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Pe3iome. IlepBuunas nmmynnas tpombouutonenust (MTII) sBnsiercs camoil yacToii MMMYHHOM
remomnatueil. ¥ nereil wacrora peructpauuu Bnepsble nuarHoctupoBaHHod WTII cocrasnser 4-6 Ha
100TeIC. AeTeit B ron. u3 HUX okosio 30% pazBuBator nepcuctupytoiryto UTIL, a 5-10% - xpoHudeckyio
WTII. 3a0oneBaHue COMPSHKEHO ¢ PUCKOM KH3HEYTPOKAIOIIUX KPOBOTECUECHUH, CHU)KAET Ka4eCTBO KU3HU
MalyeHTa U TpedyeT CI0KHOTO U JJOPOTrOro JICUECHUSI.

KiroueBble ¢j10Ba: UMMYyHHAst TPOMOOLUTONICHHUSI, BHYTPUBEHHbIE UMMYHOIIOOYIIMHBL.

Resume. Primary immune thrombocytopenia (ITP) is the most common immune hemopathy. In
children, the frequency of registration of newly diagnosed ITP is 4-6 per 100,000 children per year. Of
these, about 30% develop persistent ITP, and 5-10% develop chronic ITP. The disease is associated with
the risk of life-threatening bleeding, reduces the patient's quality of life and requires complex and expensive
treatment.
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AKTYyaJIbHOCTb. TpomOouuTonenus - MaTOJIOTUYECKOE COCTOSIHHE,
XapaKTepHU3YIOIeecs CHUKEHHEM uucna TpomboruTtoB Huwke 100 x10°/m Ilepsuunas
MMMyHHasi ~ TpoMOonurtonenuss D69.3  -uMMmyHoomocpenaoBaHHOE — 3a0oJieBaHUE,

XapakTepu3yromieecs HU30JUPOBAHHONW TPOMOOIUTONEHHUEH, BCIEICTBUE MOBBIIIEHHON
JNECTPYKIUU U HEAJEKBATHON MPOAYKIIMU TPOMOOILIMTOB U MPOSIBISIONIEECS CUMITOMaMU
KpoBOoTOUMBOCTU. llepBuuHass mmmynHass TpomOouutonenuss (UTII) saBnseTrcs camoit
4yacTOl HMMMYHHOM remomnathe. Y  JeTed 4acToTa PErucTpaluyd  BOEPBbIC
nuarHoctupoBanHort WTII cocraBnser 4-6 wa 100ThIC. mereit B roa. 3abosieBaHue
CONPSDKEHO C PHUCKOM YKU3HEYTPOXKAKOIIMX KPOBOTCUCHUHM, CHUKAET KA4E€CTBO KU3HU
nanueHTa u TpedyeT CI0XKHOTO U A0OPOToro JieueHus [2].

Heab: u3yuyuTh KIWHUKO-T1A0OpPATOPHBIE MPOSBICHHS, IYCKOBbIE (AKTOPHI,
JTMHAMHKY YPOBHSI TPOMOOIIMTOB Ha (DOHE MPOBOJUMON TEpamuu y MAIUEHTOB JETCKOIO
Bo3pacra ¢ UTII.

3agaunm:

1. Ilpoananu3upoBaTh OCHOBHBIE KIWHHYECKHE U JA0OpAaTOpHBIC MPOSBICHUS
MMMYHHOU TPOMOOLIUTONEHNYECKOU Iy PITyphI

2. Ouenuts 3¢ dextuBHOCTh Tepanuu UTII BHyTpUBEHHBIMU UMMYHOTIIOOYIMHAMU
(BBUI).
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Matepuasnsbl 1 MeToabl. [IpoBeneH perpocnekTUBHBIM aHanu3 51 cranuoHapHOU
KapThl gete (27 neBouek v 24 MaabYUKOB), HAOMIOJABIINXCS B OHKOT€MATOJIOTHUYECKOM
otaenenun No4 PHIIL[ meTckoi OHKOJIOTMH reMaToJIOTUH U UMMYyHOJI0THH B 2024 rony ¢
UTII. Cpennuit Bo3pact namueHToB 8,8 jeT (oT 261Heit no 17 ner).

