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Pe3iome. B paboTte onuvcaH KIMHUYECKUU Caydaid, MpeacTaBIsIOlIUii MHTEpEC 3a CUeT OCOOEHHOCTHU Te-
YeHUsI aTUTTMIHOTO TeMOJIMTUKO-YPEMUUECKOTO CMHAPOMa y pedbeHKa, aCCOIIMMPOBAHHOIO ¢ MyTallieil B
ak30He 6 reHa CD46 (chrl:207940532G>C) B reMu,/roMo3uroTHoM coctosinum. Ilanumentka B., 8 e, mo-
CTYIJIa B HEOTJIOXKHOM TIOPSIIKE C TIPOSIBJICHUSIMU TEMOPPArndecKoro CUHAPOMA, OCTPOTO ITOBPEKICHUS
noyeK. PeOEHOK ¢ OTATOIIEHHBIM TeHEAIOTMISCKM aHAMHE30M, OT 2-i1 6epeMeHHOCTH, ITpOTeKaBIIIeil Ha
(OHE OTATOIICHHOTO aKyIIepCKOro aHaMHe3a; POkl ITepBhIe, ONepaTuBHLIC, Ha 38 Henene. PazBuTtue 3a60-
JIeBaHUS Y MAIIMEHTKA HA4aJIoCh B PAHHEM BO3pacTe U IIPOTEKAJIO TT0T MACKOM TaCTPOIHTEPOJIOTUISCKOI T1a-
TOJIOTHH, TIPY 3TOM HE NCKJTFOYAJIOCH TeUCHIE CMHIPOMA IIEPBUYHOTO UMMYHOIC(DUIINTA: HAPSIAY C YaCTHIMU
WHQEKIIMOHHBIMI 3a00JICBAaHUSIMUA 1 OTCTaBaHWEM B (DM3MYSCKOM PA3BUTHU, y IMAIIMEHTKN UMEIU MECTO
IUCTICTICUYECKNE PacCTPOiicTBa, HamboJjiee BEPOSITHO, CBSI3aHHBIC ¢ HAPYIICHUSIMH YTJIEBOIHOIO OOMEHA.
C 4-x et y pebeHKa perucTprupoBaach CTOMKAs TUITOATbOYMUHEMUS, TUITOTIPOTEMHEMUSI, TUITOTaMMarJIo-
OynmuHeMUsI, TpeOylollas 3aMeCTUTEIbHOI Tepalliyu BHYTPUBEHHBIMU MMMYHOTJIOOyIMHaMu. B 2021-2023
rogax AIeBOoYKa HCOTHOKPATHO OOCJIeIoBaHa B TaCTPOIHTEPOIOTMIECKNX CTallMoHapax I. ExarepuHOypra n
denepadbHBIX KIMHUK I. MOCKBBI: JaHHBIX 3a IIPOTCUHTEPSIONINE (DOPMBI SHTEPONATUM, TICPBUYHBIIN UM-
MYHOIEe(ULIUT He MMojiydeHo. [10JIHOPK30MHOE CeKBEHUPOBaHKE C BaIMAALIMEN pe3yjbTaTa, IPOBEAEHHOE C
eJbI0 MCKITIOUCHIUS HACISACTBEHHOM 3TUOJIOTUH MIPEAIIoIaraeMOU BpOXKACHHON OIIMOKY UMMYHUTETA, UC-
KJTIOUMJIO TeUeHUE TIEpBUYHOTO UMMYyHoebuniuta. OnHako, mpu pedepeHce TeHeTUYECKOTO UCCIeTOBAHUS
Obuta BoigesieHa MmyTauust reHa CD46, kotopast B psifie MyOIMKaluii aCCOLIMUPOBAaHA C Pa3BUTUEM I'€MOIUTH -
KO-yPEeMUUYECKOro CMHAPOMa. Pa3BUTHIO CUMIITOMOKOMITIIEKCA TPOMOOTHISCKOM MUKPOAHTUOITATUM TP -
IIECTBOBAJIA JIMXOpaaKa HEYCTAHOBICHHOM 3TUOJIOTUM. 3apeTrUCTPUPOBAHBI MPOSBICHUSI MUKPOAHTUOIATH -
YEeCKOTro reMojIn3a, TPOMOOIIMTOIICHUS, TUTIepa3oTeMusI, moTpedeHne C3, mpoTenHypusl, MaKporeMaTypusl.
Taxske oOHapy:KeHBI TUIIEPXOJIEeCTEpUHEMUSI, HapyIlleHNe OeIKOBOTO OOMEHa, ITOBBIIICHNE TpaHCaAaMWHA3,
depputrHa. [1o TaHHBIM YIBTPa3BYKOBOTO MCCIICIOBAHMS TTOoUYeK — MU dy3HbIe M3MEHEHUST TapeHXUMEI,
CHIDKEHHME CKOPOCTHBIX ITOKa3aTesieli KpOBOTOKA B 00CMX MOYCYHBIX apTepUsIX Ha Beex ypoBHsIX. Jdudde-
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peHLMabHAasl TUaTHOCTUKA OCYLIECTBJISIACh C TPOMOOTUYECKOW TPOMOOLIUTONEHNYECKOUN MypHypoit, ay-
TOMMMYHHOM TeMOJUTUYECKO aHEMHUEU, aHTUTEILHOU (pOopMOIi aTUTTUYHOTO TEMOIUTUKO-YPEMUUYECKOTO
CUHJIpOMa, BUPYCHBIMU U 0aKTepUaTbHBIMU NHMEKIIUSIMU, CUCTEMHON TTaTOJIOTHe, aHTU(OChHOTUTTUIHBIM
CUHAPOMOM, TeMobJiacTo3amMu. B 3amecTUTeIbHOM TTOUeUyHOM Tepanuu pedoeHOK He HyxXnaycs. [1o >ku3HeH-
HBIM OKa3aHUSIM ObLJIa MTHULIMPOBaHA KOMILJIEMEHT-0JIOKMpPYIOIasi Tepaliisi ¢ IpUMMEeHEeHUEM dKYIn3ymMaoa,
Ha (hoHe JIeUeHUsI MMOCTENEHHO KYIMUPOBAaHbBI TIPU3HAKU OCHOBHOTO 3a00jieBaHus. [ITUTeIbHOE OTCYTCTBUE
Y IE€BOYKU KaKUX-JIMOO MPOSIBICHU HedpormaThu MOXET CBUIETEIbCTBOBATh O MHOIooOpa3un GyHKIIUH
redHa CD46 u pazinuyHoM GheHOTUIIMYECKOM MPOSIBICHMM €TI0 MyTalluii, YTO MOATBEPKAACTCS PSIAOM KCCIe-
JIOBaHWM. AHAJIU3 JIUTEPAaTYPHBIX KCTOUHUKOB U OOHapyXeHUe reHoB «okpyxkeHusi» CD46 (CYBA, LYST,
ARPCIB) nipu mojiHO3K30MHOM CEKBEHHPOBAHUU HABOASIT Ha MbBICJb O HEOJHO3HAYHOCTU, MOJIUMOPPHO-
CcTH (PeHOTUITMUECKHX ITPOSBIICHNI KOMIIEMEHT-0IOCPEIOBAHHO MyTaIlH.

