdornuTie  Kposi: Ha T
HOPMAJIBHOTO BMICTY JieHKOIuUTiB (4551 B MKJI)
BUsIBJIEHO — TomipHy  Jgimdornenito — 17,2%
(779 B MKJI) 3i 3HMKEHHSM YCiX CyOIOIyJIAILLi,
GIJTBITIOI0 MIPOIO — 32 PaXyHOK 3HUKEHHST B-KriTiH:
T-nimdpormru — 60,3% (469 B MK), 3 Hux CD4+ —
32,6% (254 B mkiar), CD8+ — 16,2% (126 B MK1),
B-nimbormtu — 3% (23 B M), Bmict npupos-
HUX KiJepiB — y MekaxX pedepeHTHUX 3HaueHb
(31,8%; 2348 B MKu1). BusiBieno Gisbiia KiJbKicTh
KJITHH i3 Mapkepamu aktusaliii DR+.

AHasi3 ceui 3arajbHUII Ta Komporpama — 0e3
MAaTOJIOTIYHUX 3MiH.

Enextpokapaiorpadisi:  CUHYCOBUIL ~ PUTM.
YCC — 95 yu./xB. IurepBan R-R (¢) — (0,634);
YCC (yn./xB) — (91-100). Beprukajibhe T10-
JIO)KEHHS eJIeKTPUYHOI oci cepiis — 74 rpap.
Cunzpom BKOopoueHoTo iHTepBaty P-Q.

Ynwrpaszsykose pociimkenna (Y3/1) opraxis
YepeBHOI MMOPOKHUHU HUPOK: 03HAKU PEAKTUBHUX
3MiH IapeHXiMU IeYiHKHU, PO3MiIpU HUPOK HUIKYI
3a BIKOBY HOPMY, aje BIiJMOBIZIAalOTh TOKA3HUKY
3POCTY TUTHHM.

Y3/I mmronoaibHOi 3a/031: O3HAK €XOCTPYK-
TYPHUX 3MiH HA MOMEHT OIJIsI/ly He BUSIBJICHO.

Y3/l xuireuydHnKa: o3HaKM 3allajJbHUX 3MIiH CTi-
HOK KMIIIEYHUKA, JiMpaseHonarii.

V3] cyriobiB: 03HaKU eKCYAaTUBHOIO CHU-
HOBIITY JBOTO TOMIJIKOBOCTOITHOTO — CyTJI00a,
TEH/IOCUHOBIITY CYXOXUJIKa KOPOTKOTO MaJlo-
TOMIJIKOBOTO M’sI32 Ta CYXOKWJIKAQ 3a/IHbOIO Be-
JINKOTOMIJIKOBOTO ~ M’$1I3a  TOMIJIKOBOCTOITHUX
cyrs00iB, TEHIOBariHITy OBroi rojisku Oilerca
[PABOr0 Ta JIBOTO ILJIEYOBHUX CYTJIOOIB, eKcy/a-
TUBHO-TIPOJIi(hepaTUBHOTO CUHOBIITY JIKTHOBUX
cyr06iB; 3HWKEHHST BUCOTH XPSIA, €KCYyAaTHB-
HO-TIpoJtichepaTUBHOTO CHUHOBIITY, KicT beiikepa
KOJIIHHUX Cyr/100iB, TEHIOCHHOBIITY CyXOKHJIKA
PO3TUHAYIB KUCTI Ta MaJblliB, CyX0KUIKA JOBTOTO
M’s13a, 110 Bi/IBOJUTH 1-1i mTasienip, i CyXOKMIIKA KO-
POTKOTO po3rmHava 1-To MambIlsd MpaBoOTO TIPOMe-
HEBO-3aIT'SICTHOTO CyTJI00a, TEHIOCUHOBIITY CYXO-
JKIJIKA 3TMHAYA 5-TO MAJIbIls IPABOI KUCTI.

Bineoenexrpoentiedanorpadis: emisnentuyHi Ta
HecrerubivHi 3MiHU GIOPUTMIKU MO3KY Y BUTJISA

