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CiMenHul aBTo3ananbHu CUHAPOM 3 iMyHoAediuMTOM abo 6e3 Hboro (autoinflammatory syndrome with or without immunodeficiency —
AISIMD), cnpuirHeRu reteposnroTHo0 MyTaLieto B reHi SOCST Ha xpoMOCcoMi 16p 13, xapakTepuayeTbCst NOSBOIO PI3HMIX ayTOIMYHHUX O3HAK
3a3BKMyal y NepLui AECATUAITTA XUTTH, Xo4a NOBIAOMASNOCS 1 NPO MisHiLWMiA novaTtok. o TunoBmx o3Hak AISIMD Hanexatb aBToiMyHHa LIMTO-
neHis, TPOMOOLMTONEHIA, reMOoniTuiYHa aHeMis Ta NimpaneHonaris. MoXnei Takox 3MiHW Y KNITUHHOMY IMYHITETI Ta rinorammarnobyniHemis.
MeTa — HaBeCTV nNoeaHaHHs KNiH4HKX, BidyanisauinHix i naboparopHyx 03HaK y OEB ATMPIYHOrO naujeHTa 3 aBTo3anaibHM CUHOPOMOM
i HETSKKAM IMyHOAEDILMTOM, CMPUYMHEHNM reTepOo3uUroTHOIO MyTauieto B reHi SOCST; akUeHTyBaT Ha BaxMBOCTI MEHETUYHMX TECTIB A4
OCTaTO4HOI BEpU®IKaLLi AjarHo3y.

KniHiyHnia Bunapgok. OnvcaHo 0CoOnMBOCTI AiarHOCTUKM aBTO3ananbHOr0 CUHAPOMY, CAPUYNHEHOIO reTepO3nMroTHOK MyTaljelo B reHi
SOCST, y 9-piuHoro xnonus. Xsopoba nposisnanacs naboparopHo: NekoneHielo 3 HEMTPOMEHIEID, MOHOLMTO30M, TPOMOOUMTOMNEHIEIO,
NiABUILLEHHSAM MapkepiB 3ananeHHs — C-peakTuBHOro Ginka i WBMAKOCTI OCiAaHHA epUTPOLMTIB, NOPYLLUEHHAM KNITUHHOIO IMYHITETY (3BO-
poTHe cnisBigHoWweHHs CD4/CD8, sHmxeHa kinbkicTb NK-knitvH (CD3-CD16+CD56+), 3HuxeHHa CD19, nigBuLLeHHs BiacOoTKa ABidi Hera-
TmBHWX T-niMdoumTie (Neg. In T- Double LF (CD3+CD4-CD8-); kniHi4HO: rinepTepMieto, peunavsytodm adbTo3HUM CTOMAaTUTOM, CUHOPOMOM
NoapasHEeHOro KULWEYH1Ka, NPOrPecyoYM reHepanizosaHmM iMeonponidgepatmBHmM CUHOPOMOM. [poBoannaca AndepeHuianbHa giarHo-
CTVKa WOAO0 reMobacTosdy, AKMn 3anepedeHo. 3rogoM HasBHICTb BUPA3Ky B KyOOBIM KMLWL Ta MyUMHO3HOI MeTarnnasii B MOKPYBHOMY eni-
Tenii ganv NiacTaBy AjiarHOCTyBaT 3ananbHe 3axBOPIOBaHHS KMLLeYHMKa: XBopoba KpoHa 3 ypaxeHHs M TePMIHanbHOro Biaainy TOHKOI KMLLKK.
Bepudikauis KiHUEBOro AiarHo3y aBto3ananbHoOro CYHAPOMY, CIPUHNHEHOO reTePO3UrOTHOI MyTaLlielo B reHi SOCST, Binbynacs 3a ono-
MOTOI0 CEKBEHYBAHHA MEHOMY.

JOoCniaXeHHa BMKOHAHO BIAMNOBIAHO A0 NpUHUMNIB [enbCIHCbKOI Aeknapalli. Ha npoBefeHHs A0CNiAXEeHb OTPUMaHO IHPOPMOBaHY 3roay
6aTbKiB OUTUHN.

ABTOPY 3a8BASHOTb NPO BIACYTHICTb KOHMAIKTY iHTEPECIB.

KniouoBi cnoBa: asTo3ananbHuii/aBTOIMYyHHWUIA CUHAPOM, reteposnrotHa MyTauis B reHi SOCST, CekBeHyBaHHA reHOMY, LMTONEHid,
niMponponidpepatnBHmU CUHOPOM, IMyHOOEDILNT, OiTL.
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Familial autoinflammatory syndrome with or without immunodeficiency (AISIMD), caused by a heterozygous mutation in the SOCS17 gene
on chromosome 16p 13, is characterized by the appearance of various autoimmune signs usually in the first decades of life, although later onset
has been reported. Typical features of AISIMD include autoimmune cytopenia, thrombocytopenia, hemolytic anemia and lymphadenopathy,
possible alterations in cellular immunity, and hypogammaglobulinemia.

Purpose — to present a combination of clinical, imaging and laboratory signs in a nine-year-old patient with autoinflammatory syndrome and
mild immunodeficiency caused by a heterozygous mutation in the SOCST gene; to emphasise the importance of genetic tests for definitive
diagnosis.

Clinical case. Features of diagnosis of autoinflammatory syndrome caused by heterozygous mutation in the SOCS1 gene in a 9-year-old
boy are described. The disease was manifested in the laboratory by leukopenia with neutropenia, monocytosis, thrombocytopenia, an increase
in markers of inflammation — C-reactive protein (CRP) and erythrocyte sedimentation rate (ESR), impaired cellular immunity (inverse CD4/
CD8 ratio, reduced number of NK cells (CD3-CD16+CD56+), decrease in CD19, increase in the per cent of double-negative T-lympho-
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cytes (Neg. In T- Double LF (CD3+CD4-CD8-); clinical: hyperthermia, recurrent aphthous stomatitis, irritable bowel syndrome, progressive
generalized lymphoproliferative syndrome. Differential diagnosis with hemoblastosis was carried out, which was denied. Subsequently
the presence of an ulcer in the ileum and mucinous metaplasia in the covering epithelium gave grounds to diagnose an inflammatory bowel
disease: Crohn's disease with damage to the terminal part of the small intestine. Verification of the final diagnosis of an autoinflammatory
syndrome caused by a heterozygous mutation in the SOCST gene took place using genome sequencing.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained

for conducting the studies.
No conflict of interests was declared by the authors.