Knrouesuie crosa: demu, mpombomuueckas Mukpoaneuonamus, eunocammaznodyasurnemuss, mymauus eena CD46, komniemenm-
baoKupylowas mepanus

HYPOGAMMAGLOBULINEMIAIN A CHILD WITH ATYPICAL
HEMOLYTIC-UREMIC SYNDROME

Zhuravleva N.S2?, Kutuzova V.I.2, Almerzaeva M.R.>, Mineeva N.Yu.",
Maslov O.Yu.’

@ Ural State Medical University, Yekaterinburg, Russian Federation
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Abstract. We present a unique clinical case of an atypical hemolytic-uremic syndrome in a child.
The mutation in exon 6 of the CD46 gene (chr1:207940532G>C) leads to a homozygous or hemizygous missense
substitution. An 8-year-old girl was urgently hospitalized with symptoms of hemorrhagic syndrome and acute
kidney injury. The child from the second pregnancy with an aggravated obstetric anamnesis, the first operative
labor at the 38™ week, who has an aggravated genealogical anamnesis. Initially, the disease developed in the
guise of gastroenterological pathology: the girl had dyspeptic disorders, most likely associated with pathology
of carbohydrate metabolism, also frequent infectious diseases and a lag in physical development. From the age
of 4 years, the girl suffered from persistent hypoalbuminemia, hypoproteinemia and hypogammaglobulinemia,
requiring replacement therapy with intravenous immunoglobulins. She was repeatedly examined in
gastroenterological departments in Yekaterinburg and Moscow in 2021-2023, but no data concerning protein-
losing enteropathies or primary immunodeficiency was obtained. Also, the whole-exome sequencing with
result validation hasn’t confirmed an inherited etiology of the presumed congenital immune error. However, a
CD46 gene mutation, associated with the development of hemolytic-uremic syndrome in some publications,
was identified in the study. The signs of thrombotic microangiopathy were preceded by fever of unspecified
etiology: microangiopathic hemolysis, thrombocytopenia, hyperazotemia, C3 consumption, proteinuria,
and macrohematuria; hypercholesterolemia, protein metabolism disorder, increased transaminases, ferritin
were also noted. According to the ultrasound of the kidneys there were diffuse changes in the parenchyma,
decreased velocity indices of blood flow in both renal arteries at all levels. Differential diagnosis was carried
out with thrombotic thrombocytopenic purpura, autoimmune hemolytic anemia, antinuclear form of atypical
hemolytic-uremic syndrome, viral and bacterial infections, systemic pathology, antiphospholipid syndrome,
and hemoblastosis. The girl didn’t need a renal replacement therapy. When complement-blocking therapy with
eculizumab was initiated on vital indications, the signs of the disease were gradually eliminated. The prolonged
absence of nephropathy in the child may indicate the diversity of the CD46 gene’s functions and different
phenotypic manifestation of its mutations. Analysis of literature sources and detection of CD46 “environment”
genes (CYBA, LYST, ARPCIB) by full-exome sequencing suggest ambiguity and polymorphism of phenotypic
manifestations of complement-mediated mutation.

Keywords: children, thrombotic microangiopathy, hypogammaglobulinemia, C D46 gene mutation, complement-blocking therapy
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Tunoeammaenodysunemus npu al'YC
Hypogammaglobulinemia in AHUS

BBeneHue

ATUNIMIHBIA TEMOIUTUKO-YPEMUUYECKUI CHUH-
npoM (al'YC) — cucteMHoe 3abojieBaHue C ITporpec-
CUPYIOIINM TEYEeHWEM U HeOJIaronpusSTHBIM ITpO-
THO30M, OTHOCSIIIEeCs] K TPYIIe TPOMOOTHUYECKUX
mukpoanruonatuit  (TMA). IlatoreHeTudeckuii
MeXaHU3M ero 00yCJIOBJICH HEKOHTPOJMPYEMOM aK-
TUBAIUCH aJIBTePHATUBHOIO IIYTHM KOMILJIEMEHTA
HacJeACTBEHHONW WU TPUOOPETEHHOW MPUPOIIbI,
KOTopasl MIPUBOAUT K TeHepaInu30BaHHOMY TPOMOO-
00pa3oBaHUI0 B COCydax MUKPOLMPKYISITOPHOIO
pycia, T.e. KOMILIEMEHT-ONOCPEAOBAHHOM TPOMOO-
TUYECKOU MUKPOAHTHUOTIAaTUH. B coBpeMeHHOM ITpei-
CTaBJIEHUM, 3TOT KIMHUKO-1a00paTOPHBIN CUHIPOM
pa3BUBaeTCs 0e3 COMyTCTBYIOIIEH OONMe3HU, UTO OT-
angaeT ero oT tunuyHoro I'YCa, BO3HHMKAaOIIEro
BTopn9yHO B pesynbrate STEC-accomumpoBaHHOTO
TeMOKOJINTa, ITHEBMOKOKKOBOW ITHEBMOHWU, CH-
CTEMHOI KpaCHOM BOJIYaHKU, HACJEACTBEHHBIX Ha-
pylIeHUiTt oOMeHa KobajlaM1Ha, TaTOreHHOE BO3Ieii-
CTBHE JICKAPCTB M NPYTMX COCTOSHUI, CIIOCOOHBIC
BeI3BaTh TMA [3, 4]. B tpuany cumnromoB al'YC
BxogaT KymOc-HeratuBHasi TeMOJIMTHMYECKasl aHe-
MU ¢ (pparMeHTauuet SpUTPOLUUTOB (ILIU30LIUTO3),
TPOMOOLIMTONEHUSI U Pa3BUTUE OCTPOU MOUYCUHOM
HenmoctaTouHocTH [3]. Tlo maHHBIM MCCIEOOBAHUIA,
pacrnipoctpaHeHHOCcTh al'YC koneb6sercss or 1 go 7
caydaeB Ha 1 000 000 HaceneHUss U HabJItoJaeTCs B
5-10% Bcex ciyuaeB I'YC y aereii [3].

