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MepBuyHas MMMyHHas TpoMbouuToneHns y BonblUMHCTBA AeTen ABNSeTCA L0BpOKayeCTBEHHbIM
M CaMOOrpaHUYEHHbIM MPOLECCOM. Taxernble, YyrposKaloWmMe KU3HU COCTOSAHUA, B TOM uucne
BHYTpPUUEpENHble KPOBOM3MUSAHNKS, Y AETeN pa3BmBaloTCa penko. PakTopbl pUcKa, npegpacnonaraioLme
K Pa3BUTMIO TAXKESbIX FEMOPPArMyeCckux OCNOKHEHUI, HE OnpeaeneHbl. B Lensax cokpalLeHns TAXecTu
HEBPOSOrMYECKMX NOCNEACTBUM U NEeTaIbHOCTU NPU BHYTPUYEPENHbIX KPOBOM3MUAHUAX Heobxoammo
NpoBeLeHne CBOEBPEMEHHOW KOMMIEKCHOM HEOTOKHOM Tepanuu. B cTaTbe npeactaeneHo 4 cnydas
pa3BUTUSA BHYTPUYEPEMHOrO KPOBOU3MUAHUSA NP UMMYHHOM TPOMBOLIMTONEHUM Y ieTe C pa3fnuyHbIMU
ncxopamu. PopuTenu naumeHToB fanv corflacue Ha UCMnonb3oBaHWe MHopMaumn, B TOM yucne
doTorpadpmii fieTe, B HayuHbIX UCCNefoBaHNsAX 1 Mybrnkaumsx.
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Intracranial hemorrhages in children with immune thrombocytopenia

E.V. Suntsoval, M.N. Sadovskaya?, 0.V. Spichak?, S.S. Ozerov!, S.P. Khomyakova?, N.Yu. Pishchayeva?,
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1Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare of the Russian
Federation, Moscow
2Regional Children’s Hospital, Nizhnevartovsk

Primary immune thrombocytopenia is a benign and self-limiting process in the majority of children. Severe life-threatening
hemorrhages, including intracranial, develop rarely. Risk factors predisposing for development of severe hemorrhagic
complications have not been determined. In order to decrease the severity of neurological consequences and mortality in
intracranial hemorrhages, timely combined urgent therapy is necessary. There are four clinical cases of intracranial hemorrhage
in immune thrombocytopenia in children with different outcomes in this article. The parents of the patients agreed to use the
information, including photos of children, in scientific research and publications.
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YECKMe XxapaKTepuCTuKu cryyaes pa3suTust BUK y peten
c UTn.

joLleecs M30SIMPOBAHHbLIM CHUXEHWEM 4KCna
TPOMBOLMTOB U NPeapacnofioKEHHOCTbIO K PasBUTHIO
CMOHTaHHOW KPOBOTOYMBOCTWU Pa3fINYHOW CTEMNEHM
Tamectu [1]. Y GonbwuHcTBa peteit UTM senseTcs
[0bpoKayeCcTBEHHLIM CaMOOrpPaHNYEHHBIM MPOLIECCOM,
1, HECMOTPS Ha HWU3KOe YMCIO TPOMBOLMTOB, TAXENbIE
JKU3HEYrposKaloLLMe KPOBOTEUEHMS Pa3BMUBAIOTCS PEOKO.
BHyTpuuepenHoe kposousnusaHue (BUK) — pepkoe,
HO onacHoe ocroxHeHve UTN y peteit [2]. dakTopsl
pucka, npegpacnonaraiooLme kK passutuio BUK, onpene-
neHbl Nnoxo. [Ans nyJllero NoHMMaHUA NpUpoabl 3TOro
TSKESI0r0 reMopparMyecKoro OCHOMXHEHNUS HECKOSIbKO
nccrnepoBaTtenein cobpany u NnpoaHanM3MpoBanu KIMHU-

B Anonum ¢ 1980 no 1995 r. beina cobpaHa nHdop-
MaLMs U3 HECKOJbKUX MELULMHCKUX YUpemaeHun B
Lenax U3yyeHns 4acToTbl M 0BCTOSTENbCTB pas3BUTUS
BUK y nauuenToB ¢ UTM B BO3pacTe no 20 net [3].
Bcero 6binu BoisieneHbl 8 naumerTos ¢ BYK (no 4 nauw-
eHTa C 0CTpOM 1 xpoHnueckon UTM). M3 Hux ¢ 1990 no
1995 r. BUYK passunu 4 (0,52%) vns 772 naumeHToB.
BospacT 60osbHbIX Ha MOMEHT anarHocTunkn BUK coctasmn
oT 1 Mecsaua po 19 net, a MHTepBan OT MOCTAHOBKM
omnarHosa UTM po BYK — o1 2 gHeit no 78 mec. Yucno
TPOMBOUMTOB B Havane 3abonesaHws Bbino 2-55 x 10%/n
M HenocpencTBeHHO nepepn pas3sutuem BYK -
1-12 x 10°/n. KpoBOTOUMBOCTb TSKEMON CTeneHu
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oTMevanacb y 1 naumeHTa. B kKauecTBe BO3MOXHbIX
nposoumpyioLmx BUK drakTopoB y 7 naumeHToB paccMa-
TPUBaNUCb: TPaBMa, BUPYCHast MHCDEKLMA, MPUeM HecTe-
POMIHBLIX MPOTUBOBOCMANUTESbHBIX NpenapaTtos (HMBIM)
“ MeHCTpyauus. [1Ba naumeHTa ¢ LUTeNbHOCTbIO 3ab0-
neBaHvs < 6 MeC nosyyanu npeaLlecTByioLLee 1leyeHne
BHYTPUBEHHbIM UMMYHOrnobynuHom (BBUT) u rnioko-
kopTukocTepoupamu (FKC), oauH M3 HWMX Henocpea-
CTBEHHO nepep pa3sutueM BYK Tepanuio He npuHuMan,
Oopyron nonyunn ouvepepHbie Kypcbl BBUI u TKC 6e3
adbdekTa; TPETUn NaumMeHT Haxoauncs nop Habnwoge-
Hvem u nonyuun BBUI Tonbko nepep passutueM BUK,
ewe y ofHoro b6onbHoro BYK paseunocb Bo Bpems
MHdy3un nepeoro kKypca BBUIT. YeTbipe naumeHTa ¢
pnuTensHocTblo UTI > 6 mec npuHumanu TKC, BBUT,
aHTn-D, paHason, 6-mMepkanTonypuH, KpOMe TOro, UM
nposoavnu nnasmadpepes, 3 H1x 3 BoNbHbIX Hemocpen-
CTBeHHO nepepq passutueM BYK Tepanuio He nonyyanu
n 1 nauneHTka npuHuMana BBUI™ B cBA3u ¢ passutuem
HECKOJIbKUX TSMKENbIX KPOBOTEUYEHWUIN OQHOBPEMEHHO.
MNMocne passutus BYK 3 naumeHTa neumnmcb KoHcep-
BaTuBHO (BBUI 1 TpaHcdysun TpoMBOKOHLEeHTpaTa),
1 6onbHOMY Bbina BbIMONTHEHA SKCTPEHHAS CMEH3K-
TOMUS, 2 — yacTuyHas aMbonusaumsa ceneseHoYHON
BEHbl 1 Nna3Madiepes, 2 — 3Bakyauus rematombl. B
ncxone BYK cpegu naumentoB ¢ octpon UTI 1 ymep
ny 1 pa3Bunucb HEBPOMOrMYECKMUE OCIIOMHEHWS, BCE
BonbHble ¢ xpoHuyeckon UTI BbisKMNK, HO Y 2 Takxke
PasBUNNCb HEBPOSIOrMYECKME OCIOXHEHNA. [ononHu-
TENbHO OTMEYEHO, YTO y 3 MauMeHTOoK nospHee bbina
AMarHoCTMpoBaHa CUCTEMHas KpacHas BonyaHka (CKB).