Keywords: autoinflammatory/autoimmune syndrome, heterozygous mutation in the SOCST gene, genome sequencing, cytopenia,

lymphoproliferative syndrome, immunodeficiency, children.

Beryn
OpyIIeHHd IMYHHOI — peryJdili, 110
Xapakrepusyerbes  JiMdornpodtichepa-

TUBHUM CcUHAPOMOM (JTimpaseHonaris
i/abo opraHomerasist), aBTOIMYHHUMU SIBUIIAMU
(epeBaskHO JIEWKOTIEHisI, HEUTPOIIEHis Ta TPOM-
6onmrorenist) [1,10,11], caix audepeniiiroBarn
31 3JI0SKICHUMM 3aXBOPIOBAaHHSIMU KPOBOTBOPEH-
H4. Y nanienTiB i3 KOMOIHAIIE [IUTONEHil, JIiM-
(hompostipepaTUBHOTO CUHAPOMY, TillepTepMmii Ta
PeIUANBYIOUOTO CTOMATUTY BUHUKAIOTH TPYIHOIIT
3 IIaTHOCTUKOIO, OCKIJIBKU 3aCTOCOBYETHCS OArato
Jab0PATOPHUX Ta IHBA3UBHUX TECTIB /1T BCTAHOB-
JIEHHST KIHII€BOTO JIiarHO3Y. 3a OCTAHHE JI€CSATUIIIT-
TS 3a JIOMIOMOTOI0 TeHEeTUYHUX JTOCTi/[KeHb i1eH-
TudikosaHo 6arato renis. Ixni MyTauii npusBoAATH
710 YTBOPEHHS TUX UM iHIMNX KT HIYHUX (PeHOTUTTIB
aBTO3AMAJIbHIX /aBTOIMyHHUX 3aXBOPIOBaHb Ta J10-
oMararmTh iIeHTU(IKyBaTH HU3KY HAJCKJIQHUX
i pizkicHUX HO3070TiH [14].

Mema nocnijpkeHHsT — HaBeCTU TOEIHAHHSA
KJIHIYHUX, Bi3ya/misaliiiHux i 1abopaTOpHUX O3HAK
y IeB’ITUPIYHOTO TAIIEHTA 3 aBTO3aMaTbHUM CUH-
JIPOMOM Ta HETSLKKUM iIMYyHOIEe(DITTUTOM, CIIPUYH-
HEHUM TeTepO3UTOTHOIO MyTailli€o B reri SOCST;
aKIIeHTYBaTU Ha Ba’KJIMBOCTI T€HETUYHUX TECTiB
JUIST OCTATOYHO1 Bepu(iKallii giartnosy.

Biz GaTbkiB mamieHTa oTpUMaHO iHGOPMOBaHY
3TOJly Ha TyOJIKaIliio 1IHOTO 3BITY PO BUIIAJIOK,
a TaKOK OY/Ib-SIKUX CYTIPOBITHUX 300pasKeHb.

Kiiniyaunii BUnagok

VY nep’stupivHoro maiieHTa XxBopoba aebioTy-
Basia B KOBTHI 2022 poKy 3 rapstaku 710 (hebpuiib-
HUX 1udp, Kauwmo, 60a10 B ropai. AMOyIaTopHO
TPUBAJIO OTPUMYBAB aHTHOAKTEPiaIbHY TEPaIiio,
HeCTepPOoiHI TpoTh3anaibHi mpenapatn. Edek-
Ty Bij Tepariii He 0yJ0. 3ro70M 3’IBUINCS GOJIIO-
yi BUpa3Ky Ha GiYHIN MMOBEpPXHi sI3MKa, CIM30BIii
000JIOHIII POTOBOI MOPOKHUHMU, IIPUILYXJICTD IIpa-
BOi CTOIIM, TIePiOJIUYHE ITi/IBUIIEHHS TeMIlepaTypu
Tista, 3arajibHa craOKicTh. Y smcronani 2022 poky
nepeOyBaB Ha CTAI[lOHAPHOMY JIiKyBaHHi y Bosn-
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CBKiil oOsracHiil iH(peKIiitHii JiKapHi 3 AiarHo30M
«ITozarocmiTaspHa MpaBoGIYHA  HUKHBOIOJIBO-
Ba TTHEBMOHIs, AuxaibHa HejocTtaTHicTh 0—1 cr.,
acdroznuit cromatut». [licas onyxkanus, 3a 2 THXK-
Hi BiIHOBUJIMCS TIPOSIBU aTO3HOTO CTOMATHUTY,
rineprepmist, a Takok TypOyBaB mepioanyHuil 6iib
i muckoMbopT y KUBOTI, Oy/in emi30au PO3Bisb-
HEHUX BHUIOPOKHEHb. Ha MOMeHT 06CTeReHHs
B 3arajbHOMy aHaisidi KpoBi (3AK) Bugsseno
Jeiikorienio  (2,98x109/x), TpoMbGoOnUTOIEH O
(149x109 /), mpucCKOpeHHsT MIBUIKOCTI OCiaHHS
eputporutis — HHIOE (48 mMm/ron). Autuny ne-
peBeIeHO /10 BiI/IIEHHS AUTSII01 OHKOTEMAaTOJIOTi1
KII «BosmmHcbke 001acHe TepUTOpiaibHe MenYHe
00’€/THaHHS 3aXMCTY MATEPUHCTBA i AMTHHCTBAY.
3 aHaMHe3y BiJIOMO, 1110 IMTUHA HapoKeHa Bij 8-1
JIOHOIIIEHO1 BariTHOCTI, 8-X MOJIOTIB, HAPOANIACS
MIJITXOM KecapeBOTO PO3TUHY (TIoTIepeHi AiT Ha-
pomxkeni). Pic i po3BuBcst 1o6pe, 4acTo He XBOPIB.
[lermnennii 3a kanengapuum 1ianoMm. CimMelHUA
aHaMHe3 00TSKEeHUH OHKOMATOJIOTIE0: B 6aThKa —
gimMdoma [o/KKiHA 3 TTapIlia/IbHOIO PEMICIET0, CTIHKA
TpoMOOIUTOIIEHIs, a B 6abyci 110 6aThbKOBIM JIiHIT —
3JI0AKICHA TTyXJTNHA SEYHUKIB.