ITo manHBIM aBTOPOB, B cTpyKType al' YC Ha momo
ceMeiiHOro mnpuxomurcss okojo 10-20% ciydaes,
Toraa Kak crnopaauueckuit al'YC, npu KOTOPOM OT-
CYTCTBYeT CeMEWHBbIi aHaMHe3, BcTpedaeTcst y 80-
90% mnauunenToB. HacneactBeHHble dopmbl al'YC
BCTpPEYAIOTCs B JJIOOOM BO3pacTe, BOSHUKAIOT Y YJie-
HOB OJHOM CEMBbH, HACIICIYIOTCS IO ayTOCOMHO-Pe-
HEeCCUBHOMY WJIM ayTOCOMHO-JIOMHUHAHTHOMY THITY,
IpU 3TOM TOJBKO MOJOBMHA HOCHUTENEW MyTalliu
B CEMbe B TeUCHHUE KM3HU MMeeT MaHudecTalunio
I'VC. B 20-25% cayyaeB al'YC accouuupyeTcsi ¢ My-
tauusimu CFH, MCP — npumepHo y 15% naiueH-
toB, CFI — okoo 10% nawyenTos |3, 4].

MemOpaHHbIlT KodakTopHbiii Oesok (MCP,
CD46) mnpencraBisieT co0Oil TpaHCMeMOpaHHBIN
Oesiok Turna I, akcnpeccupyroumnics mouyTu Ha BCex
SIIPOCOIEPKAIINX KIIETKAX YeJIOBEKAa U CIIOCOOHBIN
crriennUIECKU CBSI3BIBAaTHCS ¢ (PparMeHTAMU aKTH-
Baumu KomruiemMeHTa C3b u C4b [9, 12]. CD46 06-
JnagaeT KoaKTOPHOI aKTMBHOCTBIO: OH CBSI3BIBAET
dakrTop I, ceprHOBYIO mpoTeasy IUIa3Mbl, KOTOpasi
NPOTCOIUTUICCKN WHAKTUBUPYET CBSI3aHHBIC C
CD46 C3b u C4b anbTepHaTUBHOTO IYTU KOMILIE-
meHTa [12]. Ten MCP pacnonoxeH B Kjactepe re-
HOB PEryIsaTopoB akTuBauuu KoMmriemeHTa (RCA),
PACIIOJIOKEHHOM Ha IJIMHHOM IIIede XPOMOCOMBI
193.2 [9, 10, 12].

ITomumo kodakTOopHO# akTuBHOCTH, CD46 06-
JagaeT BaXXHOU MMMYHOMOIYJIMPYIOIIE aKTUBHO-
ctbio. Koctumyssiiust CD46 He TOJNBKO yCUIMBaeT
nponykuuio [FNy CD4'T-xennepHbIMU KJIETKAMU
u apudpdepenuupoBky T-xenmnepon tuna 1 (Thl), Ho
TaKKe OITOCpeayeT IIporpaMmy cokpaimeHuss Thl,
YIpaBIsisi WHAYLUUPOBAHHON nuddepeHIIMpOBKOH
Treg (iTreg). CD46 Takke oGiamaeT BaXKHbIMU BHY-
TpeHHUMU QyHKuusIMu CD8*T-kineTok, rapaHTUpY-
IOLIMMUA HOpMasibHYIO cekpeunto IFNy u nutotok-
CUYHOCTSD [5].

AHa/lu3 CLErIeHUsl, IMOJHOTe€HOMHBIE UCCIe-
OOBaHUSI accolMallii U HedaBHUUM 3Ha4YUTEJIbHBINU
Mporpecc B CEKBEHUPOBAHUU CJIEAYIOIIETO MOKOJe-
HUS BBISBUJIN PACTYIIee YMCIO0 CBSI3aHHBIX C 3a00J1e-
BaHUEM reHeTndyeckux nsmeHenuii B CD46. B gacr-
HocTH, BapraHTel MCP Bce galile acCOlMMpyroTCs C
BOCHAJIMTEIbHBIMU 3a00JIeBaHUSIMUA, OCOOEHHO Xa-
PaKTEepU3YIOIINMUCS Pa3BUTHEM TPOMOOB B MEITKUX
KPOBEHOCHBIX cocyaax (TpoMOOoTUYecKasi MUKPOaH-
TUOITaTUSI), OCOOCHHO C aTUITMYHBIM Te€MOJIMTHUKO-
ypemuuyeckum cuHapomom (al'VYC) [11]. U3BecTHO,
4TO ZHAOTEIUN MOYEK SIBJISIETCS OCHOBHOW MUIIE-
HBIO IS MOBPEXKICHHOM CUCTEMbl KOMIUIEMEHTA.
CTaHOBUTCS OYEBUIHBIM, YTO OCHOBOIIOJIAraloIIUM
nedekrom al'YCa sBisieTcss 66CKOHTPOIbHAST aKTH-
BalUsI aJJETEPHATUBHOTO ITyTH KOMIUIEMEHTA Ha IT0-
BPEXKICHHBIX WJIM ITOABEPIIINXCS CTPECCY KIIEeTOU-
HBIX TIOBEPXHOCTSIX, YTO MPUBOIUT K YPE3MEPHOUM U
BpeITHOM aKTUBALIMM «MU3MEHEHHOTO cebs» [13].

Knununueckue nposiBieHusi al'YC xapaktepu-
3yIOTCS 3HAYUTEJIBHBIM ToImMopdu3MoM. BHero-
YeyHble TIPOSIBJCHUST 3a00jeBaHUsI OOYCJIOBICHBI
TeHEPaIN30BaHHBIM XapaKTePOM TPOMOOTUYECKOMN
MUKPOAHTUOIIATUN C IMOPaXKEHUEM MUKPOLUPKYIIS-
TOPHOTO pycJia pa3JInYHbIX OPraHOB U cucTeM [1, 3, 4].

IIpencraBieHHBIN B paboTe KIMHUYECKUI CITy-
Yaii mpeacTaBiisieT UHTEPeC 3a CUET YHUKAJIbHOCTHU
KIIMHUYECKOTO Pa3BUTHUS aTUIIMYHOIO TeMOJIUTHU-
KO-ypPEeMUUYECKOro CHUHIpoMa y pebdeHKa, accollv-
MPOBAHHOIO ¢ MyTalueil B 3k30oHe 6 reHa CD46
(chr1:207940532G>C), npuBOISAIIMIA K MHCCEHC-
dameHe (p.(Cys283Ser), NM_002389.4), B remu/
rOMO3UTOTHOM cocTtosiHuM (OMIM: 612922). MyTa-
uu B reHe CD46 ornucaHbl y aLUEHTOB C aTUITUY-
HBIM TEeMOJUTUUYECKUM YPEeMHUYECKUM CHUHIPOMOM
(OMIM: 612922).