Puc. 1. [aTorHOMOHiYHI pucu 06-
nnuys Ta Mmikpouedania B AutuHM 1. i3
CcMHOpOMOM HiimereHa
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HiJIBUIIECHHS aKTUBYIOYMX BILIMBIB, IO IPOSIBJIS-
I0ThCS SIK JIe30praHi3aliis, 3HWKeHHS aMILITY/u
OCHOBHOTO PUTMY 3 MiJBUIIEHUM iHIEKCOM Oe-
Ta-aKTUBHOCTI Ta IEPIOAMIHUMU €TTi30/[aMU JIeCUH-
XPOHi3allii B OETHAHHI 3 IEPIOANYHUM ANGDY3HIM
VIOBUIBHEHHAM OCHOBHOTO putMmy. EmisenTu-
opmMHa aKTHMBHICTD — Yy BHUIVIAAI MHOXUHHUX
PEerioOHAIbHUX KOMILIEKCIB TOCTPA-TIOBIJIbHA XBU-
s gactororo 3—4 Iy ta ammuityzoo g0 130 mxB
Yy IEeHTPATBHO-CKPOHEBO-TIM STHUX  BiJIBEEHHSIX
mpasoi miBkymi (F8T4,1T6,C4,P4) 3 ingexcom 10
5%. Po3psiy He CyNPOBOKYIOTBCS PYXOBOIO aK-
tuBHiCTIO. DOTOCTUMYJISIISA Ta TiTIEPBEHTUIISILIS
He BIUIMBAOTh Ha enijienTuOPMHY aKTUBHICTb.
PeaxtuBHicTb Ha adepeHTHI OPa3HUKN 3HUKEHA
(3aKJII0YeHHs BUAHO TTAIIEHTOBI ).

[Tposeneno mpoby Manty 3 2 TO: indinsrpar —
12 mm (TomrepesiHi, 3i ¢J1iB MaMU, — CYMHIBHI ), /iB-
YIHKA KOHCYJIBTOBaHa (PTU3iaTpoOM.

[utuna orsgnyrta JIOP, ractpoerTepooroMm,
HEBPOJIOTOM, JIOTOTIe/IOM-/1e(DeKTOJI0TOM, IePMATO-
JIOTOM, O(DTAIBMOJIOTOM, OPTOTIEZIOM, IMyHOJIOTOM,
PEBMATOJIOTOM.

Bcranossieno ocrtaTtounuit miarHos «Bpomxke-
Huii (mepBuHHW ) iMyHOedinuT: cuaapoM Hitime-
rera (D83.9). IOTA-noxi6Huit apTpuT, MoJiapTpu-
KyJIIpHE ypaxKeHHs, cCepOHeraTUBHUM, aKTUBHICTb
IT ct. (JADAS 27=18), ®H2 (MHOKUHHI 3THHAJIb-
Hi KOHTpakTypu cyrio6iB). JlateHTHa TybGEpKy-
Jbo3Ha iHdeKIisa. PenmauBauii 6ponxit. XpoHiy-
HUil puHOCUHYCUT. Anmenoinni Bererarii [-II cT.
JIncdyHKITis 3KOBUHOTO MiXypa 3a TAaHKPEATUIHUM
TunoM. Bpojrkeni Baan po3BuTKy (Mikporedatis,
rinoruiasist 060x Hupok). Hauism. Tedinur macu
tisa. Jucaamnis, pororuam. CebopeiiHuii 1epMaTur.

[IpusHaueHo JKyBaHHS: aHTHOIOTHKOTEPAITis,
HECTEePOi/THI TPOTH3aMajbHi 3acO0M, BPaXOBYIOUN
Hee(DeKTUBHICTH, 30epesKeHHs KJIiHIuHOI i tabopa-
TOPHOI aKTUBHOCTI, HASIBHICTb MOJIIaPTUKYJISIPHOTO
YpasKeHHsI, BUPINIEHO TPU3HAYUTH CUCTEMHY KOP-
TUKOCTEPOIIHY Tepariio (MeTUINPEeHI30I0H —
0,75 mr/Kkr/no6y) i XiHoIiHOBI 3ac06U SIK XBOPOOO-
MO/NGbIKYI09y Tepariio y 3B’s13Ky 3 00OMeKEeHHSIM
MOJKJIUBOCTI TIPU3HAYEHHS [IUTOCTATUYHUX IIpe-
napatiB Ha T/ giMmdonenii. [Iposeneno canartio
XPOHIUHWX BOTHUI iH(EKITII.

Bunucana 3i cramionapy 3 TOJTIIICHHSIM.
PexomenmoBaHO crocTepeskeHHS AUTSIYOTO iMYy-
HOJIOTa Ta JAWTSYOrO PpeBMarosora 3a Miclem
MeINIKaHH, IPU3HAYEHO 3aMicHY Tepallilo Iperna-
patamu imyHorso6yniny B 103i 500-600 wmr/kr
KOKHI 4 TuokHi. AHTHOaKTEpiasbHa TPOMLIAKTH-
Ka azurpominuaoM — 60 Mr 3 pasu Ha TUXKIEHDB
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Puc. 3. JuHawmika cyrno60BOro CMHAPOMY BAMTI/IH 1. i3 cuHppo-
Mom HiimereHa

