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CoBpeMeHHbIE TTOIXO/IbI
K IMAaTHOCTHUKE U JIEYeHNIO

peaKMX ITIOYCYHbIX HEAYTOB

AxmyanvHoim n00X00am 6 OUdzHOCMUKe U JledeHUU CMepoUd-pe3uctmenmnozo Hepomuueckozo
cunopoma y demeil, 2710MePyAAPHOLL MUKPOAHZUONAMUY, NPONUPEPAMUBHO20 2IoMepYTIoHedpuma,

Ay mMOCOMHO-00MUHAHMHOL MYOYAOUHMEPCMUUUATILHOTE 60/1e3HU NoUeK ObiZI0 NOCBAULEHO 00HO

u3 3acedaruii I11 Bcepoccutickoil HayuHoO-npakmuueckoti KoHgepeHyuu ¢ Mex0yHAPOOHbIM yuacmuem
«Oenu cmonuyvl. CospemerHble 803mMoNHOCMU HePponoeuu — 2025».
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eMOJl BBICTYI/IEeHUS AHHBI

Muxaitnosubt XOXJIOBO,

Bpauya-Hedponora HUKMU
HefMaTpUM M [ETCKON XMpyprum
M. akaf, FO.E. Benpruiesa PHVIMY
uMm. H.U. Iluporosa Munsppasa
Poccum, cranm cpaBHMUTEIbHBIN aHAN3
0CTpOit HePPOTOKCUIHOCTH, BBI3bIBA-
€MOI MHTMOUTOPaMI Ka/IbL{IHEBPYHA,
y IeTeit ¢ MOHOTeHHBIM 1 CTEPOVH-Pe3t-
CTEHTHBIM He(pPOTIIECKIIM CUHPOMOM
(CPHC) - rpynnoit pegkux IaoMepy-
JIOIIATUIA Y JIETE, XapaKTePU3YIOIEli-
Cs1 IpOTenHypueit HepPOTUIECKOTO
YPOBHsI, TUIIOANBOYMUHEMYEI U OT-
CYTCTBJEM OTBETa Ha TePATINIO ITIIOKO-
xoptukongamy (I'K) B cranmapTHBIX
J03ax B TeyeHMe 4-6 Hellenb NpueMa.
Y neteit c CPHC py oTcyTCTBMM OTBe-
Ta Ha UMMYHOCYIIPECCUBHYIO TepPaIIyio
10-71eTHAA NMOYeYHas BBDKMBAEMOCTD
cocrasset Bcero 30%.
CormacHo Me>XIyHapOIHBIM K/IMHIYe-
CKVIM PeKOMEeHAALMVSAM, NHIMOUTOPBI
kanpiuuespuna (VIKH) cunratorcs
IpenapaTamMy IepBoil TMHUM Tepa-
nun y gereit ¢ CPHC, npu ycnosun
COOJTIOfIeHIIsI TePAIIeBTIIECKOII 03Bl
¥ KOHILIEHTPAIlMY IIPETapaToB B KPOBM.
9¢deKTUBHOCTD IpenapaToB OHoCpe-
TOBaHa CeNIeKTMBHBIM MMMYHOCYIIpeC-
CMBHBIM fleficTBUEM. B To e BpeMsa
ocrtpas HeppoTokcnynocts (OHT) sB-
JIAETCA OCHOBHBIM OC/IOXKHEHIEM, pas-
BUBarolyMcsa Ha pore tepanuu NKH,
YTO MOXKET IPUBOAUTD K JOCPOYHO-
MY 3aBepLICHNIO TepaleBTUIeCKOTOo
Kypca 1 HeoOpaTMOMY CHIDKEHUIO
Pac4eTHO CKOPOCTY KIyOOIKOBOIT
¢unprpannu (pCKP) y mereit c CPHC.

JOKTaguMK pefcTaBuIa pe3yabTaThl
COOCTBEHHOTO MCCIEAOBAHNA, TOCBS-
IIeHHOT'O CPaBHUTE/IbHOMY aHa/IN3y
YacTOTHI ¥ XapakTepa TedeHnss OHT
Ha pore Teparmu VIKH y pereit ¢ mo-
HoreHHbIM 1 nguonarnyeckum CPHC.
YcTaHOBIIEHO, YTO YaCTOTa U Xapak-
tep Tedenrss OHT, accounnpoBanHoi
c npremom MIKH, a Takxe frHaMuKa
GUIBTpauMOHHON QYHKIVY IOYeK
nocne otMensl IKH y pereit ¢ mo-
HorenHbIM CPHC He oTnmuyanuce
OT TaKOBBIX B IPYIIIIE C MVOIaTIYe-
ckuM CPHC, 4To mo3BosseT paccma-
tpuBatb JIKH B kauecTBe BO3MOXHOII
MHAYKIMOHHOJ Tepanuy MOHOT€HHO-
ro CPHC. OpHako BbICOKas 4acTOTa
passutusa OHT u camxenne pCK®
B 06eux rpymmax manueHToB I0CIe
ormensl Tepanvy VIKH noguepkusa-
10T HeOOXO/IVIMOCTb TIIATENTBHOTO MO-
HUTOPUPOBAHMA YPOBHA KpeaTVHIHA
KPOBH 11 HY/IeBOI KOHIIEHTpaLli IIpe-
rapaTa B KPOBM C II€JIbIO TPOBEJEeHNA
CBOEBPEMEHHOI KOPPEeKLINY TO3bI NN
oT™eHb! Tepanuu VIKH.