MaTepmanbl N METObI

IlpoBeneH aHaaM3 KIMHUKO-aHAMHECTUYECKUX
JMIAHHBIX: TIEPBUYHON MEIUIIMHCKOW TOKYyMEHTAIluU
(ucTopuu 00JIe3HU), PEe3yJIbTATOB OOBEKTUBHOTO 00-
cJIeMOBaHMsI C OCMOTPOM, MHTEpIIpeTalneil Jadopa-
TOPHBIX UCCIEN0BAHUN (KIMHUYECKNX, OMOXUMUYE-
CKUX aHAJIM30B KPOBU U MOUYM, TE€MOCTAa3MOTPAMMBI,
n3mepeHust CK® (Schwartz), "MMYHOJIOTMYECKUX),
UHCTPYMEHTAJIBHBIX METOAOB auarHoctuku (Y3U
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OpPraHoOB OPIOIIHOM MOJOCTU U 3a0PIOIIMHHOIO MPO-
CTpaHCTBa C AoIIUieporpadueii cocyaoB MOYEK,
MPT ronosHoro mosra, 9KI'), Mmopdoaornyeckoro
HWCCIeAOBaHUSI OMOITAaTOB TOHKOM M TOJICTOM KU-
IIIOK, MOJIEKYJSIPHO-TEHETUUYECKOE HCCIeIOBaHUE
METOAOM CE€KBEHUPOBAHMS IMOJHOrO 3K30Ma Malu-
€HTKU.

PesynbTaTthl 1 00CYyXaeHWe

ITammmenTtka C., 8 j1eT, mocTymnmia B Heppoaoruae-
ckoe otneneHue TAY3 CO «OKb» B HeoT/10:KHOM
nopsinke 20.12.2023 ¢ HanmpaBUTEIbHBIM JUaTHO30M:
BtopuuHass TpoMOOTHUYECKass MMKPOAHTMOMATHSI.
OcTpas TodedyHas HEIOCTATOUHOCTb. ATUITMYHBIN
I'VC? BropuuHast UMMyHHasi HEAOCTaTOYHOCTb, -
OraMMarJIoOy TMHEeMHUSI.

M3 aHamMHe3a XM3HU WU3BECTHO, YTO MallMEHTKa
oT 2 6epeMeHHOCTH (UCcXom 1 GepeMeHHOCTH — pe-
rpecc Ha 7-8 Hejaele), MEPBbIX CPOYHBIX OMEpPaTUB-
HBIX POIOB B CpoKe recrauum 38 Hemenb. JleBouka
poaunack ¢ Mmaccoii 3540 r, poctoMm 50 cM, olLieHKa T10
Axrap 7/8 6amioB. B panHeM Bo3pacTte HabM0omanach
y HeBpoJiora ¢ nuarHozoM «ITITIHC». BakuuHupo-
BaHAa [0 MHOIWBUAYAIILHOMY T'paduKy.

TeHeasornueckuii aHaMHe3 OTSTOIIEH IO MaTe-
PHUHCKOI (IUPPO3 IEYCHU C JIETAJTBHBIM HCXOIOM,
BUPYCHBIN rernaTtuT B y poacTBEHHUKOB 2-3 JIUHUMU,
apTepuajbHasT TUICPTCH3UsI, TUIIEPXOJIECTCPpUHE-
musi) U otuoBckoit (JICH ¢ neraabHBIM MCXOI0M,
TUIIOTUPEO03, HOOpPOKAYCCTBEHHAs TUIIePIUIA3Us
npeacTaTe/IbHON Kejie3bl C JETaJIbHBIM HCXOIOM,
OCTE0apTPUT KOJICHHBIX CYCTaBOB, THUIICPXOJIECTEPU -
HeMUs) TMHUSM, y cubauHra (2017 r. p.) — rumnoram-
Marjao0yJIMHEeMUsI, 3adepKKa (PU3MIEeCKOro pa3BU-
Tus. B reHeTHYecKoM uccienoBaHuu ot Maprta 2024
TakKe BbIsiBJIeHa MyTauus reHa CD46.

B panHeM Bo3pacTte y maliueHTKU OTMeYalrCh pe-
OUINBUPYIOIINE MHTEPKYPPEHTHBIC 3a00ICBaHUS —
pecnupaTopHble  (prUHOMAPUHIUT, KaTapajabHbIi
OTHT, STMOUIAJIBHBIA CUHYCUT, OPOHXUT) W KUIIICU-
Hble (KJIeOCUEIE3HbI DHTEPOKOIUT, HOPOBUPYC-
HBIII SHTCPUT U Ap.) 3a00JIcBaHUSI, BETPsIHasI OCIIa,
repreTuyeckasi aHruHa.

ITepBBIc KIIMHUYECKIE TIPOSIBJICHUS HACTOSIIIIETO
3a00JieBaHUS BOZHUKIIU Ha | Tomy XKU3HU C Pa3BUTH-
eM IMCTIEeTICUYEeCKOrOo CUHAPOMa (OTPBLKKA, CPBHITH-
BaHUs yepes 1,5 yaca rocie enbl, HelepeBapeHHbI
CTyJ, CKJIOHHOCTb K 3amopaMm) W Y3-IpHu3HaKaMu
racTpo-s3ocdareaibHOro U yMEpeHHOIo NyoJIeHO-Ta-
CTpaTbHOTO pedIioKca, CHIDKCHUST 9BaKyallnOHHOMN
GbyHKIMU XKeayaKa, CIJIeHOMerajuei, ruroToHuen
XKETIYHOTO ITy3bIpsi, MUMOY3HBEIMA W3MCHEHUSIMU
napeHXuMbl TeyeHu. [Ipu MHKPOOMOIOTrMYEeCKOM
WCClIeNOBaHUM KaJjia BelmesneHa E. coli c reMonuTmde-
CKMMU CBOMCTBaMHU, B KOIporpaMme — KpeaTopes,
HeTlepeBapeHHBIC KpaxMall, KileTyaTKa.

B 2019 romy B OMOXMMHMYECKOM aHaJIM3e KpPO-
BU BIEepBble OOHApYXXEHBI TUIIONIPOTEMHEMUST 34-
35 r/n, runoanboymuHemus 18,8-20 r/n, B u30au-
poBaHHbIl aedunur IgG Huxke 2,1 r/n. JdeBouka
o0cienoBaHa B racTPOIHTEPOJOIMIECKOM OTHEE-
Huu TAY3 CO «[ITKB Ne 9» . ExatepunOypra, nH-
CTPYMEHTAJIBHO TMArHOCTMPOBAHO YMEPEHHOE BOC-
naneHue coocrBeHHou miuactuHku AI1K. B HosiOpe
2019 roma nMarHOCTUPOBAaH CYOKJIIMHUYECKUI TUTIO-
Tpeo3 (ypoBeHb T4 16,111M0IIb/JT), peKOMEHIOBaHA
Tepanust Kanus noauaom B no3e 100 Mxr 1 pa3 B cyT-
KU B TeueHue 1 roaa.