B 1997-2000 rr. B paMKax obLieHaunoHansHoro
aMepuvKkaHckoro obcnenoBaHus Boinu cobpaHbl cnyyam
passutus BYUK y naunentos ¢ UTM Mnapgwe 17 net
[2]. B kauecTBe KOHTPOMbHOM Fpynmbl NPOaHanNM3npo-
BaHa MHdopMaums no cnyyasam UTM y geten ¢ umcnom
TpombouuTos < 30 x 10°/n 6es BUK. Becero B uccnemo-
BaHue Bkloumnu 120 petet ¢ nepeuuHon UTTT, M3 Hux
40 naumeHToB ¢ BYK u 80 uenosek Bownun B
KOHTPOSbHYIO rpynny. MeauaHa uucna TpoMboumToB
B rpynnax ¢ u 6e3 BYK 6bina cxoaHoi: 5 x 10°/n w
8 x 10°/n cooTBeTcTBEHHO. B 90% cryuyaes BUYK passu-
nocb npu uucne TpoMboumtos < 20 x 10°/n u B 75% —
< 10 x 10°/n. Yetbipe (10%) naumeHTa Ha MOMEHT
BUK umenu uncno tpomboumtos ot 35 go 61 x 10°/n.
WHTepBan Bpemenn oT anarHosa WTI go passutus BUK
BapbMpoBasn OT NepBbIX AHEN A0 HECKOMbKUX MECSLEB!
45% nauwmeHnToB pa3sunu BUK B TeueHne nepsoit Hepenu
(ns Hux B 10 crnyyasx BYK 6bino nepsoit MaHudecTa-
unei UTN), us octaswmxcsa 55% 6ornbHbIx 10 passunu
BYK B nepuoa ot 1 Heg no 6 Mec u 12 naumeHToB —
Bonee yem uepes 6 Mec OT MOCTAHOBKM AMarHosa. Mpu
OLLeHKE BO3MOXKHbIX (PaKTOPOB pUCKa BbINO BbISBIIEHO,
uTo y 1/3 naumexToBs passutuio BUK npenwectesosana
TpaBMa ronosbl. [auneHTsbl ¢ BUK B nontopa pasa value
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MMENN pasfnnyHble UCTOYHUKN KPOBOTEYEHUW, KPOME
KOXHOr0 reMOppParMyeckoro CMHAPOMa, B CPaBHEHUM
C KOHTpOMbHOW rpynnoit; Hambonee uacto (22%) —
rematypuio. ¥ naumeHtoB ¢ BYUK uvawe ykasbiBanoch
Ha ncnonb3oBaHue HIMBM. bonbwnHCTBO BONBHBIX C
pasnuuHon anutenbHocTblio UTIM po passutus BUK
nonyyanu npepwecTByolee neveHne. Hanbonee
YyacTbIMM UCMOSIb3YEMbBIMU BapuaHTaMu Tepanuu Boinu:
BBUI (65%), ctepounbl (50%), aHtn-D (25%), uMMy-
HocynpeccusHble npenapathl (15%), samMecTuTesbHble
TpaHcdyaumn TpomBokoHueHTpaTta (15%) u cnneHsk-
Tomusa (15%). Mocne anarHocTmku BUK Bce naumeHTsl
nonyyanu: BBUT (78%), TpaHcdy3nn TpOMOOKOHLEH-
TpaTa (75%), ctepomnbl (73%), cnneHakTomuio (43%),
KpaHuoToMuio (35%). Mpu oLEHKe B3aUMOCBA3N Mexay
MONYYEHHbIMU KITMHUYECKUMU JaHHbIMK BbINO O0TMe-
YyeHo, YTo nocne TpaBMbl ronosbl BYK value passusa-
nocb B nebiote UTT, uem B Bonee oToaneHHble CPOKM
3abonesaHus (60% npotue 23%); TpaBMa ronoBbl yalle
Bbina npeppacnonaraowmM hakTopoM Afst pasBUTUSA
BYK y petei B Bo3pacTe Mnaple 3 neT Uy HUX ke
BYK yvalle 6bino nepsbiM npusHakom UTTI. MaumeHTsl,
pa3ssuBLUne BYK kak nepsbivi npuaHak UTT, pesxxe umenu
OpYrvie NCTOYHNKN KPOBOTEUYEHWI B CPABHEHUMN C AETbMM,
passuBuMK BYK nosgHee. [locTaTouHO YacTo maum-
eHTbl passueanu BUK B TeueHune nepsoi Hepenu 3abone-
BaHUA, YTO BbINO COMPSAXKEHO C HEYLOBNETBOPUTESIbHBIM
OTBETOM Ha MHULIMANbHYIO TEPANUIO 1 CO 3HAYUTENBHO
XyALWWM ucxonom. B uenom npu aHanmmse ucxopnos
oTMeueHo, uto B 10 (25%) cnyuasx BUK okasanocb
netanbHbIM, 1 ewe y 10 (33%) naumeHToB passuauCh
Cepbe3Hble HEBPOSOrMyeckue NocneacTBus: reMmnapes,
nopaskeHWe YepenHo-MO3roBbiXx HEPBOB, B TOM YuCHie
NLEBOrO, HapyLleHWe peyn WU passBuTUe INunenTu-
YeCcKux NpucTynoB. Pasnuuuii B Mcxopax cpenun nauu-
€HTOB, MOMYYMBLUMX MEAVKAMEHTO3HOE NeYeHne Unm
3KCTPEHHYIO chfieHakToMuio nocne BYK, oTMeueHo He
BbiN0; B MPOTMBOMOMNOXHOCTL: U3 14 pneTei, nopBepr-
LIMXCA KpaHWoToMuu, Tonbko 2 (14%) nonHocTbio
BOCCTaHOBMWIIUCb.

B pamMkax nccnenosaHus, BbinonHeHHoro B Erunte,
3a 10 net 6bino ugeHTuduumposaHo 10 (0,54%)
cnyyaes BYK n3 1840 naumenToB ¢ UTI B Bo3pacTe ao
18 nert [4]. BUK puarHoctupoBsanoch y neteit moboro
Bo3pacTta. [nutensHocTts UTI go BYK BapbupoBana ot
1 Hen no Heckonbkux net. MegmaHa uvcna TpoMbouuToB
Ha MoMeHT pa3suTua BUK coctasnsana 8 (4-18) x 10%/n.
B 1 cnyuae passutuio BYK npegwecTtsoBana TpaeMa
rofioBbl. Y BCeX MauMeHTOB Obifl BbIpa)KEH KOMHbINA
reMopparnMyeckuii CMHAPOM, y 7 BOJIbHbIX OTMeYanunch
KPOBOTEYEHUA M3 Pa3fIMUHbIX UCTOYHUKOB: CO C/N3U-
CTbIX POTOBOW MOSIOCTU, HOCOBbIE U MaTouHble. [lo BUK
3 pebeHka Tepanuio He NpWUHWMManK, ocTarnbHble Moy-
unnu neyenHune 3a 2-3 Hef [o passuTusa BYK (ctepomabl —
3, BBUI — 3, antn-D — 1). MpubnuautenbHo 3a 6 4 0o
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omnarHocTukm BYK B knunHuueckow kapTuHe y 6 nauu-
E€HTOB OTMeuanucb ronosHas 6omb, TOWHOTa, PBOTA,
COHJIMBOCTb, Yy 3 — cynoporu ny 1 nosiBusca remmnapes.
Ons nopTeepsaeHns BUK Bcem naumeHTam BbinOnHA-
nuck KoMnbloTepHas (KT) unn MarHuTHo-pesoHaHcHast
(MPT) ToMorpadovs ronoBHOro Mosra: B 9 criyyasx
BbIfI0 AMarHOCTUPOBaHO BHYTPMMO3rOBOE KPOBOW3MN-
AHne n B 1 — cybnypanbHas rematoma. ApTepuoBeHo-
3HbIX ManbdopMaLuit BbiABNIEHO He Obino. B Teuenune
2-24 4y ¢ MOMeHTa pasBUTUA KITMHUYECKUX MPOAB-
nenunn BYK Bce maumeHTbl mocTynunu B OTAENEHUSA
MHTEHCMBHOM Tepanuu v nonyuunu Tepanuio: BBUI +
MeTUNPeaHU30oH — 5, aHTn-D — 5, TpaHcdy3um Tpom-
BokoHueHTpaTa — 3. HMKOMY 13 feTei He BbIMOSHAUCH
3KCTPEHHasn CNSIeH3KTOMMS, NnasMadhepes unu xmpyp-
rmyeckas aBakyaums rematoMbl. [1pn oLeHKke MCxXonos
BYK B aTo rpynne n3 10 geTeit 2 naumeHTa ymMepnu B
TeueHue nep.bIX 3 CyT, y 3 pasBuiacb cUMNTOMaTuye-
CKas anunencus, 5 BOCCTaHOBUIUCH MOSTHOCTLIO.