Omutpuit Banepbesny CTAPVMKOB,
Bpau-Hedpomor TKB Ne 52 JI3M,
chOKYCUPOBAJI CBOE BBICTYIICHNE
Ha 3THOJIOTMYECKOII CTPYKTYpe U K-
HMKO-MOPONIOrNIecKoi XapaKTepu-
CTUKe ITIOMepY/IAPHOI MUKPOAHTHO-
matun (TMA). 310 penkuit Bapuant
[I0YeYHOIT TPOMOOTIIECKOIT MUKPO-
anrvomnatuy (TMA) ¢ nsonuposas-
HBIM IIOpa’KeHJeM ITIOMEePYIAPHOro
anmaparta. [TockonpKy faHHas maro-
JIOTUsI HEBOCTATOYHO U3YYeHa, ObIUIO
NIPOBENIeHO MCCIef0BaHNe C Le/IbI0
OLI€HKM €€ ITUOTOTUYeCKOi CTPYyK-

TYPBL ¥ KJIMHIKO-MOP(}OIOrnIecknx
XapaKTepUCTHK.

Cor/acHO IOTyYeHHBIM Pe3y/IbTaTaM,
ynenbHblit Bec TMA B 061eit cTpyK-
Type Bepuduuyposanuoinr TMA co-
cTaBui 13%, a B o6wieil CTPYKType
MIaTO/IOTMM HAaTUBHOM ouky — 0,18%.
Hamnbonee yacTbIMM IPUUIVMHAMMY SB-
JSIOTCSL Tepamusi, HalpaBIeHHas
Ha MOHIVDKeHye ypoBH: 6enka VEGF
(daxrop pocTa 3HZOTENNSA COCYHOB),
anyoreHHas TPaHCIIAaHTAaIUA Te-
MOIIO3TUYECKMX CTBOJIOBBIX K/IETOK
u POEMS-cunppom (cungpom Kpoy -
Dyxace, 60mesup TakaTLyKu, AMIOH-
CKas cucTteMHas 6omesnb). Ha ocHo-
BaHUM IIOTTyYeHHBIX Pe3y/IbTaTOB OBLI
clle/laH BBIBOJ, O TOM, 4T0o ' MA aB-
JISIETCS STUOMIOTMIECK TeTePOreHHOI
IIATO/IOTMeNT C HeCIelpUIHOI K-
HMYECKOJ KapTUHOI, B IMATHOCTUKE
KOTOPOIt MOP(OIOrudecKoe NCCIeno-
BaHIe MMeeT pellalollee 3HaUYeHNe.
TpyRHOCTAM AMATHOCTUKM IIPOJIN-
¢deparuBHOro rromepyronedpura
C IeTI03UTaMM MOHOK/IOHA/IbHBIX VM-
myHorno6ymHos (IITHMIT) u IgA-
He¢ponaruu (6onesHs Bepxxe) 6b110
HOCBSILIIEHO BBICTYIUIEHNE AHACTACUN
Cepreesnbl 3bIKOBOA, k.M.H., Bpa-
ya-Hedponora orfgeneHus Hedpo-
nmoruu I'Kb um. C.II. borkuna [I3M.
ITHMW] oTHOCKUTCA K pefKOMy
BapUaHTy MOHOK/IOHA/IBHOI raMMa-
MaTuu modevynoro sgavenus (MITI3).
Yame scero mpu IIMHMMW] BoiABA-
I0TCSI IeTIO3UTbI MOHOK/IOHA/IbHOTO
nMmmMyHorno6ynuua G kappa (IgGk),
pexe — MOHOK/IOHa/IbHOTO IgA kappa
(IgAk). DxcnepT Ha peanbHOM KIIu-
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HUYECKOM IIpUMepe IIPOAEeMOHCTPU-
poBana CI0XHOCTU AUATHOCTUKIU
3abomeBanyst. OHa KOHCTaTUPOBAIA,
YTO HECOOTBETCTBIIE MEX/Y CEKpeIfy-
eit I[gM-nsam6pa n germosutamu IgAk
B TKaHM COOCTBEHHBIX [TOYEK He MO0-
3BOJIN/IO CBOEBPEMEHHO YCTaHOBUTH
myarHo3 MI'TI3. Huskwit ypoBeHs ce-
kpeuyu IgAKk (HypKe mopora eTexuuy
THPY NEPBbIX ABYX MIMMYHOTVICTOXVMM-
4eCKMX MICCTIeIOBAHAX) U BBISBIICHUE
cexperyu IgM-/s1M65a HeompeneeH-
HOTO 3HAYEHVsI TAKXKe IPelsITCTBO-
Ba/mM iyarHocTuke. HuskoyposHeBast
cexpernus IgAk 6b1a BbIAB/IEHa JIUIID
IpM TpeTbeM UCCIeNOBaHUU, UTO,
HapsIly C MOHOTHUIIHBIM XapaKTepoM
mento3utoB IgAk npu moBTOpHOIT 61-
OTICUM TPaHCIIAaHTATa, II03BOIUIO
noaTBepauThb Auarno3 IITHMM]I.