B teuenme 2019-2021 rr. 1a60paTOPHO COXpaHSI-
JMch TunomnporenHeMus: g0 40 r/11, TUIOATBOyMU-
Hemus 10 26,4 r/i, cenektuBHblil aepuuut IgG 1o
1,99 r/n1, ob1Mii aHaIM3 MOUM — B TIpeieiax HOPMBbI.
C cepenunbl 2020 roga B CBSI3U C COXPAHSIOIIUMUCS
KayobaMM Ha AWCIIeTICUIO HadyaTa Oe3TTIoTeHOBast
06e3MoI09YHas TreTa.

J1st BBIpaOOTKU TaKTUKU JajbHENIIEero BeaeHUs
nanueHTKa TOCIIUTAIM3UpPOBaIach B raCTPO3IHTEPO-
sornueckoe otneineHue @TAY «HMMUIL 3mopoBbst
nereit» B okTsi0pe-Hos10pe 2021 rona. IlpoBoaunack
mnddepeHIMaIbHAs IUAaTHOCTUKA MEXIY IIpOTe-
WHTEPSIOIINMA SHTEPOITATUSIMU, B YacTHOCTU, C
NepBUIHON NUMGaHTUAKTAa3UM KUIlledHuKa. Jla-
0OpaTOpHO B KOIPOrpaMMe — BBIPaXKEHHOE yBEJIU-
yeHue conepxkaHus aiabda-1-aHTUTPUIICUHA B Kaje
mo 1081 Mmr/i, B CBSI3M C YeM peKOMEHJI0BaHa HU3-
KOXMpOBasl JMeTa C JOTOJTHUTETbHOU moTalueit
CUT. Co cioB MaTepu, CIIYCTSI MECSII IOCJIe Hadajia
INETHI COCTOSTHUE IeBOYKH YXYIIIIOCH: BHOBB YCH-
JIMJIUCH TIPOSIBJICHUST TUCIIETICUM, OTMEYEHO CHUKE-
HUE YPOBHEM albOyM1Ha U 00111ero 06ejika B KpOBH, B
CBSI3M C YeM MallMeHTKa BepHYJIaCh K COOJIIOIEHUIO
0e3MOJI0YHOI AUETHI.

WHCTpYMEHTAJIBHO  BBISIBJICHBI ~ BOCIAJIUTCITb-
HBIE M3MEHEHUS XeIyaKa M IBEeHAIIaTHIICPCTHOM
KUIIKU, a TAKXKE SMUTEIUS MPSIMON, CUTMOBUIHOMU
yacTel TOJCTON KMIIKWA, YMEPEHHO BbIpaxkeHHasi
JlakTazHasi HemoctaTodHocTh. C MOpoOTHMBOBOCHA-
JIMTETbHOM 1IeJIbI0 HadaTa Tepamnusi Mecajla3uHOM
B (opMe KHUIITEYHOPACTBOPUMBIX TpaHyld B H03¢
50 Mr/Kr B cyTKU. [1py KOHCYIBTAllMK aJJIeprojora-
MUMMYHOJIOTa — JIWarHo3 «ATONWYECKUI JTEPMATHUT,
pacripocTpaHeHHasi (opma, TMOJOCTPOE TeUeHUE.
[Muesast ammeprusi, TaCTPOMHTECTUHAIBHAS (op-
Ma».

C 1eNbl0 MCKIIIOUEHUSI TeHETUYEeCKU OOYCIOB-
JICHHBIX BapUaHTOB JIMMaHTUIKTa3UM, a TaKxkKe
PEIKNX TEHETUYECKUX BapUaHTOB ITPOTEUHTEPSIIO-
IIUX BHTepomnaThii (B YaCTHOCTH, HapyIIeHUE TJIM-
KO3WJINPOBAHUS) KPOBb MAIMCHTKU MCCICIOBaHA B
MI'HILL um. akanemuka H.I1. boukoBa. B pe3yib-
TaTe MOJHOIO CEKBEHMPOBAHMS dK30Ma OOHapyxkKe-
Ha MyTtanusi reHa CD46 chrl :207940532G>C C/C
6 ¢.848G>C p.(Cys283Ser) H/n NM_002389.4 x32,
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red LYST chrl:235916419G>T G/T 26 c.7385C>A
p-(Ala2462Glu) 0.0003436 NM_000081.4 x51,
red ARPCIB chr7:98983388C>G C/G 2 c.51C>G
p.(Asn17Lys) 0.0002305 NM_005720.4.

B nepuon ¢ auBapst nmo maii 2022 roma aeBod-
ka mepeHecia OPBWM ¢ KullleYHBIM CUHIAPOMOM,
SARS-CoV-2-uHbex1uo, repneTuyeckyro nHdpeK-
U0, JJabopaTopHO 3a(UKCUpOBaHA HEUTPOIICHUS
mo 0,65 10°/x.

Takum oOpa3om, pa3BuTue 3a00jeBaHUS y Tia-
LUEHTKU HayajJoCh B PaHHEM BO3pacTe U IpoTeKa-
JIO TIOJ MAcKOM KeJIYIOYHO-KUIICUHOM ITaTOJIOT1H,
Oph 3TOM HE WCKIIOYAJIOCh TCUCHHWE CUHApPOMA
TMEPBUYHOTO MMMYHOIE(UIINTA: HAPSITY C YaCThIMU
MHQEKIIMOHHBIMU 3a00JIeBaHUSIMUA 1M OTCTaBaHUEM
B (bU3MUYECKOM Pa3BUTUMU, Y MALIMEHTKU UMEIU Me-
CTO IUCIIETICUYECKUE PAacCTPOMCTBA, IMPEAIIOIOX-
TeJIbHO CBSI3aHHBIC C HApPYLICHUSIMU YIJIEBOTHOTO
obmeHa. C 4-xJjIeTHero Bo3pacta B OMOXUMUYECKOM
aHaIM3¢ MOYM HAOJMIOHAINCh CTOMKWE TUIIOIPO-
TEMHEMMsI W TUIIOAJbOYMHUHEMUSI, B IaJbHEHUIIeM
NPUCOSAVHUICSA U30AUpoBaHHBIN nepunut IgG,
MOBbILIeHUE alibda-amMuia3bl Kaja. Takass KJIWMHU-
KO-IMarHocTuyeckas KapTUHaA TpeboBaia MYJIBTH-
IUCIUTUIMHAPHOTO ITOAX0ma K YCTAaHOBJICHUIO DTU-
OJIOTUHM YCWJICHHOI IToTepu OeaKa, B CBSI3U C YeM
JIEBOYKa HECKOJIBKO pa3 00CIeI0BaHa B OTICICHUSIX
racTpO’HTEPOJIOTUYECKOTO Tpoduas (Mali-uiOHb
2022 r., aBryct 2022 1., utoab-aBryct 2023 r.). Ilpu
MOP(DOJIOTUYECKOM HCCIIEIOBAHUM BbISIBJIEHA Ova-
roBasg JUMGOMOIUITUKYIIpHAS TUICPIUIA3US CIIU-
3UCTOM O0O0JIOYKM TOHKOW U TojcToi kumku. [Ipu
UMMYQDITIOOPECIICHTHOM OKpaIlIMBaHUM B COOCTBEH-
HOM TUTAaCTUHKE ONpPeAesIsiioch OTCYTCTBUE JIMOO Ha-
XOXJeHUe B MUHUMaIbHOM KoaudecTBe IgA, IgG,
YTO HEe MCKITI0YaIo TeueHue nMMyHonedwuimTa. [1pu
UMMYHO(PESHOTHUITMPOBAHUN JIMM@POIUTOB OTMeYa-
JIOCh MOBBIIIIEHNE BCEX BHUIOB JUMQPOIIMTOB, COOT-
HomeHnue CD4/CDS8 2,4 (N = 1,1-1,4). I1pu ipose-
JICHUU BUICOKAICYJIbHOI SHTEPOCKOITMU KMUILIEUHAsT
nauMdanruskraszusa uckiaoueHa. IMo ganasim KT op-
TaHOB TPYIHOM KJIETKU TMArHOCTUPOBAHBI €IMHWYI-
HBIE MEJIKME 0YaroBOITOJOOHBIC YIUIOTHEHUSI 000MX
JITKUX HEYTOYHEHHOM 3THOJIOTMM, peKOMEHIOBaHA
KoHcynbTauus ¢prusznarpa. C yueToM BOCITAIUTEIb-
HBIX UIBMeHeHU I BepxHuX otaesoB 2KKT, marimeHrka
nojyJdaja KypcamMu aHTallUIHYI, aHTUMCEKPETOp-
HYIO, TIPOKMHETUYECKYIO TePaIIHIO.