Y KII «Bosmucbke obsacHe TepuTOpiaibHe
MeauvHe 00’€HAHHS 3aXUCTY MaTepUHCTBA 1 M-
tuHCcTBa» B 3AK yTpumyBasacs JielikoneHid 3
HEUTPOIIEHIEI0, MOHOIUTO3, HAPOC/Ia TPOMOOIN-
torenisi (3AK: epurporutu (Ep) — 4,7x1012/x,
remorio6in (I'6) — 115 r/u, neiikoruru (Jle) —
3,07x109/m1, neifikonuTapHa (opMyJia: MeTaMieno-
Ty (MT™MIT) — 1%, naauukosiiepti HeidTpodinu
(n) — 2%, cermenrosiiepti (c¢) — 14%, eosuHo-
bimbHi (€) — 7%, 6azodiabhi (6) — 1%, gimboru-
T (11) — 38%, monouutu (M) — 37%, TpoMOOIIUTI
(Tp) — 122x109/;). O6’€KTUBHO: 3arajJbHUN CTaH
cepentboi Tskkocti. IlIkipa 6uimo-poskeBa, um-
cra, Typrop 36epeskenuii. HocoBe muxaHHs BijibHE.
Adru Ha GiuHiil MOBepXHi g3MKa, CJIM30BI 060-
JIOHIT poToBOi mopoxkuuHU. Habpsik mpaBoi MOKH.
36iabiieni giMpoBysan: 3 000X GOKIB aKCUJISIPHI
cupaBa — 1,5 cm, 3iiBa — 2,0 cM; mifImesenHi cipa-
Ba — 1,4 cm, 3imiBa — 1,1 cM; mmiiHi Ta SpemMHi crpa-
Ba — 1,2—1,6 cm, 31iBa — 1,5—1,8 cM; maxoBi cipa-
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Puc. 1 (a—e). Komn’iotepHa Tomorpadisi: a, 6 — wwuiiHa nimdapeHonaris; B — naxosa NiMdaneHonaris; r — naxosa Ta knybosa nimdaneHonaris;

0, — akcunsapHa nimdaneHonaris; e — knybosa nimdbaageHonaris

Ba. JlMxanHs KOpPCTKe, TPOBOJAUTHCS CUMETPUYHO,
XPUIHN BiICyTHI, yacToTa anxanus — 20,/x8, SpO2 —
98%. Tonu cepiis 3ByuHi, pUTMiuHi, 4acTOTa Cep-
1eBUX cKopoueHb — 82/xB. JKuBit M’gakuii, He
30isIbIIIeHUIT y po3Mipax, He OOJII0UMil 3a TTabIia-
1ii, mepucranbruka 36epexkena, nedinka +3 cm i
cenesinka +1 e 3-mix kpato pebepHoi pyru. Cum-
ntom [lacTepHanbkoro HeraTuBHUI 3 000X OOKIB.
BunoposkHeHHsT — y HOPMi. 3a JJaHUMU YJIbTPa3-
BYKOBOTO nociijpkerHst (Y3/) — renarociieno-
MeTajlisl; 3a JaHUMU KOMIT I0TepHOI ToMorpadii —
roJiiaieHonaTida  MiIe/elHuX, SpeMHUX, aKCH-
JIIPHUX, OPM/KOBUX, 30BHIIIHIX KAyOOBUX i I1axo-
BUX JIiIM(OBY3JIiB CIPaBa, TremaTociIeHOMeTasTisd
(puc. 1 a-e). 3 METOIO BUKJIIOUYEHHS TeMOOJIacTO-
3y XBOPOMY BUKOHAHO acIipalliiiHy Ta TpelnaHa-
iitHy Giorncito kicrkoBoro mosky (KM). Acmipar
KM 0OyB rinepueosspHuM depe3 PO3IIHPEHHS
MIEJIOITHOTO TTAPOCTKA 3 MePEeBAKAHHAM MOJIONX
dopm HeliTpodiniB i HU3BKUM BMiCTOM CeTrMeH-
TOSIIEPHUX HEUTPOdisiB, EPUTPOH 1 Merakapioim-
TapHUI MapoCcTOK 30epesKeHi, He BUSBJIEHO O3HAK
reMaToJIOTIYHOTO 3axBopioBaHH:A. [laToricTosoriu-
HUH BUCHOBOK: KM rinepkIiTUHHUI 3 O3HAKaMU
pEaKTUBHOI Timepriiasii MIi€IOIAHOTO TMapOCTKa,
6e3 JiTKMX O3HaK ypaskeHHs JiMboMoio abo Jieii-
Kkemiero. Y Oioximiunomy anaiizi kposi (BAK):
piBerb cupoBaTkoBux IgA, IgM, IgG, Bitamin Bio,
dosieBa KHcCI0Ta, peBMaTOIAHUI (akTop, THpe-
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Ol/lHa NaHeJb, iHI OI0XIMIYHI TOKA3HUKU, KaJlb-
MPOTEKTUH y Kaii — y HopMmi, aBToantutiia IgG
no Hykseapuux antureHiB (ANA Screen) — 0,4
(sopma (#) — <0,8, HerarwuBHWIl), THigBUIIE-
nuii C-peaxktuBauii nporein (CPII) — 22,6 mr/n
(a1 — 0-6), cupoBartkosuii IgE — 237 MO/n (0 —
0-87). 3a pesyabraTaMu OCTiPKEHHS KITITHHHOTO
IMyHITETYy Ha TJIi JIeliKoTIeHii BusiBjieHo fedinut B-
i T-xamiTuHHOI TaHKK iMyHITETY. ¥ TpyaHi 2022 poky
naiieHTa 3i ckapramu Ha 3Minu B 3AK — 3HMIKeH-
Hs1 piBHst Tpom6GotmTiB (Tp) Ta sefikonutis (Jle) —
KOHCYJIBTOBAHO JIIKAPEM-TEMATOJIOTOM JIUTSYUM
Kniniku remarosorii DrSmart. Ockinibku B HaBe-
JIEHNX aHajli3aX KPOBI JIEMKOTEHis KOJIWBAJACs
B Mexax 2,04-3,2x109/n, uucno Tp cranoBu-
a0 142-239-70-42-80—-166x109/y1, moka3HUKHN
IOE 6y B miamasoni 21-30 MM/To, a TakoxK
3a gaHumu jociipkerass KM remo6iacros He
Bepu(iKOBaHO, AUTIYUM remaTosoroM KiriHiku
rematoJiorii DrSmart naitienTa 3 1mij[o3poio Ha aB-
TOIMyHHUU  JimdornposidepaTuBHUN  CUHAPOM
(Autoimmune lymphoproliferative syndrome —
ALPS) ciipamosano o imynosiora KHII JIeBiBch-
Kol  objacHOi  paam  «3aXiZHOYKpaiHChKMIA
CIIelia/Ii30BaHNu M AUTAUNN METUYHUN TIEHTP» 1 TO-
CITITai30BaHO /10 TEeAIaTPUIHOTO BiJITIJIEHHS 71T
KOMILJIEKCHOTO OOCTEKEHHSI.