PexuM reHeTUYeCKM HETEPMUHU-
pOBaHHBIM 3a60/IeBaHMEM SIBIISIET-
Cs ayTOCOMHO-JIOMUHAHTHaA TY-
OyrmouHTepcTULMANbHAsA OONe3Hb

nouek (AJTBII), KoTopoMy IOCBsI-
TIJIA CBOE BBICTYyI/IeHMe MapuHa
AnexcangposHa SAPIIEBA, xnuan-
yeckuii opguHarop HMUI spo-
poBba fAeTelt Munsgpasa Poccun.
Ha ceropusmHmit feHb 06HAPYXEHO
MHOXXeCTBO T'€HHBIX MyTallNil, BBI-
spiBatomux AJITBII, B reHax ypo-
mopynuHa (UMOD), pennna (REN),
mynuHa-1 (MUCI) u szepHoro ¢dax-
Topa remarorntos 1-6eta (HNFIf).

AJTBII-UMOD BpI3BaHa MyTaIu-
amu B rede UMOD, xopgupymomieM
YPOMOJYINH, U CBA3aHa C pacHpo-
CTPaHEHHOCTBIO IIOPOCTKOBOII II0-
marpsel. [TaTomornsa xapakrepusyercs
Ha/IM4Y1eM MYHUMA/IbHOI IPOTENHY-
PUM WIIU ee OTCYTCTBMEM U MeJJIeH-
HO IIPOTPECCUPYIOLIVIM CHIDKEHVEM
(YHKIMM HOYeK ¢ Je6I0TOM XPOHU-
4eCKOiT 607Ie3HY TOYEK B IIOAPOCTKO-
BOM Bo3pacTe. [unepypuxemmns 4acto
MIPUCYTCTBYET C paHHETO BO3pacTa,
rojiarpa ¢ Te4eHueM BpeMeHM pas-
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BUBaeTCA ¥ 55% 6ONMbHBIX. DKCIEPT,
HIpOMUITIOCTPUPOBAB JYAarHOCTHYe-
CKMe TIOfIXO/IBI K [IOCTAHOBKE UarHo3a
y pebeHKa Ha KTMHIYECKOM ITpUMepe,
nogyepkHyna, uro AITBII-UMOD
IpefCTaB/IsieT COO0I CIOXKHYIO U~
arHOCTMYECKYIO 3a/1a4y, TpeOyIolLIyIo
KOMIIIEKCHOTO I10JXO0fa, KOTOPBII
BK/TIOYAeT aHa/IM3 HACNIe[ICTBEHHOTO
aHaMHe3a, KIMHIYEeCKOJ KapTUHBI
U pesylIbTaTOB TeHETMYECKUX UC-
cefoBaHMiL. ITO ABIACTCA KIIIOYOM
K PaHHEMY BbISB/IEHIIO 3a00/I€BaHNS,
CBOEBPEMEHHOMY Hayaly TepaIluu
¥ YCIELIHOM TPAHCIIAHTALNY IOYKIL.
Mesxzy TeM HUSKas OCBETOMIEHHOCTD
Bpadeli [leiuaTpNIecKOro 3BeHa I He-
HOCTAaTOYHAs HAaCTOPOXEHHOCTH
B OTHOUIEHUU PEeJKNUX IaTONOTHUI
Ha ¢poHe HecrrennPUIHOCTU PaHHUX
KIMHUYeCKNX [IPOSsIBICHNIT 3aTPYL-
HAIOT CBOEBPEMEHHOE BBIABICHNUE
3abomeBaHMs, YTO, B CBOIO O4Yepefb,
yCyTyO6/seT IporHos A MalueHTa. &

Peknama