Mo pesynbTaTtaM 0QHOIO M3 MHAMMCKUX MCCMeno-
BaHui coobuieHo o 17 (2,3%) cnyuasx BYK y 750 naum-
eHToB o 18 neT ¢ UTM pasnuuHoit anutensHocty [5].
MenuaHa Bo3pacTa B rpynne coctasuna 10 (0,8-18)
net. B TeueHne 3aboneBaHusa y 6onbHbIX 0OTMEYanUCh
KOMHbI reMopparudeckuit cugpom (82%), kposo-
TOUMBOCTb CNM3UCTLIX 0bonouek (29%), rematypus
(6%), racTpouHTecTMHasbHble KposoTeueHus (18%), y
62% nauMeHTOB KEHCKOro Nnora — MaTouYHble KpoBOTe-
ueHus. Matb (29%) nauneHTos passunu BUK B Hauane
WTTI, n3 Hux B 4 cnyyvasx passuTuio BUK npepwecTso-
Bana Tpasma ronosbl, a y 1 ucnons3sosanucb HIBI.
MeganaHa uncna TpombounToB BO Bpems pa3ssutua BUK
coctasuna 12 (2-50) x 10%/n; uucno TpomMBouuTOB
<10 x 10%/n otMeyvanocbk y 35%, 10-20 x 10°/n—vy 41%,
> 20 x 10°/n -y 24% naumenTos. [inutensHocts UTM oo
pa3suTust BUK — ot 1 gHst po 60 mec. [lo BYK 14 nauu-
eHTOoB nonyyanu IMKC (nekcaMeTasoH — 3, NPeaHN30mIOoH —
11), 1 naumeHT ¢ xpoHuyeckoin UTI npuHUMan uuKro-
crnopuH A. B knuHnueckomn kaptnuHe BUK otmevanuce:
ronosHas 6onb — 8, HapyLLEHWe YyBCTBUTENBHOCTKU — 6,
ToWHOTa M pBoTa — 3, cynoporn — 1 n remunapes — 1.
Mo pesynbTaTaM BM3yanu3aLMOHHbLIX UCCIEA0BAHUN B
82% cnyyaes BbINo AnarHOCTMPOBAHO BHYTPUMO3roBOe
KpoBousnusiHne, B 18% — cybaypanbHaa rematoma. B
KauecTBe HeOoTnoxHoW Tepanuu BYK naumeHTbl nony-
yanu: ctepouabl — 13, BBUI — 4, cnneHakToMuio — 1,
LOMONHUTENbHbIE TPaHCY3nMn TPOMBOKOHLIEHTPATOM —
8, KpaHmoToMuA bbina BbinonHeHa B 1 criyyae. B ncxope
BUK B pganHol rpynne ymepnu 24% (60nblWMHCTBO B
TeyeHue nepebiX 3 AHEl) 1 BOCCTAHOBMMCH Ha Tepanuu
76% peten.

B ApyroM vHAMIACKOM nccneaoBaHuy Boinn onucatsl
caMmble BbICOKMe nokasatenu yactotbl BUK (11 (4%) us
270 naumMeHTOoB) 1 NETanNbHOCTU CPEaN AETEMN C 3aTAKHON
1 XpoHudeckoit UTN [6]. MuTepsan oT anarHocTukm UTT

po passutusa BUK cocTtasun 6-55 Mec. Y 2 peTtein oTMe-
YanmUcb LU MUHUMATbHbIE NPOSBIIEHUA remMopparuye-
CKOI0 CMHOPOMa M Y 6 — KPOBOTEUEHWSI CPELHEN CTEMEHM
TAMECTU. Yncno TpoMBOLMTOB Ha MOMEHT MpeseHTauum
BUK coctaensno 10-20 x 10%/n. Hu y Koro He 6bino
yKa3aHui Ha TpaBMy ronosbl unu npuem HIBI. Mo
LaHHbIM BM3yanu3aumu y 9 yenoBek AMarHoCTUPOBaHO
BHYTPMMO3roBOE KPOBOM3NUAHWE B NOSyLLAPWSA FOf10B-
Horo mMo3sra v no 1 cnyuaio — cyboypanbHas remaToma
1 KPOBOM3NMSIHWE B CpeaHuiA Mo3r. [1pu oueHke UCXopoB
BYK B aton rpynne n3 11 naumeHToB 7 yMmepnu, y
3 COXPaHAINCb HEBPOJIOMMYECKNE OCIIOMHEHNS U TOSBbKO
1 nonHocTbIO BOCCTaHOBMIICS.

B BbibpaHHon rpynne naunentoB ¢ WTI mnaplwe
18 neT, KOHCYNnbTUpPOBaBLUMXCA, HabnopaBlwmnxcs
unu nonyyaswunx nevexnme B ®roy «HMUL OMON mm.
OmuTpua Porauesa» MuHsppasa Poccum, HaM BCTpeTun-
nuck 4 cnyvasa BUK. OCHOBHble KIIMHUYECKME XapaKTe-
PUCTUKM NaLMEHTOB NPefCTaBneHbl B Tabnumue.

Pooutenu nauneHToB fanu corfiacue Ha MCMoMb3o-
BaHWe nHpopMaumu, B TOM uncne dpotorpadoui oeten, B
Hay4HbIX UCCMERoBaHUAX U NyBnmKaumax.

KITMHUYECKUK CITYYAM Nel

[leBouka 3abonena ocTpo C NOSIBIEHUSI KOMKHOW
remMopparvyeckomn cbinu nocrie NPoBEAEHUs NIIaHOBON
BakUMHauum B BospacTte 11 mecsues. pu obcnenosaHum
B KITMHWYECKOM aHann3e KpOBW BbisiBIEHa M30NMNpPO-
BaHHaa TpomBouunToneHua no 14 x 10°/n. AuarHoctu-
posaHa UTT1. Mocne nhnumansHomn Tepanun BBUT n TKC
TpoMbouMTapHbIN OTBET LOCTUrHYT He Bbin, noTpeboBa-
NUCb MHOMECTBEHHbIE MOBTOPHbIE KYPCbl KOMBUHMPO-
BaHHOM Tepanuu, KoTopble NO3BONANN OCTUraTh NLLb
BPEMEHHOI0 KIMHUYECKOro ynyuyweHus. B kayecTtse
Tepanuu 2-1 IMHUKM NPUMeHANK peaddepoH U faHa3on
(6es adpdpekTa, TpoMboUMTLI 2-17 x 10°/n). B BO3pacTe
4 net Ha dhoHe coxpaHsoLlencs TpoMboumToneHnu
LeBoYKa nonyuynna TpaeBMy ronosbl. [1pu obcnenoBaHum
oTMeyancs obunbHbI NONMMOPdHbLIN reMopparunye-
CKUI CMHAPOM MO BCEW MOBEPXHOCTU KOKHbIX MOKPOBOB U
reMopparum Ha BUAUMBbIX CIIM3UCTbIX 060M0YKax POTOBON
nonocTu. ObLLEMO3roBOI, 0YaroBOW HEBPOSOrMYECKON
1 HeipoodTanbMOoNOrMYecKon CUMNTOMaTUKKN He Bbino.
Mo pesynbtatam MPT ronoBHOro Mo3ra AMarHocTupo-
BaHa reMaToMa npaBoV TEMEHHOW 0bracTu pasmepamu
31 x 29 x 24 MM (pucyHok 1A). Mposoannacb KOMBU-
HMpOBaHHas KoHcepBaTuBHas Tepanusa: BBUI + TKC +
TPOMBOKOHLEHTPAT, Ha )OHe KOTOPOW MPUPOCT Yucna
TPOMBOLMTOB KPaTKOBPEMEHHO COCTaBWIT MaKCMMarlbHO
oo 34 x 107/n. Xupypruyeckoe BMelLaTeNnbCTBO He
NPOBOAMNOCh. YUNTbIBas TAKEN0€ XPOHNYECKOE TeYeHne
NTMN n nepeHeceHHoe BYK, Bbinma uHuuuupoBaHa
Tepanusi TMNO-PA. HasHauer antpomBonar 50 Mr/cyT, B
CBSI3M C OTCYTCTBMEM TPOMBOLMTApPHOrO OTBETA Yepes
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Tabnuua
OCHOBHbIE KITMHUYECKMEe XapaKTepUCTUKM NaLMeHTOoB

Table
Main clinical characteristics of patients

Tepanus
WutepBan Femopparuueckun  [lpyrue Therapy
Ne Bo3pacT UTMN-BUK TPOME&"}T"" CUHAPOM chakTopbl _ HEOT/0XHas _ Wcxon
Age Interval b o iete 10°L Hemorrhagic Another npepuiecTsy (nocne BYK) nocnenyio Outcome
ITP-ICH ' syndrome factors lowias emergenc Las
prior (after ICH subsequent
BBUI YKvBa be3
Crepounabl BBUI OUEEE)
KOosKHbIi1, fecHesble VHD Crepouab! TMO-PA n Ges
1 4roma 3 ropa 9 KPOBOTEUEHMS Tpasma NlaHa3on Tpombomacca TPO-RA WL
4 years 3 years Cutaneous, gingival Trauma IVIG IVIG Alive
bleeding Steroids Steroids without
IFN Platelet concentrate raers]goar;]s;/e
Danazol therapy
BBUI TMO-PA
KoxHbliA, HOCOBbIE Crepouabl BBUI Putykcumab  MuBa B
2 9 net 7 Mec 10 KPOBOTEYEHMSA NH® Ctepownabl + cTepouabl  pemMmuccuu
9 years 7 months Cutaneous, IVIG IVIG - Alive in
nasal bleeding Steroids Steroids Rituximab +  remission
IFN steroids
BBUI
. Creponnbl BBUI
KoxHbli, HocoBbIE Putykcumab Crepounabl SKuB Bes
KpOBOTEYEHWS, TNO-PA CnnerakToMust STEA
3 9 net 7,5 ropa 10 reMatypusi Tpasma NHD KpanuoTomus IVIG TMNO-PA Alive
9 years 7.5 years Cutaneous, Trauma IVIG Steroids TPO-RA without
nasal bleeding, Steroids Splenectomy response
hematuria Rituximab Craniotomy
TPO-RA
IFN
KosHbIN,
KOHBIOHKTMBA s
6 TR Bospact TpoMboKoHLEeHTpaT CmepTb B
4  mecsues 1 neHb 4 pCJ'IVISVICTbIX T mo 1ropa BBUI KpaHuoTomms _ peMuccum
6 months LCE)] Cutaneousp Under 1 year IVIG Steroids Death in
. - o d Platelet concentrate remission
conjunctiva, bleeding Craniotomy

from the oral mucosa

lMpumeyvanne. MH® — untepghepoHrsl; TI10-PA — aroHucTbl TPOMBONOITUHOBLIX PELenTopoB
Note. IVIG - intravenous immunoglobulins; IFN — interferons; TPO-RA - thrombopoietin receptor agonists