Ha wmomeHT HeomHOpPa30BUX TOCITiTai3aIii
y TapakJiHIYHUX T[TOKAa3HUKaX: JIeKoIleHid —
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Puc. 2 (a—pg). LnutomopdonoriyHa kapTuHa Bindutka nimparnyHoro Bysna: a, 6 — Ha Tni 3pinux nimdounTiB 3ycTpivaioTbes NiMpo6nacTu, YacTUHA 3 AKUX
Mae Bakyanisauito; B — Ha Tni 3pinux nimpoumnTiB cnoctepiraertbes 36inblueHa KinbkicTb NiMpo61acTiB; r — Ha i 3pinvx NiMPOoLUUTIB 3yCTPiHaOTLCS NiM-
dobnacTu, 4acTuHa 3 AKMX Mae BakyasisaLito, NOOAMHOKO - Makpodaru; A, — Ha i 3pinvx nimboumnTie 3ycTpivaloTbes Nimdo61acTv Ta CTPYKTYPU MiTO3Y

y Mexax 2,44—3,51x109/m1, TpomboIuTONEHisT —
14—-42-80-116—-139%x109/1, TOKa3HUKU YEPBO-
HOI KpoBi — mocrtiitno B HOpMi, [IIOE — y mia-
nagoni  18-21-22-37  wmwm/ron, CPII —
50,69-67,66—88,4 HT/MUJI, dbeputun —
197,73-324,85 ur/ma (1 — 7—140), nosrimMepasmo-
JIAHITIOTOBI peakitii /1o urtomaraiosipycy (CMV),
Enmreitn—bapp Bipycy (EBV), mnapsosipycy
B19 —nerarusni, SARS-CoV-2 IgG, COVID-19 —
nogutuBHuit  (10,89), SARS-CoV-2  IgM,
COVID-19 — nerarusnunii (0,07), kaabnpoTeKTUH
y Kaji — y HOpMi. 3roJIoM y JAWHAMIIll BUSIBIEHO
MO3UTUBHUI KaJbIIPOTEKTUH Y KaJjli, HAPOCTaHHS
gimornpomidhepaTUBHOTO CUHIPOMY. 3a pe3yJib-
taramu Y 3/l: Ha piBHI iJle0eKATBHOT JIISAHKA —
KOHTJIOMepAT TKAHUHHUX BY3JIiB, HaWOiIbIIMi
posmipamu  46%20%X22 MM, OKpiM TOrO, Iepu-
dbokampHo — gimdoBysmm — Big 15 10 35 mm,
omnucaHi By3JAW 13 [JIUJISHKAMU  TTOCUJIEHOTO
KPOBOIVIMHY ~ PO3TalllOBaHi BIPUTYJ [0 Ma-
rictpambHuX cyanH. CrpaBa KOJO 3IyXBUHHOTO
CYJIIMHHOTOITyYKayBEePXHbOMYHOTOCETMEHTICTPYK-
Typa, 30BHI T0/1i0Ha /10 TIM(OBY3J1a 3 IEHTPAJTIbHIM
TUIIOM KPOBOILTHHY, Po3MipoM 50%35%20 Mm.
Huxue, 3 mepexozioM Ha TIaXOBY AiNSHKY JiM(poO-
By3au po3mipamu 19%x8 mm, 39x14 MM, 3HUIKEHOT
€XOTeHHOCTi, 3 BUPA)XEHUM TOCUJICHHSM KPOBO-
MJIUHY, @ TAaKOX TOPYyY JiM(OBY3IU 3 KUPOBUMM
BOPOTaMH, i3 Iepexo/lOM Ha Iepe/HI0 IOBepXHIO
crerta, Haiibimpmmii — 38%X22 MM, HapoCTaHHS
PO3MIipiB Cee3iHKA 3 MHOXUHHUMU TOYKOBUMU
TiMMOeXOTeHHUMU BKJIIOYEHHSIMHU, CeJie3iHKa Po3-
mipamu  138x48 wmm. IlapamankpeaTuuHo apio-
Hi JiMmboBy3m — 10 8 MM, Me3eHTepiaTbHi —
no 14 mm. 3a Takux 3MiH, y TOMY YWCJHi 3MiHU
B 3AK (Jle 2,44x109/m, Ep — 4,57x1012/7,
I'6 — 119 v/, neiikormrapHa popmysa: e — 1%, m—
1%, ¢ — 2%, 1 — 55%, m — 41%, Tp — 80x109/x,
[IIOE — 47 mM/Ton) 3 METOIO BUKJIIOYEHHS OH-
KOTeMaTOJIOTIYHOTO 3aXBOPIOBAHHS TTOBTOPHO BH-
KOHAHO aclipariiiiny i rpenanariiiny 6iomncito KM
Ta BiAKpuUTy Oiorcio giMdoBy3aiB. Y BigOUTKax
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JIiMOBY3JIiB Ha TJI 3pinx JiiMpouTiB — J1iMb0o06-
JlacTH y 301JbIIEeHii KiJIbKOCTI, YaCTMHA SKUX —
3 BaKyaJrisalli€io, mooJMHOKI Makpodaru, CTpyKTy-
pu MiTO3Y, BiZICYyTHI €03UHOMDIIBbHI Ta HEUTPOPib-
Hi kiaiTuHU (puc. 2 a-1). 3a JaHUMU [aTOTiCTO-
JIOTIYHOTO JIOCJI/PKEHHST He BUSIBJIEHO MOopdo-
JIOTIYHUX O3HAK OHKOJIOTIYHOTO 3aXBOPIOBAHHS
B KM i mimdosysmnax. Apxitektypa JiM(oBYy3-
JIIB He TOpYyINeHa, 3 Tinepriaszieo giMpoiaHnx
omikysiB i curycoBuM rictionuto3oM. baratopa-
30BO TIPOBE/IEHO JIOCJI/IKEHHST IMYHITETY, MOKa3-
HUKHN IMyHOTJI00y1iHIB — y HOpMi. OJIHaK mapame-
TPU KJIITUHHOTO IMYHITeTy — 3 HEOJHO3HAUHUMU
KoJiuBaHHSAMM (puc. 3 a-3). Y maiieHTa Ha TJi
JiM(MOIUTO3y BUABIEHO TaKi 3MiHU KJITUHHOTO
IMyHITETY B JuHaMilli: 3BOPOTHE CIIiBBi{HOIICH-
g CD4/CDS8, sumxkena kinbkictb NK-kaiTiH
(CD3-CD16+CD56+),3umxentss CD19, 1o moske
CBIIUUTU TIPO BPOJKEHE TOPYIIEHHS IMYHITETY.
[TixBumiena kipKicTh ABIYl HeTaTUBHUX T-J1iMbO-
utiB (Neg. In T- Double LF (CD3+CD4-CDS8-)
MOKe KOPEeJIOBATH i3 3alaJbHUMHU PEeBMaTUIHU-
MU 3aXBOPIOBAaHHAMU, aBTOIMyHHUMHU PO3JIa/laMU.
i xkaiTuaM postichepytoTh 32 XPOHIYHUX 3aTalib-
HUX 3aXBOPIOBaHb i MPOSBJSAIOTH TMaTOreHHY abo
PETyJIATOPHY (DYHKITITO.