Pe3yabTathl m nx o0cy:xaenune. CoriacHo kiaccuukanuu, BeIACIsUH 3 GopMbl
WTII B 3aBUCUMOCTH OT T€UEHHUSI: BIIEPBbIC BhIABICHHAS (JUIUTENHHOCTHIO 110 3 Mec.) - 35%
ciyuaeB, nepcuctupytromas (ot 3 1o 12 mec.)- 40%; xponuyeckas (6onee 12 mec.) - 25%
MAlMEHTOB. AHAJIN3 BCEX CITy4aeB FOCIUTAIU3ALMH TOKa3all, YTO OCHOBHOM »kaji000i ObL1a
nerexuanbHas remopparuueckas cbilib B100% cimydaeB, S3KXUMO3bI, cIa00CTh. Y TpeTu
MAILMEHTOB OTMEUYEHbl HOCOBBIE KPOBOTEYEHHS, y 4 NIEBOYEK NOAPOCTKOB MAaTOYHBIC
KPOBOTEUEHHUSI, YTO MpUBEIO K aHeMuu. IlyCKoBbIM (PakToOpoM B TMOJIOBHHE CIIy4acB
MOCTY>KWIJIA OCTPhIE pecupaTopHble HHMEKIUKU (PUHODAPUHTUT, OTUT, OPOHXUT).

Ha wmomenT rocnurammszamuu y  85%  MAalMEHTOB  OTMEYEHA  TsDKEas
Tpom6bonuTonenus, menee 30x10°/1 (B cpennem 12x10°/n). Y Gonpmunctsa aeteit ¢ UTII
MOKa3aTeJIM MapKepoB BOCIaJIEHUs ObLIN B Mpeenax HopMbl: ypoBeHb COD 7-18 mMm/uac,
[{-peaktuBHbIil Oenok 0,8-8,2Mr/n. A obmiem ananusze mouu B 20% ciydaeB BBISIBICHA
MHUKpOTeMaTypusi, KaK MPOSIBICHUS TeMOPParuueckoro CUHIPOMa MUKPOLUUPKYISITOPHOTO
THNa U MUKponpotennypus B 15% uccnenoannii. Metogom I[P ycraHOBIIEHO HaM4ue y
JIBYyX MalMeHTOB napBoBupyca B19, nepcucrennus supyca dnmreitH-bapp Obuta 'y 3 nerei,
U LHUTOMETaJoBUpPYC OOHapykeHa B 2 chydasX. YKa3aHHbIE BHUPYChl MOTYT OBITh U
nmyckoBbIM (hakTopom UTII u cnocobcTBOBaTh hOPMUPOBAHUIO XPOHU3ALINH.

3aperucTpupoBaH BBICOKMH YAENbHBIA BEC COMYTCTBYIOUIECH IMATOJIOTMHA Y BCEX
MAlMEHTOB: Majble aHoManuu pa3Butus cepauna - 23,4%, NpOABICHHUS ATONUYECKOTO
nepmatuta — 18%, oproneaumueckue npoodiemsl - 18%, Hapymenue pedpakuuu - 15%,
MaTOJIOT U IIIUTOBUIHOW JKEJI€3bl, ACTCHUYECKUN CUHAPOM, BET€TO-COCYIUCTAsl TUCTOHUSI.

B neuennn UTII cnenmamucrtamu PHIIL IOl ncnons3yroTcst HECKOIBKO JIMHUN
tepanuu: -1 nmuaus BBUIL, 2-9 nuans BBUI+ mirokokopTHKOCTEpOUIbI, 3- JIMHUA
MOHOKJIOHaNbHbIE anTuTeNna Kk CD20 antureny B numdonntos (purykcumad). Kpome Toro
B MHUPOBOM NPAKTUKE KOHTPOJISI HAa TPOMOOIIUTONEHUEH HCIONB3YIOTCS CTUMYISTOPHI
peLenTopoB TPOMOOIOATHHA U KpaitHE PEeIKO KaK Tepamnusi «OTYassHUS» CIUICHAIKTOMUS [3].