3 Hepn 0o3a yBenuueHa 0o 75 mr/cyt. 06wias anuternb-
HOCTb Tepanuu anTpombonarom coctaBuia 1 rof, HO
yncno TpoMbouMTOB He NOBbILANOCh. B TeyeHne nocne-
Aylowmx 2 neT oT cneundrnyecKkon Tepanmm poauTenu
AEBOYKN OTKasblBanuCh, 3aTeM bbln HasHayeH poMu-
nnoctuM 8-16 Mkr/kr (250-500 mkr/Hen) Ha 6 Mec,
HO TepaneBTUYECKUI I(PPEKT TakKe He JOCTUrHYT. B
HacTosilee BpeMa feBouyka cTpagaeT UTI B TeueHne
8 net, coxpaHsetcsa TpoMmboumtonenus (10 x 10%/n),
Bblpa)eH 3HAUMMBbIA KOXHbIA reMopparuyeckui
CUHOPOM, KPOBOTOUMBOCTU He OTMevanoch. Hespono-
FMYECKMX OCNOMHeHWM HeT. OT panbHenwen Tepanuu,
B TOM YNCIIE OT BbIMOSTHEHUS CMIIEHIKTOMUM, POANUTENN
OTKa3anucso.

KITMHWYECKUM CITYYAMN No2

[eBouka, 9 net, 3abonena ocTpo Ha dhOHe NOSHOro
3[00pOBbSi C MOSIBIEHUSI reMopparMyeckoi Cbinu Ha
KOe. B KNMHMYeCKOM aHanv3e KpoBw BbiSiBIIEHa M30/U-
poBaHHas TpombouuToneHus no 10 x 10°/n. Ha ocHo-
BaHWM 0bLLenpuHATOro obcrnenoBaHWs AMarHocTMpoBaHa
WUTM. Hauata cneuudpmyeckas tepanusa: BBUI — bes
3HaUMMOro NpupocTa uncna TpoMboumnToB, MeTUNNpen-
HM30M0H — Be3 addheKTa, feKCaMeTasoH — C JOCTUKE-
HWeM NonHoro TpoMbouuTapHoro oTeeTa (TpoMboLMTLI

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
20211 Tom 20 | Ne 3| 92-101

279 x 10%/n). Yepes 1 u 2 Mec oT Hauana sabone-
BaHUs YMCo TPOMBOUMTOB CHUKaNock go 5-12 x 10°/n,
BPEMEHHbIN TPOMBOLMTapHbIN OTBET foCcTurasncs nocse
MOBTOPHbIX KYPCOB ileKCaMeTa3oHa. B cBA3M C 3aTAXHbIM
Teyennem UTI geBouka nonyyana peadhepoH NOAKOMHO
B TeueHne 3 Mec Bes adpdpekTta (TpomMboumnThl A0
10 x 10°/n). Cnycta 7 Mec OT NOCTaHOBKM AMarHosa w
yepes 10 gHewt nocne ouepepHoro kypca BBUI Ha choHe
TPOMOOLMTONEHMN Yy OEBOYKM MOABUNNCH Kanobbl Ha
rOSIOBOKPYSKEHWE W OBOEHWEe B rnasax. [1pennonosxeHo
passutne BYK u BbinonHeHo MPT ronosHoro mosra,
Ha KOTOpPOM BM3yanu3upoBasnocb OKpyrnoe obpaso-
BaHWe pa3mepoM 12,5 x 9 MM ¢ 30HOM NepudoKanbHOro
OTeKa — BHYTPVMMO3roBOE KPOBOW3MUSAHUE CPEeQHEero
Moara (pucyHok 1B). [leBouKka nosyuuna KOMOUHUPO-
BaHHYI0 KOHCepBaTMBHYyl0 Tepanuio BBUI + pnekcame-
Ta30H C AOCTUXEHMEM BPEMEHHOro TpoMbounTapHoro
oTBeTa. Yepes 7,5 mec ot pebiota UTM B cBA3M C
TAKeNbIM TeueHneM 3aboneBanns Boina HavaTa Tepanus
TMNO-PA: antpombonar 50-75 Mr/cyT B TeueHne 2 mMec
6e3 adpdhekTa, 3aTeM naumeHTKa nonyyuna 5 BBeneHuUi
pomunnocTiMa (250-500 MKr/Hen), HO OT ganbHeLeN
Tepanun poauTenn OTKasanucb. YUnTbiBas CoXpaHeHue
TAXENon TPOMBOLUTONEHNN, CHUKEHNE TPOMBOLMTOB
po 0 x 10°/n n nepeHeceHHoe BYUK, coBMecTHO ¢ poau-
TENAMM NALMEHTKN NMPUHATO pPeLLIEeHNe O NMPOAOITIKEHUN




KIIMWHUYECKWUE HABJIOAEHUA

KOHCepBaTMBHOM Tepanuu. HauaTt Kypc putykcumaba B
kombuHaumu ¢ I'KC. MNocne 4 BBeaeHut putykcumaba
OOCTUIHYT NOMHbIA TpoMbBouuTapHbl oTBeT. B HacTo-
flllee BpeMs OeBOYKa Haxoautcs B pemuccum UTI
4 ropa. HeBpOMOrMYeCcKMx OCINOMHEHWIA HET.

KITMHWYECKUU CITYYAM Ne3

Manbunk Bnepsble 3abonen B Bo3pacte 2 feT ¢
MOSIBMIEHUS KOKHOIO reMopparnyeckoro CUHApoMa u
HOCOBOIr0 KPOBOTEYEHWS, KOTOPbIE Pa3BUIUCHL NOche
MaHOBOM BaKUMHaumu. B aBTOMaTMYeCKOM KinHuue-
CKOM aHanuse Kposu TpoMbouutsl 0 x 10°/n. Mocne
nocTaHoBkM guarHosa WUTI nposoaunack obwienpu-
HATas Tepanwsa: NPefHU30SI0H B CTaHOAPTHOW A03e C
nocTeneHHow oTMeHow u BBUI, Ha koTopolt gocTurancs
KpaTKOBpeMeHHbIn oTBeT. B mocnenyioueM pebeHky
perynspHo TpeboBanvcb NOBTOPHbIE KypCbl NPEAHU30-
noHa, BBUI', nekcameTasoHa, Ha oOHe KOTOPbIX LOCTU-
rancs BPEMeHHbI YacTUUHbIi oTBeT (TpoMbouuTbl A0
44-47 = 10%/n). Yepes 7 Mec oT Hauvana WUTI npuco-
eanHunach remaTypus, notpebosasLuas HasHavyeHus
OuYepenHoro Kypca npepHusonoHa. B kauectse panb-
HeWLLEe Tepanuu B CBSI3W C TSENbIM TeueHneM 3abone-
BaHWs Bbin Ha3HayeH pUTyKcuMab, Ho nocne 3 BBeOeHUN
COCTOSIHME BHOBb YXYALUMIOCb. YUMTbiBas NOBTOPHbIE
HOCOBbIE KPOBOTEUEHMA 1 3NM30[bl reMaTypum, pebeHok
NpoAosKan nonyyatb perynspHble Kypcbl CTaHAAPTHbIX
n Bbicokmx 0o3 KC v BBUI ¢ pocTuxkeHneM oTBeTa Ha
3-5 pHeit. Yepes 3 ropa ot Hauyana 3aboneBaHus bbina
MHUUMMpOBaHa Tepanusa anTpoMbonaroMm, fo3a npena-
paTa nocTeneHHo noBbllwanach ¢ 25 go 75 Mr/cyr,
obLian NpoLoMKMTENBHOCTL Tepanuu cocTaBuia
2,5 Mec, HO TpoMbounTapHOro oTBeTa MOMYYEHO He
Bbino. ntpombonar Bbin 3aMeHeH Ha POMUMIOCTUM
TakKe C MOCTEeMeHHOM 3ckanauuen po3bl 83-125-
250 Mrk/ven (MakcumanbHo 11 MKr/Kkr), Tepanusa
npogosiskanacb 12 Hefd, HO OTBETa TaKKe He Mony-
yeHo. [lanee B TeueHue 1,5 rofa Manbuuk nomnyvan
Tepanuio peadpepoHOM, UMCo TPOMBOLMTOB AepKanoch
Ha ypoBHe 24-28 x 10°/n, KpoBOTeUYeHUs He MOBTOPSi-
NUCb, HO MOSIBUIMCH Kanobbl Ha ronosHylo 6onb. Mo
pesynbTataMm MPT Bbinu onucaHbl o4yaru, Nofo3pu-
TeNlbHble Ha KaBEPHO3HbIE aHrMOMbl. Manbuuk nonyyan
HOOTPOMHYIO Tepanuio, rofioBHas 6oMb NepruoanyYecku
Bo3obHoBNsANackL. Yepes 7,5 roga ot Hauyana WUTI
Ha dhoHe coxpaHeHusi TPOMBOLMTONEHMN COCTOSIHUE
pebeHKa yxyOLwnnochb 3a cYeT pasBUTUA UHTEHCUBHON
rosoBHon 6onu n Bonu B npaBoM rnasy, COMPOBO-
MOABLUMXCS TOLIHOTON, NOBTOPHOM pBOTOM M cnabo-
cTblo. PebeHoK bbln 3KCTPEHHO rOCMUTaNM3npoBaH,
NP1 OCMOTPE OTMEeYasiCA KOMXHbl reMopparnyeckui
CVHOPOM, KPOBOTOUMBOCTM He Bbino. Mo paHHbiM MPT
rOSIOBHOr0 MO3ra BbisiBNeHo 0bbeMHoe obpasoBaHue
(remaToMa) TeMeHHOI BOMWM NpaBoro nonyLwapus,