Y moromy 2023 poky BUKoHaHO e30haroracr-
POLyOIEHOCKOTIIO 1 (hiOpOKOIOHOCKOTII0. BusiBie-
HO epuTeMaTO3Hy racTpoNaTilo, {yoeHOoracTpab-
HUM Ta ractpoe3odaranbunii peduriokcu. Cianzona
000JI0HKA TePMiHAJIBHOTO Bii[lly TOHKOI KUIIKU:
10 O/THIl 31 CTIHOK BUSBJIEHO TTOOIMTHOKY BUPA3KY,
posmipom 10 10 MM, BKpuTy (hiOpUHOM i3 mipuIij-
HATAUMHM KpasiMu Ta JIOBKOJA TinepTrpodoBany,
HaOPSIKIY, 3 MHOKUHHUMHE TETEXisSIMU, TOYKOBH-
MU eposismu (puc. 4 a-€). Basro Gioncito. ToscTa
KHUIIIKA: BOTHMINEBI 3amajbHi 3MIiHU B JIIJISH-
i GayrinieBoi 3ac/iHKM, y BUCXiAHIH 06010Biii
I TpsAMINl KW, CYJIMHHUN PUCYHOK YacTKOBO
BTPau€HUH, MOOIMHOKI MPUTIAHATI epo3sii, 1o 1 MM
KO’KHQ, B34TO Oioncito. [ Biagijm KAIIeYHNKA
He 3mineni. Saccharomyces cerevisiae IgA, IgG —
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Puc. 3 (a—3). NapameTpu KNITUHHOMO IMYHITETY B AMHAMILL: @ — AMHaMiKa pe3ynbTaTiB 06CTeXeHb: KinbkicTb T-nimbounTie; 6 — anHamika pesynsTaris 06-
CTeXeHb: KiNbKiCTb T-xennepis; B — AvHaMika pe3ynbTatiB 06CTeXeHb: KilbKiCTb T-Cynpecopis; I — AuHamika CniBBiAHOLWEHHS T-xennepis/T-cynpecopis;
0, — AnHaMmika pesynbTaTtiB 06CTeXeHb: KinbkicTb B-nimdounTie; e — auHamika pesynbraTtiB 06cTexeHb: KinbkicTe NK-nimdounTie; € — anHamika pesynb-
TaTiB 00CTEXEHb: BiACOTOK LIUTOTOKCUYHUX T-NlIMMOUMNTIB; XX — AMHaAMIKa pe3yNbTaTiB 00CTEXEeHb: BiACOTOK ABi4i NO3UTUBHUX T-NiMpOUUTIB; 3 — AMHaMIKa

peaynbTaTiB 06CTEXEHb: BiALCOTOK ABiYi HeraTMBHUX T-niMbounTIB

Puc. 4 (a—e). KonoHockonisi 40 TOHKOI K1LwKKM 3 6ioncieto. Cnnaoa 060/10HKa TEPMIHANBHOO BiAAiNY TOHKOI KMLLIKW: MO OAHIl 3i CTIHOK Bidyani3yeTbCs Mo-
o[vHOKa BMpaska, po3mipomM o 10 Mm, BkpuTa GibprHOM, Kpai npunigHaTi, 4oBkona rinepTpodoBaHa, Habpskna, 3 MHOXUHHUMU NeTexiaiMu, TOHKOBUMM
eposiamm

y Hopwmi. llaTorictosioriune [OCHDKEHHS: CJIN-
30Ba 00OJIOHKA TOHKOI KHIIKH — 0e3 O3HaK
3alajieHHs 3 BOTHMINEBOIO MYIIMHO3HOIO Me-
TAlJIa3i€lo B TOKPUBHOMY emitenii (puc. 5 a-B,
6 a-T), iHMT BiAIIN MITYHKOBO-KUTITKOBOTO TPaK-
Ty — 06e3 ocobmuBocreil. OTke, 3 ONIsAAY Ha
HasIBHICThBUPA3KMBKITyOOBIAKHUIIIT TAMYITHHO3HOT
MeTaria3ii B TOKPUBHOMY eIliTesil /1iarHoCTOBa-
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HO 3allajbHe 3aXBOPIOBAHHS KUIIEYHUKA: XBOPO-
6a Kpona 3 ypaskeHHSIM TepMiHAJIbHOTO BiJIiIy
TOHKOI KWIIIKWA, POTOBOI TOPOXHUHU (adT0o3-
HUW CTOMATUT) 1 MO3aKUITKOBUMH TIPOSBAMU:
JICHKOTIEHIsI, TPOMOOIIMTOIEHIsI, 3a  IIKaJI0f0
PUCAI — 30 6auis.