B xone ucciaenmoBanuss @B/ BeISIBIICHBI YMEpPEH-
HBIe HapyIIeHUS IIPOXOINMOCTH Ha YPOBHE epude-
pUYecKrX OPOHXOB, IEBOUYKAa BHOBb KOHCYJIBTUPOBA-
Ha ajuieprojoroM-uMmMmyHosioroM. IlTo manueiM KT
OI'K coxpaHsiMch oyaroBble M3MEHEHUS, TeBOYKaA
KOHCYJIETUPOBaHa (PTU3MATPOM, BhISIBJIeHA MH(MUILIV-
poBaHHOCTh M.tuberculosis mpu OTCYTCTBUU JAHHBIX
3a aKTUBHOE TeueHue TyoepkKyse3a. Takum oOpazomMm,
BBICKA3aHO TIPEINOJIOKEHNE O HecnelnduuecKoi

3TUOJOTUM U3MeHeHul B jerkux. [1pomomkeHa 6e3-
MOJIOYHasi, Oe3MIIOTEHOBAsI AMeTa C MOCTENeHHBIM
pacliMpeHueM MUTaHUs 110 MePeHOCUMOCTH.

3a rocnuTajiu3anuu npooauiaack iuddepeHnu-
ajibHasi JIMarHOCTUKA MEXITy JTuMGbaHTHOIKTa3ne,
BOCHAJIMTEIIPHBIMU  3a00JICBAHUSIMUA ~ KHUIIICUHHWKA,
0OoJsie3HbIO YuIiria, 00J1e3HbI0 BKIKOUEHUSI MUKPO-
BOPCUH, KOTOpbIE MOTJIM ObI OBITH NMPUYMHON TU-
MOMPOTEMHEMHUM M TUIIOTaMMarjioOyJIMHEMUU B
paMKax MayibabcoplMu Ha (oHEe BPO3UBHBIX WU
ctpyktypHbix usmeHeHuin KKT. Ilpu koHcynbra-
umsx reHetuka uckiawoueHo teuenue [N, Ilo pe-
KOMEHIAIIMU TaCTPOIHTEPOJIOTOB, IeBOYKA IIPOIOJI-
JKUTEJIbHOE BpeMsl Haxodwiach Ha O€3JIaKTO3HOM,
0e3MII0TEHOBOM 1ueTe, Ha (hoHEe KOTOPOU oTMevaICs
perpecc aucrienicMiyeckux sipieHuii. OOpaiaer Ha
ce0s1 BHUMaHME TOT (haKT, YTO 3a BCE BPeMS TCUCHUS
3a00JIeBaHIS TTOKa3aTeIN OOIIEeTo aHAJIM3a MOYH Ha-
XOOWJIMCH B Tpenesiax pepepeHCHBIX 3HAYCHUM, UTO
MCKJII0YAJIO MopaXkeHue Tovek U3 nuddepeHnaib-
HO-AMarHOoCTUYECKOro psija.

B xone uccinenoBanust @BJI BeISIBIICHBI YMEPEH-
HBIe HapyIIeHUS IIPOXOINMOCTH Ha YPOBHE epude-
PUYCCKUX OPOHXOB, PEKOMEHIOBAaHA KOHCYJIBTAIIHST
aymeprojiora-uMmyHosiora. ITo manaeiMm KT OI'K
COXPaHSJIMCh OYaroBble M3MEHEHUS, NeBOYKa KOH-
CyJabTUpOBaHa (GTU3UATPOM, BbISIBJIEHA UHMUILIMPO-
BaHHOCTb M. tuberculosis mpu OTCYTCTBUU JTaHHBIX
3a aKTUBHOE TeueHue TyoepKyJie3a. Takum odbpasom,
BBICKA3aHO IIPEIIOJIOKEHNE O HeCHemUpUIecKoit
3TUOJOTUM U3MeHeHul B jerkux. [1pomomkeHa 6e3-
MOJIOYHasi, Oe3MIIOTEHOBAsI AMeTa C MOCTeNeHHBIM
paclIMpeHueM MUTaHUs 110 MePeHOCUMOCTH.

B nepuoa mexny rocnutanuszanusiMu (2022 r)
MEPECMOTPEHBI  PE3yJIBTaThl KIWMHUYECKOTO CEK-
BCHUPOBAHUSI TEHOMA, BBISIBJICHBI HE OITMCAHHBIC
paHee MyTauuu B 3k30He 06 rema CD46 (OMIM
120920), HykJIeoTUAHBIM BapuaHT ¢.848G>C
(chrl:207767187G>C; NM _172351.3) B TOMO3HUTOT-
HOM COCTOSTHUY, TPUBOISIINI K AMITHOKHUCIIOTHOMY
BapuaHTy p.C283S. Ha MOMEHT KOHCYJIbTalluMu Te-
HETHUKOM HAaCJICACTBCHHAsI 3TUOJIOTHs 3a00JIeBaHUS
HE yCTaHOBJICHA, peKOMEHI0BaHa ITOBTOPHII IIpUeM
mnocJie 1000ciea0BaHus cuoca.