pa3sMepamu 41 x 35 x 37 MM C Bblpa)KeHHbIM nepudo-
KamnbHbIM OTEKOM U OUCMIOKaLMel CPeanHHbIX CTPYKTYP
ronoBHoro Mosra (pucyHox 1B). B cBsAsn ¢ TpoMBoLMTO-
neHnen HasHayeHa KOMBUHMPOBaHHas KOHCepBaTMBHas
HeoTnoxHasa Tepanua: BBUI + pekcameTtasoH, uucno
TpombouuTos mosbicunioch go 102 x 10°/n. Mpopon-
)anu BecrnokonTb ronoBHasa 6onb, TOLWHOTa, OTMeYa-
1Cb IBOEHMe B rnasax, cnabocTb N1eBO pyku U Horw,
LLIATKOCTb MOXOAKN. YUMTbIBAsi Pa3BUTUE KU3HEYrpOXa-
IOLLIEr0 OCMOXHEHUSA 1 BO3MOMHOCTb AOCTUMMKEHUA NNLLb
OYEHb KPATKOBPEMEHHOI0 OTBETa C MOMOLLbIO KOHCEpBa-
TUBHOM Tepanuu, bbIfI0 NPUHATO peLLeHne 0 NPOBEAEHUN
MO3TamNHOro XMpPypruyeckoro nedvenusa: 1-n atan —
CNJIEH3KTOMUA, 2-# 3Tan — ypafieHWe remMaToMbl Nog
HEWpPOHaBUraUMOHHBIM KOHTpOMeM. locne BbINOHeHUs
CNNEH3KTOMUKN 3PAEKT He MONyYeH, 1 Yepes Hepenio
BbIN0 NPUHATO pelleHne o Bo306HOBNEHUN Tepanuu
poMUNIOCTMMOM. B HacTosLwee BpeMsA Manbumk Habnio-
paetcs ¢ pedopakTepHbiM TeueHneM UTTT, nepuoanyeckn
Hy)aaeTcs B nposeaeHun kypcos BBUIT. Tepanus pomu-
NIOCTUMOM NPOJOSTKAETCA B TeUeHne 3 NeT B CBA3M C
p1CKOM MoBTOpHOro pa3suTus BUK, HecMoTpsa Ha oTCyT-
cTBMe TpoMboumTapHOro oTBeTa. HeBpomorumyeckux
OCITOXHEHUI HeT.

KITMHUYECKUM CITYYAN Ned

Manbuuk, 6 MecqAues, 3abonen ocTpo Ha hoHe
COMaTMYECKOro 3[0pOBbSA, KOrAa poauteny obpatunm
BHMMaHWe Ha NosiBIeHNe NeTexuarnbHbIX BbICbINaHUM Ha
KOXe nuua, TyfnoBuLa, KOHeYHOCTeN. B KnMHuueckom
aHanu3e KpoBMW BbisiBfieHa M30nnpoBaHHast TpoMboum-
Tonexuua go 4 x 10%/n. Ha ocHoBaHWM NpoBefeHHOro
obcnenosaHus bbina AMarHOCTMPOBaHa BrepBble BbISB-
neHHaa UTI. YuuTbiBas Bo3pacT pebeHka, 3kcTpe-
MaribHO HM3KO0e 4YWUCNo TPOMBOUMTOB M NPUCYTCTBUE
KOHOr0 reMopparM4yeckoro CMHAPOMa, COCTOAHMWE
pacueHeHO Kak Tsxenoe, HayaTo BBegeHue BBUI
1 r/kr/kypc. Mocne okoHuaHusa Kypca BBUI y peberka
nosBMnacb NOBTOPHAsA PBOTA, @ Yepes CyTKM pPa3BuICs
3MNN30[ TOHMYECKMX CYAOPOr C HapyLUeHNEM CO3HaHUS
BMIOTb A0 KOMbI. B KNHMUECKOM aHanm3e KpoBu obHa-
PYsKEHO CHUMEHWe YpoBHS remornobuHa po 62 r/n.
lMaumeHT NnepeBefeH B OTOENIEHNE MHTEHCUBHON Tepanuu,
roe nosyyan npoTUMBOCYAOPONKHYI0 Tepanuio, BbICOKME
posbl [KC, 3aMecTuTeNbHYI0 Tepanuio KOMMOHEeHTaMu
KpPOBW U pekoMbuHaHTHbIN dhakTop cBepTbiBaHus VIl
Mo pesynbtataM MPT ronoBHOro Mo3sra BbisiBIEHbI
BHYTPVMMO3roBOe KpPOBOU3NWAHME B MpaBylo JI06HyI0
Lonio pasMepoM 47 x 49 x 48 MM, BHYTPUKENYLOYKOBOE
KPOBOM3MMWsIHWE M OTEK rONoBHOro Mosra (pucyHok 1I).
B cBsA3u ¢ 6onbluMM 06bEMOM FreMaTOMbI U BblpasKeHHO-
CTbIO HEBPOMOrMYECKOW CUMNTOMATVKY Bbina BbINOMHEHa
KPaHWOTOMMS C yAaNeHWEM BHYTPMMO3rOBOM reMaToMBbl.
Yepes 2 cyT 0TMeuyeHa HopManu3aums uncna Tpombo-
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PucyHok 1

Helposusyanusauums: A — naumeHTka 1. [emMaToMa npaBoi TeMeHHoW obnactu; b — nauneHTKa 2. BHyTprMMosrosoe
KpoBOU3nNuaHWe cpepHero Mo3sra c 30HOW nepmcbOKaanoro oTeka; B — naumneHT 3. F'eMaTOMa TEMEHHOW [0OMM npa-
BOIO MOMYLLAPUSA C BblpaKeHHbIM NepnddoKanbHbIM OTEKOM U LMCMOKaLMe CPEAMHHBIX CTPYKTYP FOfI0BHOIO MO3ra;
I" — naumeHT 4. BHYTpPUMO3roBoe KpOBOM3NMSAHWE B NPaByio JI0OHYIO [OMI0, BHYTPUXKENYLO0YKOBOE KPOBOU3MUAHKE U1
OTeK rofloBHOro Mosra

Figure 1

Neuroimaging: A — patient 1. Hematoma of the right parietal region; b — patient 2. Intracerebral hemorrhage of the
mesencephalon with perifocal edema; B — patient 3. Hematoma of the parietal lobe of the right hemisphere with pronounced
perifocal edema and dislocation of the median structures of the brain; I' — patient 4. Intracerebral hemorrhage in the right
frontal lobe, intraventricular hemorrhage and the brain edema

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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KIIMWHUYECKWUE HABJIOAEHUA

uMTOB, M pebeHok B UTI-HanpaBneHHON Tepanuu He
Hyxpaancsa. OgHako coxpaHsnach Tasenas HeBpOso-
rmyeckass CUMNTOMaTUKa Ha (POHe OTeKa rofOBHOMO
MO3ra v ero BKIIMHEHWS B BombLUOe 3aTbITOYHOE OTBEP-
CTWe, gMarHocTupoBaHbl KoMa lll ctenexun, Mugpunas c
OTCYTCTBMEM PEaKLMM 3PayYKOB Ha CBET, CMAaCTUYECKUN
TeTpanapes, HeCTabuIbHOCTb FreMOAMHAMUKM, pebeHoK
HY}KOANCA B UCKYCCTBEHHOW BEHTUSALMM Nerkux. [poso-
ounacbh HepoMeTabonuueckasi, HOOTpPOMNHas, NPOTUBO-
OTeYHasa W Apyras conpoBoauTeSibHas Tepanus. Yepes
6 Mec pebeHOK yMep B pesynbTaTe OCTaHOBKM CEPAEYHOM
OeATENbHOCTY.