Y 6epesni 2023 poKy posnodaro Tepariio mpej-
HizosoHOM 0,9 Mr/Kr/m06Y 3 HOAAIBIITNM 3HUKEH-
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Puc. 5 (a—B). KonoHockonis. TOBCTa KuLLKa: BOrHULLEBI 3anabHi 3MiHW B AiNsHLUj GayriHieBOi 3acniHKK, Y BUCXiOHI 06040Bii Ta NpAMIl K LWL, CYOUHHWA

PVICYHOK YaCTKOBO BTPaYeHuiA, NOOAMHOKI MPUNIAHATI epoaii, No 1 MM KoxHa, B3aTO 6ioncito. [HLW BiAAinM TOBCTOI KULLKM HE 3MiHEHI

.

L Pt

“ vy i

HSIM /103U Ta a3aTiONPUHOM y 1031 2 Mr/Kr/mo0y.
Ha Tmi rteparii BifiMiueHO TIO3UTUBHY AMHAMIKY
(perpecyBajii CUMIITOMH, BHOPMYBQJINCS KiJb-
kictp Jle i Tp y 3AK). 31 3HUIKEHHSM 71031 TIPEJI-
Hizosony 10 0,5 Mr/kr/mo0y BiiHOBUJIHMCS Ji€ii-
KoreHist i TpombonuToneHisa. IIpoBeneHo moBHe
eK30MHe cekBeHyBaHHs B Jrabopatopii 3 billion
(M. Ceyu, Pecriybsika Kopest) Ta BusiBiieHo maro-
reaHuit BapianT y reri SOCS7 B reTepo3UTOTHOMY
CTaHi, acoIliloBaHNII 3 aBTOCOMHO-ZOMiHAHTHUM
aBTO3aMaJbHUM CUHIPOMOM, CiIMEHHUM, 3 IMyHO-
nedinurom abo 6e3 imyHogedirmry.

[TartienT Ha 11€#1 Yac OTPUMYE JIiIKYBaHHS a3aTio-
MIPUHOM i3 TO3UTUBHUM KJITHIYHUM eheKTOoM, TIepe-
OyBa€ IMijl MOCTIITHUM JAMHAMIYHUM CIIOCTEPEKEH-
HaM. [Tokazauku 3AK — y BikoBiit HOpMI, perpecis
simoriposihepaTUBHOTO CUHIAPOMY.

OO0roBopeHHs

TepmiH <«aBro3anajibHi CHUHAPOME» ab0 <«aB-
TO3allaJbHI 3aXBOPIOBAaHHS» OXOILIIOE TPYILy Te-
HETUYHO JIeTePMiHOBAaHUX 3aXBOPIOBaHb, BUKJIM-
KaHUX MYTallidMU TeHiB, 1O KOAYIOTb CHUHTE3
OLIKIB, IKi 6EpPyTh y4acTh y PeryJisitii 3aajbHOTO
nportecy [14]. 3mineni OLIKM BUKIUKAIOTH MEPIO-
JMYHE CHUCTEeMHe 3allajieHHs IIcJs MiHIMaJIbHUX
abo HeBM3HaYeHNX cTUMYJIB. Il 3aXBOpIOBaHHS €
pe3yabTaToM MyTallil OJIHOTO TeHa, TOMY iX Ha3u-
BalOTh MOHOTEHHMMH aBTO3alaJIbHUMU CUHPO-
mamu. CyTbh aBTO3aMaIbHUX CUHIPOMIB TIOJISATAE B
3MiHEHi# CTPYKTYPi i pyHKIIii OiIKIB, 10 BXOASTDH
no ckiany induaamacomu. Ile — rosoBHA 03HaKa,
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Puc. 6 (a—r). MatoricTonoriyHa kapTvHa: cnna3osa 0600HKa TOHKOI KMLLKK 6e3 03HaK 3anafieHHs 3 BOrHULLIEBOO MYLIMHO3HOK MeTannasieto B NoKpuB-
HOMY eniTenii

sIKa BIZIPI3HSIE 1X Bijl aBTOIMYHHUX 3aXBOPIOBAHb.
[ndamacoma — 11e CkJIaZiHA MOJIEKYJISIpHA CHUCTe-
Ma, dKa pearye Ha 30BHIIIHI Ta BHYTPIlIHI (haKkTo-
PH, 1110 BUKJIMKAIOTD 3a1aJIleHHS.

[esaki aBTo3amnajibHi 3aXBOPIOBAHHSA MOXKYTh
MMOETHYBATU TIPOSIBU TIEPBUHHOTO iMyHOAEMITUTY
YU aBTOIMYHHUX 3aXBOPIOBAaHb, ajie OCTAHHI CIIPU-
YMHEH] MopyIeHHsIMU HaOyToro imyHiTtery [15,16].
Takosx aBTO3anaIbHI 3aXBOPIOBAHHS YacTO MAlOTh
MPOSBU, CXOXi Ha CelCcuc Ta OHKOTeMaTOJOTiy-
Hy MaroJiorito. Yepe3 pPi3HOMAHITHICTb KJIIHIYHUX
MPOSIBIB y MPAKTUIl 3 HUMU MOKYTb 3yCTPiuaTUCs
JiKapi pisHUX CIeIiaJbHOCTEN.