[lonHeiii oTBET Ha -0 JMHHUIO TEpanuu BHYTPUBEHHBIM HMMYHOTJIOOYIMHOM
(BBUI") B nHauanbHOM n03€ 400MI/KT 103€ U CyMMapHOl 10 2 I/KT., C BOCCTAHOBJIICHUEM B
TeueHne 2 CyTOK ypoBHS TpomOomutoB Gonee 100x10°/1, GBI TONBKO cpemu AeTel ¢
BriepBbie BbisiBiieHHOW UTII. 3HaunMoe MoBbIlIEHUE KOJIMYECTBA TPOMOOIIUTOB B OTBET Ha
BBUI' noxnrsepxnaer mmmyHHyro Inpupony HWTII m nemaer HEHYKHBIM BBIIOJHEHUE
KOCTHOMO3TOBOM IYHKIIMM MalME€HTaM C BIiepBble quarHoctuposannon UTII.

O6mass >p(}EeKTUBHOCT, B  JOCTHXKEHHUM TPOMOOIIMTAPHOTO OTBETAa MpHU
ucnons3oBanun  BBUIT  cocraBuna 80%. OTcyTcTBHE NOBBIMIEHUS  KOJIMYECTBA
TpoMOouTOB B 0TBET Ha BBUI™ yka3piBaeT Ha HEOOXOAUMOCTh UCKIOYEHUSI BTOPUYHOTO
xapaktepa WUTII, o0ycnoBIeHHOro MOpa)X€HUEM KpPOBETBOPEHHUs 3a00JE€BaHUEM KPOBHU,
ayTOMMMYHHBIM IIPOLIECCOM B OPTaHU3ME, T€HETHYECKOM naTtosnoruu [1].

YacTtoe peuuauBUpPOBAHUE WM OTCYTCTBHUE OTBETa NPU MEPCUCTUPYIOUIEM U
xponnueckoM TeueHun HWTII morpeboBano mnpoBenenue 15 mnanweHtam 2-il JTUHUU
MMMYHOCYIIPECCUHM, a HWMEHHO MyJbC-T€pAllUi METWINPEIHU30I0HOM 30MI/Kr, 4TO
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TI03BOJIMIIO CTAOMIM3MPOBATh U YAEPKHMBATH YPOBEHb TpoMOoumToB Gomee 50x10%/m., a
TaKXXe€ aThb OTCPOUKY CIIJIECHOKTOMMUH.

BobiBOaBI:

1. OcHOBHBIE KIHMHHUKO-TabopaTopHbie mposiBaeHus WTIl: merexuanbHas ChIlb,
HOCOBBI€, MATOYHBIE KPOBOTEUEHUSI, OOYCIOBIICHHBIE TSKEIOW TPOMOOLIUTONIEHUEN MEHEE
30x10%/11, cpOBOLMPOBAHHOMN PECIIUPATOPHOM HHPEKIHEH.

2. 3HauMMO€ TOBBIIICHHE KOJMYECTBA TpoMOOUMTOB B oTBeT Ha BBUTD
NMOATBEp)KAaeT UMMYyHHYH0 npupony HWTII wm nemaer HEHYXHBIM  BBIIOJIHEHUE
KOCTHOMO3TOBOM MyHKIMH MAalUEHTaM C BIIepBble AuarHoctuposannon UTII.

3. OTcyTCcTBUE MOBBINICHUS KOTUYeCcTBa TpoMOOIUTOB B 0TBeT Ha BBUI' yka3siBaeT
Ha HEOOXOJIUMOCTh TMOWCKa JPYTrUX ajJbTEPHATUBHBIX MPUYUH TPOMOOLMTONECHUU U
HaIpaBJICHUM JICUYCHUA.

4. Y manuueHToB, KOTOpbIE paHee noiydanu cnenupuueckyro tepanuto UTII, HyxHO
OLICHUTh TPOMOOLIMTAPHBIM OTBET M €ro JJIUTEIBHOCTh MJii OUEHKU 3P(PEKTUBHOCTU
MPOBEJACHHOIO JICUEHUA U TUIAHUPOBAHUS TAIBHEUIIIEN TAKTUKHU TEPAIIHH.
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