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUA

Mo paHHbIM nuTepaTypbl, Yy 60-75% peten UTT
MOMHOCTbIO PaspeLlaeTCcs B TEYEHNE HECKOSIbKUX Hefenb
WM MecsaueB OT Havana 3aboneBaHusa 6e3 kakmx-nmbo
nocneacteuit [7]. YacToTa TAMENbIX KPOBOTEUEHWII B
cpenHeM cocTaBnseT 0o 20%, a yrposKaloLmnxX sKU3Hu —
no 3% [8, 9]. YunTbiBas 6naronpuaATHLIA NPOrHO3 W
PenKOCTb CEpPbEe3HbIX KPOBOTEUEHUI Y JETEN, a TaKKe
noTeHUManbHyl0 TokcuyHocTb WUTI-HanpaBneHHON
MMMYHOCYMNPECCUBHON Tepanuu, MexAyHapoaHble
3KCMepTbl PEKOMEHAYIOT Ha3HayaTb JleYeHne TOMbKO
[EeTAM C TaenbiMu doopMamu 3abonesanus [10]. Mpu
aToM TaecTb UTI npeanaraetca onpenensTb, PyKo-
BOLCTBYACb HE CTOSIbKO YNCIIOM TPOMBOLIMTOB, CKOMbKO
KIIVMHWYECKOMN BbIPAXKEHHOCTBIO MPU3HAKOB KPOBOTOUM-
BOCTM UM PUCKOM ee pa3BuTus. CrMoKHOCTb 3akmio-
yaeTcsl B TOM, 4YTO hakTopbl, Npegpacnonaraowme K
Pa3BUTUIO FEMOPPArMYeCcKUX OCITOMHEHUIN, KPOME TPOM-
BounToneHnmn, ocTalTCA NIOXO ONpenesieHHbIMU, U Ha
npaktuke TaxecTb WUTI BO3MOXHO OLEHWUTb TONbKO
PeTPOCNEeKTUBHO, NOCIe pasBUTUS KpoBoTeueHus. pu
3TOM NPefoTBPALLEHNE TAKENbIX KU3HEYPOXKAIOLLIMX
KPOBOTEYEHWIN OCTAETCH MIaBHOM Liesbio JIeYeHns naum-
enToB ¢ UTTI.

BYK — camoe penkoe 1 camoe rpo3Hoe OCMOMKHEHNE
TN y peTein, conpsiskeHHOE C BbICOKOW NeTanbHOCTbIO
M pa3BUTMEM CepPbe3HbIX HEBPOMOrMYECKMX nocnen-
ctBuin. Cuntaetcs, uto B cpenHeM BYK passuBaetcs y
0,1-1% peteit ¢ UTM [11]. OgHako, Mo AaHHLIM NUTepa-
Typbl, 3TO 3HaYEHWe CUJIbHO BapbupyeT. B psage espo-
newuckmx cTpaH cnyyam passutuna BUK npu UTM y peten
BOBCE OTCYTCTBOBANM Ha NPOTAXEHUN HECKOSIbKUX J1ET,
a B Apyrux ctpaHax gocturanu 3,3-4% [4, 6, 12]. Kpome
TOro, OCTaeTCs BbICOKOW netanbHocTb Npu BUK, koTopas
MoskeT gocturatb 20-63%, n'y 18-40% netel coxpaHs-
I0TCA cepbesHble HEBPOOrnyeckne nocneactemsa BUK
[2, 3, 5, 11]. Takue ucxopsl 0cobeHHO BreYaTNAOT Ha
dhoHe obuiero bnaronpusaTHoro nporHosa UTIM y peTei.

B uenax CHWKeHWsA 4acTOTbl Pa3BUTUA U THKECTH
nocnencteun BUYK Ha npoTsxeHun pnutenbHoro
BPEMEHU NPeanpyvHUMaIOTCA MOMbITKK aeHTUMUN-

poBaTb Fpynny NauWeHTOB BbICOKOIO PUCKA Ha OCHO-
BaHMM KIIMHMYECKUX HabniopeHun n nabopaTopHbIX
nccnenoBaHui. B kauecTBe 0CHOBHOIO dhakTopa pucka
BYK no-npexHeMy paccMaTpuBaeTcs Taxenas TpoM-
BoumTonenus (10-20 x 10%/n). OeitctButensHo, B 90%
cnyyaeB BYK pasBuBaetcs npu umcne tpombounToB
< 20 x 10°/n v B BonblumHcTBe cnydaes < 10 x 10%/n.
Mo HawwuM cobCTBEHHbIM HabMIOAEHUAM, YNCNO TPOM-
BouUMTOB Y NAaLMEHTOB HEMOCPEACTBEHHO NEpPen PasBu-
TeM BYK cocTaBnano 2-10 x 10°/n. TeM He MeHee
M3BECTHO, YTO nopasnsoLlee BONbLWNHCTBO feTen C
UTM, Takke MMeloLLmx umcno TpombounTos < 10 x 10°%/1,
BYK He paseuBaioT [2]. W HanpoTue, onucaHbl cryyan
passutus BUK y maumeHTtoB ¢ uncnom tpoMboumTtos
> 50 x 107/ [2]. BTopbIM (bakTOpPOM prCKa Ans passuTUs
BYK cuutaeTcqa npucyTcTBME B KITMHUYECKOW KapTuHe
Pa3fMyHbIX UCTOUYHMKOB KpoBOTeueHuit (ocobeHHo
2 |l cTeneHn TAXECTM), KPOME KOMHOMO remMopparuue-
ckoro cunpapoMa. Y naumeHtos ¢ BUK valle otMeyeHa
KOpPEnsLns C HOCOBbIMU, AECHEBbLIMU, }KEeSyA0YHO-KN-
LUEYHBbIMW KPOBOTEUYEHUSIMU, @ TaKKe C reMaTypuen u
MaTOYHbIMU KPOBOTEYEHUSAMM Y IEBOYEK MOAPOCTKOBOMO
BO3pacTa B CPaBHEHMM C KOHTPOSIbHOW rpynnon [2, 4,
11]. OnHOBPEMEHHO OMUCHIBAIOTCA KITMHUYECKME CIyYau,
korpa BYK bb1510 nepBbIM KIMHUYECKM 3HAUMMbIM MPOSIB-
neHvem 3aboneBaHuss KPpOMe MeTexManbHOM CbiMK W
cuHsakoB [2, 3, 5, 13]. Cpeau onucaHHbIX NaLMEHTOB
BCE WMENM KOMHbIN remMopparnyeckuin CUHOpPOM, y
2 BbIMM reMmopparuyeckve NPosBNEHNS Ha CIM3NUCTbIX
obonouykax poToBOM MOSMIOCTH, Y 2 — HOCOBbIE KPOBOTE-
yeHus, y 1 — MOBTOPHbIE NOYEYHbIE KPOBOTEUEHUS U Y
1 — cbatanbHoe BYK 6bino nepsbiM TAXeNbIM NPosiB-
nexHveM sabonesaHus. Ewle 0aHWMM BaxHbIM hakTOpOM
pucka BYK sBnseTcsa TpaBMa ronosbl. 3aMeUYeHo, UTo
TpaBMbl Yallle npefliecTBoBanu passutuio BUK y netei
B BO3pacTe Mnaawe 3 neTt ¢ ynMcnom TpombounTos
<20 x 10°/n, B Takux cnydasx BUK yalie 6bir1o nepebiM
nposisnexnemM UTII. B Hawwmx HabniogeHnax y 2 peten
4 1 9 net BYK Takke Morno bbiTb CNeAcTBMEM TPaBMbI
ronoBbl Ha OOHe TAKeNon TPOMBOLMTONEHUN, NPKU 3TOM
y nauMeHTa NepBoro rofa u3Hu, passusiero BUK B
nepBble OHW 3aboneBaHus, CBSI3U C TPABMOMN FOSI0BbI He
Bbino0 3agoKyMeHTUpoBaHo. [lpyrue chakTopbl puCKa,
Takue Kak npucoegmHeHe MHADEKLMOHHOMO MpoLecca,
npuem HIBI u Hanuune apTeprMoBEeHO3HbIX Manbgop-
MaLMin COCYAOB MOMoBbI, TaKKe MOryT npeapacnonarathb
K passutuio BUK [2, 3, 5, 11]. KpoMe ToOro, noBbiLLEHHbI
PUCK Pa3BUTUS MU3HEYTPOKAIOLLMX KPOBOTEYEHUI, B TOM
uncne BYK, nMeloT naumeHTbl ¢ cuHagpomMom duilepa-—
3BaHca. OnucaHbl cnyyan nocnenyowen AMarHoCTUKK
CKB y naumenTok ¢ UTIM n BYK B aHamHese [3]. Takum
0bpasoM, Ha OCHOBaHWKU aHanusa pesynbTaToB NpoBe-
AEHHbIX Ha HACTOALLMN MOMEHT UCCMEAoBaHUN COBEP-
LIEHHO OYEeBMIHO, YTO MOACYeTa umcna TpombounToB
N KIIMHUYECKMX xapakTepucTuk UTIT abconioTHo Hepo-
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CTaTOYHO ANS afeKBaTHOW OLEHKM PUCKAa pPasBUTUSA
cepbesHbIx KpoBoTEYEeHUI Y feTel ¢ UTT.