CimeliHMIT aBTO3aNaJIBHUN CUHAPOM 3 iMy-
Homedimmrom abo Ges Hporo (autoinflammatory
syndrome with or without immunodeficiency —
AISIMD) acomifoeTbcst 3 TeTepO3UTOTHOIO MYyTa-
miefo B reHi SOCST (cympecop mepenadi CUTHATIB
uTokiHiB 1 (Suppressor of cytokine signaling 1).
XBopoba yCrasiKOBYETHCST aBTOCOMHO-ZIOMIHAHTHO
3 HEMOBHOIO MEHETPAHTHICTIO, XapaKTepu3y€eTbCs
MOSIBOI0 YMCEJbHUX aBTOIMYHHUX IPOSBIB Tepe-
BQ)KHO B TIEpITi AeCATUMITTS Kkutts [6,16]. Tpure-
PY HaBKOJIMIITHBOTO CEPEJIOBUINA, TaKi sIK BipyCHIi
3aXBOPIOBAHHS, MOKYTb IHIYKyBaTH aBTO3allajIb-
HUM kaiHiyHWNA miportec [9]. TammonenocrarHicTh
SOCS1 € Heno/laBHO BU3HAHUM MOHOT€HHUM aB-
TOIMYHHUM CUH/IPOMOM 13 PaHHIM TIOYATKOM 1 IT1-
POKUM CIIEKTPOM PEBMATOJIOTIYHUX, iIMyHOJOTIY-
HUX i remaroJioriyaux 1possiB [6,9]. OcHoBHOWO
dbynxkiieto SOCST e peryuania maxy JAK-STAT
(duyc-kiHasyw — HasekaTh 10 iHriOITOPIB TEpe-
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Jladi BHYTPINIHBOKIITUHHUX curHamiiB). Ha cbo-
roziHi ieHTI(hiKoBaHO JuIne 0OMeKeHy KiJTbKiCTh
oci6 i3 SOCS1, ongHak 04eBUIHO, 1II0 BOHU JEMOH-
CTPYIOTh Jy:Ke BapiabesbHi KJiHIYHI (DeHOTHIIH.
[Tpore kiiHiYHI OCOBIMBOCTI HAJIEKATh 0 PI3HUX
IpyIl: IMyHHQ JUCPETYJAIISA 3 MYJbTUCUCTEMHU-
MU aBTOIMyHHUMM/ABTOIMYHHUMU PO3JJIaMHU.
Y marientis 3 AISIMD moxyTh crmoctepiraTucs
PEBMATOJIOTIUHI O3HAKW: TOJIapTPUT, CHOHIUJIO-
apTPUT, PEIUANBYIOY] BUPA3KU CJIN30BOI 0OOJIOH-
KW, JIMXOMaHKa, ajiolellis, aBTOIMYHHI €HOKpU-
HOTIaTil, 03HaKW CHCTEMHOTO YepPBOHOTO BOBYAKa,
1esmakist, mcopiaz abo exsema, ajoImellisi, TJoMe-
pyJsioHepUT, TEMaTUT, KOJIT Ta iHMIN ypaskeHHS
NITYHKOBO-KHUIIIKOBOTO ~TPakKTy. TaKoX TIPOBiJI-
HUMHU € TeMaTOJIOTIuHI TPOSIBU: TeHepasi3oBaHa
Jgimdazenonaris, renarocriaeHomerantisa [6,9,16].
Y HaBejieHOT0 HaMU JIEB’AITUPIYHOTO XBOPOTO BU-
SBJIATNCS TIWITHA, aKCUJISIPHA, TaparmaHKpeaThy-
Ha, Me3eHTepiajbHa JiM@ajieHonaTiss, KOHIJIoMe-
paT TKAaHWHHUX BY3JiB Ha PiBHI iJ€01eKaJIbHOI
JUJITHKY, PO3TAINIOBaHI BIIPUTYJI 10 MaTiCTPATbHUX
Cy/IMH, KOJIO 3JIyXBUHHOTO CY/MHHOTO IIy4Ka, 3
Mepexo/IoM Ha TIepeIHIO0 TIOBEPXHIO CTerHa 3 MOCH-
JIEHUM KPOBOTIJIMHOM, cIjleHoMerasis. /liarHocTy-
BaJIOCS 3arajibHe 3aXBOPIOBAHHS KUIIEYHUKA: XBO-
poba KpoHa 3 ypakeHHSIM TEpMiHAJIBHOTO BiUIiTy
TOHKOI KHIITKHM, POTOBOI TOPOXHUHUN (adTO3HUN
CTOMATUT) 1 MO3aKUIIKOBUMU TIPOSIBAMHU, SIK Jiei-
KOIIeHist, HelTpoIeHis ta TpombonuToneHis. Hus-
Ka BUEHUX onuCyIoTh y xBopux Ha AISIMD-SOCS1
nimdorenito, rimoraMmmarso0yTiHeMiio, HasiBHICTH
aBTOAHTUTIJI 1 TimepsamajibHUI posJaa. Turosi
O3HAKM 3aXBOPIOBAHHS BKJIOYAIOTh ABTOIMYHHY
JIEKOTICHI10, HEUTPOTIEHi10, TEMOJIITUYHY aHeMilo,
tpomborroneHioo [6,16]. MoxKauBI peruanByio-
ui iHdekiil B pe3ysabrari rimoraMmmarioOyiHeMmii,
BapiabenbHOl T-kiriTHHHOI JiMdonenii Ta auc-
(GyHKIIIT TPUPOIHUX KJIITUH-KLJIEPIiB, a TAKOK OIH-
CaHO BTOPHMHHE TpaHyJeMaTo3He iHTepCTUIliasib-
He 3aXBOPIOBAHHS JieTeHb, TOB’s3aHe 3 IMYHHOIO
nucperyJsiieio [6,9]. ImyHnomoriune gocmiikenHs
3a AISIMD-SOCS1 nepinko nemonctpye nedi-
mut T- abo B-kiiTrHHOI JTaHKK iMyHiTeTy, a came
3HUIKEHHST HOPMAJIbHUX DB-KJIITUH, BUSBJISETHCS
HOMipHE 3HMKEHHS KiJIbKOCTI ab0 HOpMaJibHe 3Ha-
yennst T-xaitun [9]. Ha aymky Gararbox pociiij-
HUKiB, aHOMaJIbHUI (peHOTHUTT B-KiiTHH, Yy TOMY
yucai miaBuiernii pisenb CD21, HU3bKUM piBeHb
CD38, B-kiituH, iMOBipHO, TPU3BOIUTH /10 HEHA-
JIEKHOTO BUPOOHUIITBA aBTOAHTUTII, T IBUIIEHOTO
piBas IgE, eosmHodimii i TSKKOI IMYHHOI TTHTO-
renii [6,8,9,16]. [amientn i3 SOCST MoXKyTh MaTH
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rineplgE-nofiOHMiT CHHAPOM 3 €K3eMOI0 Ta THiii-
HuMU iHpeKigMu [4], eo3uHOMiIbHUI anepriu-
HUI aJIbBEOJIIT, a TAKOXK 3araJbHIil BapiabebHUI
iMmyHomedinuT, nomaibHuit 10 (HEHOTHUILY 3 riroram-
MarsioOyriHemiero, T-KIITHHHOW JiM(OIEeHie©
Ta TPaHyJIEMAaTO3HUM JIIM(OIUTAPHUM iHTEPCTH-
IMiaJbHUM 3aXBOPIOBaHHAM JiereHb. Came aBTO-
iIMyHHIi Ta aBTO3allaJbHi 03HAKU € YaCTUMU Malixke
y Bcix namieHTiB [8]. Bugsiieni 3MiHu B KJiTHH-
HOMY IMYHITeTi, MiATBEPKEHI HEOTHOPA30BUMU
06CTEeKEHHSAME, B ONMUCAHOMY HaMU BUIAJKYy al-
COJIIOTHO KOPEJIOKTh 13 TOBIJIOMJICHHSIMU Py
myOstikariit oo naimientis i3 SOCST-nedinurom
1 He MAIOTh O3HAK TSHKKOTO IMyHO1eDITTATY, aJie i He
€ imeanpuumu. Hamu 3apeecTpoBaHO 301JbIIEHHS
CDS, smenmiennsa CD4, NK-mimdporuris i CD19,
ITiIBUIIIEHHST BiZIcOTKA /IBiUi HeraTuBHUX T-miMpo-
mutiB (Neg. In T- Double LF (CD3+CD4-CDS8-)
(puc. 3 a-3). Y 11bOoro XBOporo MOKa3HUKHN T'yMO-
PaJIbHOTO IMYHITETY B KOHTPOJBHUX 0OCTEKEHHSIX
y auHamini Oysu 6e3 BiIXuIeHb, 3 METOI0 BUKJIIO-
YeHHS 37I05KiCHOTO 3aXBOPIOBAHHS CUCTEMU KPOBi
B TAIliEHTa MTPOBEJICHO KiJTbKapa3oBO acIipalliiiny,
Tpenanaiiiiiny 6iorcito KM Ta 6iorcito simdoBys-
aiB. Temobmmacto3 3anepedeno. Y pesyJisrari i-
OPOKOJIOHOCKOITII BUSIBJIEHO BUPa3KU B KJIyOOBiil
KHUIIII, TICTOJOTIYHO — MYIMHO3HY MeTaIljiasiio
B MOKpuBHOMY emitedii. [le nano migcraBu giarno-
CTYBaTW 3amajbHe 3aXBOPIOBAHHS KUIIECYHWKA:
xBopoba KpoHa 3 ypaskeHHSIM TepMiHATBHOTO
Bi/ilisy TOHKOI KUIIKW. Bepuikallisi KiHIEBOTO
JIiarHO3y aBTO3ANAJIBHOTO CUHPOMY, CIIPUYNHE-
HOTO TeTepO3UTroTHOI0 MyTallieio B TeHi SOCST,
BiI0yJ1acst 3a IOMTOMOTOIO CEKBEHYBAHHS TEHOMY.