B ITAY3 CO «OJ1Kb» geBouka nmocTyrmuJja ¢ mpo-
SIBJICHUSIMA TeMOPParu4eckoro CUMHIpoOMa, OCTPOro
TMOBPEXIEHUS TTOYeK, OEJTKOBO-2HEPTreTUIEeCKOI He-
moctarouHoctu (SDS pocra 0,18, SDS Beca -1,34;
BMI SDS -1,88). PazButuio cuMOTOMOKOMILIEKCA
TMA B BuIe MMKPOAHTMONATUYECKOTO IeMOJu3a,
Tpomoouutornenun u OIIIl, npeainecTBoBana au-
XOpaJKa HeyCTaHOBJIEHHOU 3Tuojioruu. Ilpu mo-
CTYIJIEHUM J1abOpaTOPHO 3aperucTpUpOBAHbBI TIPU-
3HAaKM MUKpoaHTHmonatmdeckoro remonnsa (Hb
100 r/n, mwmsonuts 2,3%, JIAT 3573 En/n), Tpom-
oormurornieHus: (12 Teic/MKI), TunepasoreMust (Mo-
yeBuHa 18,33 MMoJIb/1, KpeaTUHUH 233 MKMOJIb/J,
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pCK®D 10,6 wmui/mun/1,73M?), motpebienue C3
(67,53 mr/mn), nporeunypuu (3,365 /1), Makpore-
martypusi. IlapaiielbHO BBISIBICHBI THIICPXOJIECTE-
puHemust (6,32 MMOJIb/J1), HapylleHUue OEJIKOBOIO
obMeHa (o61umii 6enok 36 r/1, anboymuH 21,5 r/n),
nosbimieHue AJIT/ACT (98/427 En/n), depputnna
(5560 ur/mn). IMo nanabiM Y3U — nmuddysHbie 13-
MEHEHHsI MapeHXUMBI ITOYeK, CHIDKCHUE CKOPOCT-
HBIX TTOKa3aTejieit KpOBOTOKA B 00SHX ITOYCYHBIX ap-
TepUsIx Ha BceX ypoBHsX; Tpyu M PT ronoBHoro mosra
BbISIBJICHBI TI€pUKaJJIE3HbIC JIMIIOMbI, YMEpPEHHOE
pacipeHre Hapy>XKHbIX TMKBOPHBIX IIPOCTPAHCTB.

HuddepeHiinaibHas IMarHoCTUKa OCYIECTBIIS -
jgack ¢ TTII, ayTouMMyHHOI T€MOJIUTUYECKON aHe-
MHueit, antuTelIbHOoU popmoit al'YC, BUPYCHBIMU U
OakTepuaJbHBIMU MH(MEKIMUIMU, CUCTEMHON IMaTo-
snorueii, AOC, remobiacto3amu. B 3amectureibHOM
MOYEYHOU Tepanuu pedbeHoK He Hyxaamncs. Mckimo-
yeHue UHbIX hopM TMA, BbIsSIBI€HUE TOMO3UTOTHOMN
myTtanuu reHa CD46, Konupyolero JaHHbIi 0eJloK,
OTHOCSIIIETOCS K CHUCTEME KOMIUIEMEHTa, a TaKKe
MOJIydYeHUE TMOJIOKUTEIbHON OUHAMUKU Ha (oHe
MPOBEACHUS aHTUKOMILIEMEHTApHOM Tepariuu, Moji-
tBepawio TeueHue al' YC B JaHHOM ciiydae.

B xope rocnurtanuzanuu npoBoauiaach audde-
peHnmanbpHass muarHoctuka ¢ TTII (akTWBHOCTH
ADAMTSI13 82%), ayTOMMMYHHOI TIeMOJIUTUYE-
CKOIl aHeMMell (aHTUAPUTPOLUTAPHBIC aHTHUTENa
oTpulaTesIbHO, TIpsiMasi mpobda KymOca oTpuniatesib-
Has), STEC-T'YC (ITHP AHK EHEC kana orpuna-
TeJbHO), aHTUTeIbHOM (opmoit al' YC (683 AU/mL
npu HopMme MeHee 1500 AU/mL), BuUpycHBIMU U
OakTepUaIbHBIMU UHMEKIMIMU, CUCTEMHOI IaTo-
norueii, AOC, remo0bitacto3amMu. B otaeaennu mpo-
BOIWJIACh aHTUOAKTepuaibHasi, (epMeHTaTuBHas,
TacTPOIIPOTCKTUBHAS, aHTUTUIICPTCH3NBHASI, aHTU-
KOaryJIssHTHas Tepalusi, KOPPEKIMs TUIoaIb0y-
MMHEMMHU, aHeMUU (TpaHCchy3usT SPUTPOLIUTAPHOI
B3Becu Ne 1), murasmortepanust (TpaHcgy3usl remna-
punusupoBanHoit C3IT Ne 2). B 3IIT pebeHok He
HYKIamcs.

ITo XM3HEHHBIM MOKa3aHUSIM ObIJIa MHUIINPOBA-
Ha KOMIUIEMEHT-O0JIOKUPYIOIIAasl Tepamnusi ¢ IIpruMe-
HeHueM aKynu3ymada ot 21.12.23 . [IpusBura mnpo-
TUB MEHMHIOKOKKOBOU HHbek1uu (MeHakTpa OT
26.12.23 1.). Ha ¢oHe npoaosKaloleicss Tepanum
9KYJIM3yMaboOM TIOCTETIEHHO KYyMUPOBaHBI MpPU3HA-
ku TMA: ypoBeHb TPOMOOLIMTOB HOPMAaIU30BaJICs
yepe3 7 mgueit, JIII u xpeatnnuH Ha 19 cytku, C3
Ha 15 cyTKM, YMEHBIIMJIACh BHIPAXKEHHOCTh MPOTE-
unypun (HB 94-86-77-101-94-95 r/i1; TPOMOOILIMTHI
21-26-57-118-352-415 teic/Mka, JIAI 2788-2890-
1599-1015-734-483-311 En/n, kpeatnHUH 384-445-
415-319-146-71-56 mxmonb/i1; C3 67,53-114 mr/ni;
CIT1V 2,23 r/cyt — 0,82 1/cyT). Ha 4 cyrku xKynupo-
BaHbI TIPU3HAKM TpaHcaMuUHUTa, Ha 10 — HopMma-
3oBajics (epputuH. CieayeT MoayepKHYThb, UTO Ha

¢doHe aHTUKOMILIEMEHTApHOU Tepaltuu HOpMaJIu30-
BaJIMCh TaKXKe TTOKA3aTeJIM UMMYHOTPaMMBI.