[loNONHUTENbHOW CNOXHOCTLIO ABNSAETCA OTCYT-
CTBME Mepuofa MaKCMMarnbHOro pucka passutusa BUK.
OnuteneHocTb UTM po passutua BUYK oueHb Bapua-
BenbHa. KpoBomanusHue MOMeT pa3BUTbCS Ha NepBow
Hedene 3aboneBaHus, a MHorAa bbiTb NEPBbIM M eauH-
CTBEHHbIM TSXKENblM FreMopparMyecknuM NposiBlieHNEM
UTN [2, 3, 5, 11, 13]. B cnyuasax TAMernon 3aTamHOMN
WM XPOHWMYECKOM TpoMbouMToneHuu, NIoxo NoLaaio-
Lierca Tepanuu, ot auarHocTtuku UTI go BYUK npoxogut
HECKONIbKO MecsiLleB unu paske net [2-6, 11]. 370
MOATBEPKAAETCA M HALLUMMMK HabnIOAEHNAMN, B KOTOPbIX
BUK mmarHocTvpoBaHO Kak Ha nepBov Hepene 3abone-
BaHuA, Tak u vepes 8 mec, 3 u 7,5 roga nocne nocra-
HOBKM AMarHosa.

CoxpaHsiloTCA OnpeAenieHHble pasHOrmacus u
OTHOCWTENTbHO MHTEHCMBHOCTU Tepanuu Ans npepnoT-
BPalLeHNs Cepbe3HbIX FeMopparMyecknx OCIIOK-
HeHwuit [2]. YacTb cneunanucToB CUMTAIOT, UTO HYMHO
NEeYUTb BCEX JETEW NPU CHUKEHUM yuciia TpoMbounToB
< 20 x 10°/n v HanbBonee aKTVMBHYIO TaKTUKY Tepanuu
NPUMEeHsTb Npu BnepBble BbisBreHHon UTI y naumeHToB
Mraflero BospacTta. [lpyrme nccneposaTtenun oTme-
YaloT, YTO YyacToTa pa3suTua BUK He 3aBUCUT OT MHTEH-
CMBHOCTM NEYeHUs, 1 faxe perynspHble kypcel BBUT 1
'KC He cnocobHbl npenynpeauTs BHE3anHoe passuTue
KU3HEYrpOKaloLLIEro KpoBoTeueHus [2, 4, 5]. Mo aaHHbIM
nutepatypbl, 6onbwKHCTBO nauneHToB (70-80%),
pa3suBLUKMx BUK, nonyyanu npealwecTsyioLLyto Tepanuio
(BBUI, TKC, aHTK-D, crifieH3aKToMuMsA) B CBSA3M C OCTPOW,
3aTSKHOM UK XpoHuueckon UTT1, npuueM okono nono-
BMHbI — HEMoOCpeacTBeHHo nepen passuTuem BUK [3, 4,
11, 14, 15]. OnHako He BO BCeX UCCNenoBaHUsX npem-
cTaBreHa 3hPeKTUBHOCTb NIEUYEHUS, MOCKOSbKY BaMeEH
He caM no cebe haKT npoBeneHns Tepanuu, a JOCTU-
»eHve TpoMbouunTapHoro oTeeTa. Halum naumeHTbl Haxo-
OMIIMCb Ha Pa3fIMYHbIX 3Tanax Tepanuu: 2 C XPOHUYECKON
WUTMN nepen passutnem BYK basoBoe neuenve He nony-
yanu, 1 naumeHTKa ¢ 3aTAxHbIM TeyeHnem UTI nony-
yuna kypc BBUI ¢ pocTmkeHMeM 4acTMUHOro oTBeTa
Hesaponro ao passutua BYUK, 1 bonbHoM ¢ Bnepsbie
BbisiBreHHoM UTIT passun BUK B TeueHne CYyTOK OT OKOH-
YaHusa kypca BBUI elle 0o BO3MOMHOCTU OLEHWUTL €ro
adhchbekTmBHOCTL. MocnenHee HabniogeHwe, K coxa-
NEHMI0, TOSIbKO NOATBEPKAAET MHEHWE Tex cneuuanu-
CTOB, KOTOpbIE CUMTAIOT, YTO BEPOSTHOCTb pa3BuTus BUK
npu UTT y petel noctoBepHo NpenBuaeTb U NpeaoTepa-
TWUTb B HACTOSILLIEE BPEMS KPaWHE CITOXHO.

KnuHnueckne cumntombl BUK nposiensioTcs octpo u
MOryT BKJI0YaTb 0BLLIEMO3rOBYIO CUMNTOMATUKY, TaKylo
Kak TOLIHOTa, pBOTa, rofnoBHas 6onb, COHNMBOCTD,
pasnpasWUTENbHOCTb, CMYTAHHOCTb M MOTEPS CO3HaHWS,
HapyLUeH1e KOOpAMHAaLMKU, CYLOPOrk, KOTOpbIE He ABMs-
l0TCA CcneundUUeckMU M MHOrpa MOryT OLWMBOYHO
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TPaKTOBaTbCH Kak MoboyHble MPOABNEHUS Tepanuu.
HanpuMmep, obLien3BecTHbl MHDY3MOHHbIE peakuum
npu eeeneHun BBUI, kopTukocTeponaos (ocobeHHo B
BbICOKMX [103aX) U puTykcuMaba. Tepanua NdH-anbda
n TMNO-PA Takxe MHOrga COMNpPOBOXAAETCHA FOSTIOBHOM
Bonblo, TOLWHOW, cnabocTbio U ApyrMy 0BLLIMMK CUMITO-
Mamu. lNpn BYUK Takke MoOryT pasBuTbCSH O4arosble
HEBPOJIOrMYECKNe CUMMTOMBI, TakKMe Kak HapylleHue
3pEHUS — HEYeTKOCTb, BblMafeHWe MOJiel 3peHus,
Kocorfnasue, ABOeHWE B rfasax, a Takke HapylueHue
UYBCTBUTENLHOCTM, Nape3bl ¥ Napauum KoHeuHocTel [4,
14, 15]. B cnyyasx obLIMPHOr0 KPOBOU3MUAHUSA MOSKET
BbiTb 0BHapYKEHO CHWXeHWe ypoBHS remornobuHa,
HeoBbACHUMOe BHelLHel kposonoTepeit [15]. Bo Bcex
nopno3putenbHbiX Ha BYK cnyvasax naumnentos ¢ UTT B
nepuop Taxkenon TpombounToneHun faxe 6e3 oyaroson
HEBPOJIOrMYECKON CUMMTOMATKM He0BX0AMMO rocnu-
TanusnpoBaTh B CMELManv3vpoBaHHble OTAENEeHUs Ans
obcrnepnoBaHus M nNpy HeobBXoAMMOCTM Havana HeoT-
NTOXHOW TEpPanuM B LeNsiX NPeAoTBPaLLEHNS NPOrpeccum
KPOBOTEUEHWS U HEBPOSOrMYECKUX HAPYLLEHWN.

CaMbIM BbICTPBIM U [LOCTYMHbLIM METOAOM Henpo-
Bu3yanusaumu asnsetca KT, koTopas noMoraeT Kak B
MOATBEPXKAEHUN AMarHo3a «KpoBoMU3MSHUE B FOJIOBHOM
MO3r>», TaK M B YTOUYHEHWUW BuAa (BHYTPMMO3rosoe,
cybapaxHounpanbHoe, cybaypanbHoe, anuaypasbHoe,
BHYTPUKESTYA0UKOBOE), MOKanm13aLmm 1 obbemMa KpoBo-
M3MIMAHUA, @ TaKKe B BbISBIEHUM OTeKa UK CAAaBeHus
OKPY)KaIOLLMX TKaHeN, CMELLEHNA CPEAUHHOWN FMHWM
rofnoBHOro Mo3sra. [lpn HeobxoauMOCTN BO3MOXKHO
BbIMOJSTHEHWE KOMMbIOTEPHON aHrnorpadpmm, KoTopas
MOMOraeT BbISIBUTb COMYTCTBYIOLLME COCYAUCTbIE Marb-
dopMaLuM ¥ NpU3HaKKM MPOLOIIKAIOLLEroCs KPOBOT-
eueHusa. IkeuBaneHToM KT asnsetcs MPT, koTopas
MOMOraeT ONpefensaTb KPOBOU3MUAHMSA Ha pasHbiX dha3ax
naTodM3n0NOrnyecKoro npouecca u AONOSHUTENbHO
BbISIBMATb MOAMEMKALLUME COCTOSIHUA, TakMe Kak OMyXosb
¥ reMopparuyeckas TpaHcdopMaLus FOfIOBHOMO MO3ra
[16-18].