Y uncieHHUX HAyKOBUX ITyOJIKAIlisSIX TOBEIEHO
MOTEHIIMHY KJiHIYHY poJib MyTaitiil y reHi SOCST
I0/I0 CXUJIBHOCTI /10 PO3BUTKY 3JI0IKICHUX 3aXBO-
poBaub [2,3,12,13,15,17]. ¥ Hamoro XBoporo €
00TSIKEHNI CIMENHIIT aHAMHE3 TII0/I0 OHKOIATOJIO-
rii o 6arbKiBehKii JiHil. MOXIMBO, caMe 6aTbKO
€ Hociem myTanii SOCS7, gy ycnajkyBaB XJIOI-
yuk. IIpo 1e Moxe CBiuMTH i30/1bOBaHA TPOMOO-
nutornenis ta Jlimpoma Tomxkkina B 6GaThKa 3raa-
HOI auTutu. Yepes3 BUCOKY BapTiCTh 0OCTEKEHHS
3a KOPZOHOM 6GaThKO He 0OCTeXyBaBCs (IAUTUHY
obcTexkeHo Ha OarofiiiHiil OCHOBI JabopaTopiero
3 billion, m. Ceyur, Pecriyb.rika Kopest).

JIikyBaHHS 3apeecTpoBaHUX BHUIIA/IKIB ralljio-
HegoctaTHOCTI SOCST BKITIOUAa€ KOPTUKOCTEPOIH,
ArOHICTH PEIeNnTOPiB TPOMOOIIOETUHY, BHYTPIlII-
HBOBEHHI IMyHOTIOOYJIiHY 1 Pi3Hi iIMyHOCYTTPECHBHI
Tepartii, y TOMy 4HCJT PUTYKCUMa0, TiZPOKCHXJIO-
poxiH, ModeTnI MikoheHoIaTy, paramiiyH i 3acoou
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npotu dakropa Hekpody nyxinH [8,16]. Hactunoro
KOMILJIEKCHOT'O JIIKYBaHHS TAI[IEHTIB 13 BPOXKEHU-
MU TIOPYIIEHHSIMU iMYHITETY, 0 € BTOPUHHUMH
BHacTi0K aucperyJisiii msixy JAK-STAT, € Bubip
BiznosizHoro ixribitopa JAK. Hapasi cxBasennMun
npernapataMu € TodauTuHiO, GapuIMTHHIO, PYK-
comituni6 Ta ymagarurtuai6 [8,11]. MoxkiuBicTb
PO3BUTKY 3JIOSKICHUX HOBOYTBODEHb Yy TAI[IEHTIB
i3 ramtonenocrarnictio SOCST 3 nikyBaHHAM iH-
riitopamu JAK a60 6e3 HUX TaKOK He BCTAHOBJIEHO,
X04Ya OIUCAHO €/IMHE TOBIIOMJIEHHS TIPO JiM@poMy
[orkkina, OB s3aHy i3 3aCTOCYBaHHSIM TaKOl JIHI1
teparii [6,8]. Tomy KiiHITICTH, SIKi OMIKYIOTHCS
xBopumH i3 SOCS7 rarioneJocTaTHICTIO, 0COOIUBO
THMH, 5IKi OTpuMyIoTh inribitopu JAK a6o ixri imy-
HOCYITPECUBHI IIperapartu, TOBUHHI Oy TH yBaKHUMU
I0/I0 KJIHHIYHMUX O3HAK 3JI0SKICHOCTI 1/a060 JiMdo-
mpomidepaitii. SOCST ekcripecy€eTbes sIK Y TeMOTIO-
eTUYHHX, TAK i B HETeMOTIOeTUYHUX KT THHAX [5,14],
10 MA€ BAKJINBE 3HAUEHHST JIJIST TIPOBE/IEHHS TPAHC-
IUTAHTAIli] TeMOTIOETHYHUX CTOBOYPOBUX KJIITHH SIK
BapiaHTa JIIKyBaHHS TAIIEHTIB i3 BPO/KEHUMHU TI0-
PYIIEHHAMU IMYHITETY.
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