(moneisoK-cepena-m sTauilst ) (y pasi 301JbIIeHHS
Macu Tijia TepepaxyBaTh 3 PO3PAXyHKY 5 MT/KT)
HOCTIiHO ab0 6icenTo i3 HPO(pILIAKTUUHOIO METOIO
5 Mr/Kr 3a Tpumetonpumom (y pasi mpusHaueH-
HSI aHTHMIKOTMYHOI Tepamii KaiHgaMilgmHoM abo
pudamminunom). I3oniasug — 100 mr/moby mpo-
Tarom 6 micsiliB. Bupiieno nuTaHHs 1mpo 1nojiasib-
NIy TaKTUKY 4epe3 6 MicCsIliB TiCJsl TOBTOPHOTO
MPOBe/IeHHS KOHTPOJIbHOI peakitii Manty 3 2 TO.
[Tpomos:keHO 3acTocyBaHHS TIIOKOKOPTHKOCTE-
POI/liB 13 TIOCTYIIOBUM 3MEHIIIEHHIM JI03H, JIKYy-
BaHHS XiHOJIiHOBUMHU 3acobamu. OpromeanyHa
Kopekilist. O6MeskeHe IPOBEICHHST PEHTTEeHOJIOT v-
HUX 00CTEXKeHb. PEKOMEHI0BAHO M00OCTEKEHHS:
TECTYBaHHS 3a JI0IIOMOIOI0 METO/y IoJiMepa3Hoi
JIAHITIOTOBOI peakiiii Ha Bipyc Enmreiina—bappa
Ta IUTOMETAJIOBIPYC Yy KpOBi, TOPMOHU HIUTO-
NoiOHOT 327103, JEHCUTOMETPIsT 32 MOKJIUBOCTI
(Mikpocomis).

Yepes 1 wmicsArb Ha T/ 3HAYHOTO TOJITIIIIEHHS
3 60Ky cyrs000B0ro cunapomy (puc. 3) posmnoyaro
3HUKEHHS I000BOI 1031 KOPTUKOCTEPOI/IIB.

BpaxoBytoun ocHOBHUI [1iarHO3, e(PEeKTUBHICTH
KOPTUKOCTEPOIIHOT Teparlii, BUPIIIEHO yTpUMa-
THUCh BiJI IPU3HAYEHHS IUTOCTATUYHOI Tepartii, y
pasi ToripIiieHHst cyraI000BOT0 CHHAPOMY JAUTHHI
PEKOMEH/IOBAaHO TIOBTOPHE IMYHOJIOTIYHE, CEPOJIO-
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TiYHe JOCJI/IKeHHSI 3 BUBYEHHSM IMTOKIHOBOTO
podisIfo Ta yTOUHEHHST MOKIIMBOCTI 1H/IUBILyaJib-
HOI KOPEKIIii IPOTOKOJIBHOTO JiKyBaHHs. OOroBo-
pPeHO TMHUTAHHS MOKJIMBOCTI TIPOBEICHHS TPaHC-
IJTaHTAIlli CTOBOYPOBUX KJIITHH KiCTKOBOTO MO3KY.

BucHoBku

Pesmaruuni XxBopobu € OHUM i3 TIPOSIBIB TIEP-
BUHHUX IMyHO/MeMIIUTIB, HAWJaCTIille PpPO3BU-
BalOTbCS TIPU  CHUHPOMAaxX IMYHOPETYJSTOPHUX
MOpYIlIeHb, 3a JIaHUMU JITepaTypu, AyxKe 4acTo
CIIOCTEPITAIOTHCS TIEPEXPECHi CUHAPOMU Ta Pi3-
HOMaHiTHI KOMOIHaIli XBOPOO 3 aBTOIMyHHUM Me-
XaHi3MOM PO3BUTKY. IXHs liarHOCTHKA € CKJIaHIM
3aB/IaHHSAM, OCKIJBKM KJIHIYHUX Ccrenudivanx
MPOSBiB HE ICHYE, a CHMIITOMOKOMIIJIEKC YacTO PO3-
BUBAETHCS MTOCTYTIOBO.

Omnmcannii BUTIA/IOK HE € OAWHUYIHWUM, KOJH
JiarHo3 pPeBMATHYHOI XBOPOOW BCTAHOBJIECHHIT
paHiiie 3a /1iarHo3 iMyHoAeIINTY, X04a, 32 PEKO-
MeHAaIiaMu  MiXKHApOJHOT TMPOTUPEBMATUYHOL
airu (ILAR), Bukimodyenns imyHnomedinuTy mig yac
CTApTOBOTO OOCTEXKEHHS [UTUHU 3 Mif03pPOI0 Ha
peBMaTHUYHY XBOPOOY € 000B’SI3KOBUM. Y JaHOMY
BUMAJIKY BUSIBJIEHHsI KOMOiHOBaHOTO iMyHOMEDI-
ATy BifOYJIOCS 3 IEBHUM 3alli3HEHHSIM, OCKIJIbKI
iH(EKIIITHNN CUHIPOM Y JAUTUHU 3 BPOJKEHUMU
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