B xone mpoBemeHHOro JMTEpaTypHOro o030pa
HaM yIAJIOCh BBIACIUTH CIIydal C HEOOBIYHBIM HOC-
orotom al'VYC. Tak, aBTOpHI MccaenoBaHus [1] co-
O0IIMIN O HAOIIOAECHUN, B KOTOPOM MaHUdecTalus
3a0o0eBaHus y MaluMeHTK 21 roma mpoTtekana Io
TUTTY KUIIEYHOM MHMEKINN (BBIPpAXKEeHHBIN WHTOK-
CUKAIIMOHHBIN CUHIPOM, THapesi C MPUMEChIO KpPo-
BU, TTIOpakeHNE OUCTAJIBHON TPETHU CUTMOBUIHON 1
TIPSIMOM KUIIIKU 110 JaHHBIM KOJTOHOCKOTIMN). Takast
KIIMHUYECKas KapTUHA 3aTpyAHMIIA [IOCTAHOBKY V-
arHo3a «al'YC», OCHOBHBIM BHEIMOYEYHBIM TIPOSIB-
JIeHHMEeM ObLIO TOpaxkeHUe XKeIyI0IHO-KUIIEYHOTO
TpakTa B BUJE WIIIEMHYECKOrO KOJIUTA C MOCIEIy-
oM TprucoeauHeHrem nopaxenust IIHC B Bume
nHpapKTa TOJIOBHOTO MO3ra.

B Hamrem HaOmoneHUM pa3BuUTHE 3a00IeBaHUS Y
MalyeHTK HayajJoCch B paHHEM BO3pacTe U MpoTeKa-
JIO IO MacKOM TraCTPO3HTEPOJIOTMYEUYCKOM TTaToJIO-
TWUU, TIPA 3TOM HE MCKITI0YaJI0Ch TeUeHWE CUHIpOMa
TICPBUYHOTO UMMYHOIS(UIINTA: HAPSIAY C YaCTBIMU
MH(EKIIMOHHBIMI 3a00JIeBaHUSIMHA 1 OTCTaBaHUEM B
¢u3MIeCcKOM pa3BUTUU, Y TTALIMEHTKN UMEIU MECTO
IUCTIeNICUYECKHE pacCTpoiicTBa, Hanubosiee BEposiT-
HO, CBSI3aHHBIE C HAPYIIEHUSIMU YTJIEBOJIHOTO OOMe-
Ha. JI1sT UCKITIOYeHUST HACIeACTBEHHOU 3TUOJIOTUU
MIpeaIroaraeMoi BPOKICHHOW OIIMOKA WMMYHMU-
TeTa OBUIO IIPOBEICHO ITOJTHOBK30MHOE CEKBEHU-
pOBaHME, C IOCJICAYIOLIEH Bajlvaalvueid pe3yabrara
UCCIeNOBaHUsI: ObLIIO MCKIIOYEHO TeYEeHUE TepBUY-
Horo mmmyHonedunuta. OmHako, npu pedepeH-
Cce TeHEeTMYEeCKOIro HCCleIOoBaHUs, ObLla BhIIeJIeHA
myTauus rena CD46, kotopast B psiie nyOauKaLuii
acCOIIMMpPOBaHA C Pa3BUTHUEM TE€MOJMUTUKO-YPEMMU-
YeCKOI'o CUHIPOMa.

Jo mocnenHeil rocnuTaau3aly y IeBOYKU OT-
CYTCTBOBaJIM KakKWe-TMOO MposIBJIeHUs1 Hedpo-
naTuu. DTO MOXET CBWJIETEJIBLCTBOBATH O MHOTO-
obpasun (yHkumit reHa CD46 u pasauyHOM
(GEeHOTUIIUIECKOM TIPOSBIICHUM €ro MyTaluil, 4To
MOATBEPKIACTCS PSIAOM MccienoBaHuii. Tak, omHOM
u3 pyHkumein 6enka MCP ciayxuT mepemaya cur-
HaJIOB Yepe3 crelragbHble CTPYKTYpPhI (Kakue), 4TO
MOXET KPUTUYECKU BIUSATH Ha TOBEIEHHUE KIIETOK.
Hoka3zaHo, uro CD46-omocpeasoBaHHasi BHyTPUKJIE-
TOUHAs TIepeaadya CUTHAJIOB IOBHINIACT aKTUBHOCTD
M BBDKMBAaeMOCTb MakpodaroB, BKJIIOYasi MPOOAYK-
LIMI0 IUTOKWHOB M OKCHJA a30Ta, a TakXke Mpe3eH-
Tauuio aHTureHa [13]; peryaupyet ayrodaruio amnu-
TeJIMaIbHBIX KJIETOK IIPY WHBA3WM MaTOreHa WJIN
OKMCJIMTEJIBHOM CTpecCe, MOOYJIMPYET aKTUBAIIMIO
T-x1eToK myTeM MPeaoCTaBIICHUSI KOCTUMYJIMPYIO-
IIUX CUTHAJIOB BO BpeMs1 B3aummopeiictBuss TCR u
JUTSE ONTUMaTbHBIX 9 MeKTOpHBIX pyHKIM CD8*T-
KjieToK [5,9]. Bo3aMoxXHOCTM Tiepemayud CUTHaIOB
CD46 nryunire Bcero usydeHsl B CD4*T-ketkax [ 14,
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15]. HelicTBuTenbHO, OoJjiee AeTalbHOE M3y4YeHUE
CD46 Bo BpeMst akTuBaum T-KIJIETOK ITPUBEJIO K OT-
KPBITHIO BHYTPUKJIETOYHOU CUCTEMbI KOMILJIEMEHTA,
VI KOMIUIOCOMBI, KOTOpasi CIIOCOOCTBYeT UMMYH-
HOM 3alIiTe ITOCPEACTBOM KITIOUEBBIX B3aMMOJIEHi-
CTBHI, BKIIIOYAST MOIYJISIIMIO TIOIJIOIICHUS ITMTa-
TeJIbHBIX BEILIECTB 1 KJIETOYHOIo MeTabousma [6, 7].

3aKnyeHne

AHaau3 JIMTepaTypHbIX MCTOYHUKOB M OOHapy-
KeHue TeHOB «okpyxkeHus» CD46 (CYBA, LYST,
ARPCIB) npu TOJHO3K30MHOM CE€KBEHUPOBAHUU

HaBOOAT HAac Ha MBICIIb O HEOIHO3HAYHOCTHU, ITO-
JIMMOPGHOCTH (DEHOTUITMIECKUX MPOSIBIICHUI KOM-
MJeMEeHT-0MoCPpeIOBaHHONM MyTaluu [2].

bnarogapHocTu

Mbl BbIpaxkaem TJIyOOKyl OjarogapHOCTh Ha-
muM KosteraM u3 @TAY «<HMMUWUL 3mopoBbs neTeit»
MunzapaBa Poccun, HMUWL IO um. AMutpus
Porauesa, a Taxcke LleHTpa rpaBUTaLIMOHHON XUPYP-
ruu KpoBu u remoauanusza 'bY3 JAI'KbB cB. Bnagu-
mupa JI3M, nmpuHUMaBIIUX ydyacTue B oOcjenoBa-
HUU U JICYCHUM Halllel MallueHTKU.
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