Mockonbky rnaeHoM Lenbio Tepanun npu BYK asna-
€TCA COKpaLLeHNe NEeTanbHOCTU, YaCTOTbl U TAKECTH
HEeBPOJIOrMYECKNX NOCMEACTBUM, TO crnefyeT obpaTuTb
ocoboe BHMMaHWe Ha [OCTYMHOCTb, CBOEBPEMEHHOCTb
M KauyecTBO MPOBELEHNS HEOTIOXHOW Tepanuu oeTen ¢
Taxenon UTTI. MomMmumo obLwmx MeponpusaTui, Hanpas-
NEHHbIX Ha KOHTPOIb NOKa3aTenen X1M3HefeATeNbHOCTH,
OCHOBHOW 3apauvert neuvenusa BYK npu UTI asnsetcs
MaKcumanbHO BbiCTpOe MoBbILLIEHWE Yucna TpoMmbo-
unToB. Y meteit HasHaueHve Kypca BBUI B mose 1-2 r/
K 0BbIYHO NPUBOAMT K MOBbLILLEHMIO YMCTa TPOMOOLMTOB
> 50 x 10°/n B TeueHne 24 4 1 B BOMbLUMHCTBE Cry4aes
MOXET ABNATbCA NpenapaToM Bbibopa Ans KynupoBaHus
KpoBoTeueHuin [11, 16]. Tem He MeHee adhdpeKTmB-
HocTb BBUI™ He 100% u He MrHOBEHHa. YuuTbiBas, YTo
npu pa3suTmM BYK 0NHOKOMNOHEHTHOW Tepanum MosKeT




KIIMWHUYECKWUE HABJIOAEHUA

BbITb HELOCTATOUYHO, PEKOMEHYyeTCA NpuMeHeHne BBUI
C BbicOkMMM fo3amu KC. KpoMe Toro, B HEOTNOKHOM
CUTyauMu NoOKasaHbl 3aMecTUTeNbHble TpaHCy3um
TPOMBOKOHLEHTPaTa, KOTOpble MOryT O4YeHb BbICTpO n
30 dEKTUBHO NOBLICUTbL UMCIO TpomMbounToB, 0cobeHHO
B KoMbuHaumm ¢ BBUI n TKC [10, 11, 16]. B Taknx
TSKENbIX cryyasx, kak BUK npu UTT, Takxke BO3MOXHO
MPUMEHeHNe KoMMNJieKca hakTOpPoB CBEPTbIBAHNSA KPOBM
II, VII, IX n X unu pekoMburaHTHOro chaktopa Vlla.

[MpuHMMan BO BHUMaHWe, 4TO B MocreaHee pecs-
TMnetTMe B pafe PaHAOMU3UPOBAHHBIX KITMHUYECKMX
MCCMEROBaHNN OTMEYEHO CHIKEHWE YACTOTbI U TAXKECTU
reMopparMyecknx OCIIOXHEHUN Y MALMEHTOB C TAXENON
WTIM npu npuMeHeHun npenapatoB u3 rpynmnbl TIO-PA,
UX TAKKE MOXHO paccMaTpuBaTb B KayecTBe AOMOSHMU-
TeNbHOW Tepanuu B HEOTNOMHbIX cuTyaumax [10, 16].
Xotsi TNO-PA 06bl4HO noBbIWAIOT Yncno TpomMboumnToB
caMoe paHHee yepe3s 5—8 gHew OT Havana Tepanuu, TeM
HE MeHee C WX MOMOLLbI0 BO3MOMHO MOAJEpPKaTb ONTH-
ManbHOe YMCIo TPOMBOLMTOB B Nepuof, BOCCTAHOBEHUS
nocne BYK n npodhmnakTMpoBaTb NOBTOPHbIE reMoppa-
FMYECKMe OCIIOKHEHNA NPU NEPCUCTEHLMN TpOMBOLIMTO-
neHun (pucyHok 2) [16]. B pocTynHoit nutepatype noka
He onybnMkoBaHbl CpaBHWUTENbHbIE AaHHbIE O YacToTe
pa3suTua BUK y naumeHTOoB 00 1 nocne Havana bonee
LUMPOKOro npuMeHeHus TT0-PA.

B Hawux KnuHMYyeckux HabniopeHusx 2 nauum-
eHTKM Hauvanu nonyvatb TI0-PA yxe nocne nepexe-
ceHHoro anusona BYK: oaHa n3 Hux (c 3aTsskHon UTM)
noslyunna HenmpoAoIKUTENbHbIE Kypchl anTpombonara
n poMunnocTuMa He3 focTuxeHnsa achdpekTa n nosxke
OOCTUIIa PEMUCCUM MOCHE Kypca pUTyKcumaba; BTopast
(c xpoHuyeckoit UTM) nonyuuna Gonee AnuUTesbHbIE
Kypcbl anTpoMbonara v poMUMNIOCTUMA, HO Takske bes
adhdhekTa 1 kuBeT be3 TpoMBOLIMTapPHOro OTBETA B CBA3N
C OTKa30M OT Tepanuu. Y TPeTbero nauyeHTa ¢ XpoHnye-
ckom UTIT KpoBOM3MUsAHKE B FOSIOBHOM MO3I MPOM30LLIIO
MoCre MHOMECTBEHHbIX MOMbITOK MEeLUKaMEeHTO3HON
Tepanuu (naHason, WdH-anbda, putykcumab, oba
TMO-PA), a nocrne Heynaun SKCTPEHHON CMIIEHIKTOMMUM
B cBfA3n ¢ BUK pebeHky bbina Bo3obHoOBNEHa Tepanus
POMWMNIIOCTUMOM, MOCKOMbKY M3BECTHO, YTO Yy 4acTu
nauveHToB faxe 6e3 [OCTUKeHUss TpoMBoUMTapHOro
otBeTa TMO-PA MoryT cnocobcTBoBaTb YMEHbLLEHMIO
4acCTOTbl U TAXKECTW FreMoppParnyeckmx NPOSIBMEHW.

[ToMMMO KOMMNIEKCHON MEAVKaMEeHTO3HON Tepanuu
npu BYK B pspe crnyyaeB MPUMEHSIOT SKCTPEHHOE
XMpypruyeckoe nevenuve. MNaumeHTam ¢ XpOHWYECKOWM
WTT1, pe3ncTeHTHON K 0BLLIENPUHATON Tepanuu, BbINos-
HSAIOT 3KCTPEHHyI0 cnneHakTommio. OgHaKo Xupypruve-
CKOE JleyeHne He acCoUMMUPYETCS C JIyYLUMM UCXOLOM
MO CPaBHEHMWIO C KOMMEKCHON KOHCEepBaTUBHON Tepa-
nuei BYK [2, 4, 10, 16]. MaumeHTaM C BHYTPUMO3ro-
BbIMW KPOBOM3NMAHUAMM HOLLLIOr0 06beMa M TSKebIMK
HEBPOSIOrMYECKUMU MPOSIBIIEHUAMM MOKa3aHa KOHCYIb-

PucyHok 2

KoMbuHMpoBaHHasA HEOTNOXHAA Tepanus TAXENOoro
KpoBoTeueHus npu UTM [16]

Figure 2

Combined urgent therapy for severe bleeding in ITP [16]
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Tauus Hempoxupypra B LeNsAX OnpeaesnieHnst nokasaHuii
K yaaneHuio remaTtoMmbl. [10CKOMbKY NpoBefeHne Hevpo-
XMPYPrUYECKON onepaummn COMpPSsKEHO C MOBbILLEHHBIM
PVUCKOM BTOPUYHOIO KPOBOM3MUSIHWSA, TO OHO TpebyeT
afleKBaTHOW npefonepaunoHHON reMocTaTUUecKown
MOArOTOBKM B LieNISX MOBbILLEHWS Yyncna TpoMboumnTos
go 100 x 10°/n. B ogHOM M3 HaLUMX CRy4YaeB KpaHWUO-
TOMUA BbINOSHAMACH BTOPbIM 3TaMOM MOC/1e CMNEHIK-
Tomun + BBUI™ n TKC. OgHako, No gaHHbIM IuTepaTypsl,
[ase npu cobniogeHun Bcex HeobxoauMbix TpeboBaHuMii
kpaHuoToMua npu BUK Ha dpoHe UTIT mMoskeT accoumu-
poBaTbCs C XyALUMM UCXOA0M 1 0BbIUHO pesepeupyeTcs
LSS CaMbIX TAMESbIX KIMHUYECKMX chiyyaes [2, 3, 5,
13, 17, 18]. Y perteit, nepexeciunx BUK, mMoryT coxpa-
HATBCA TAMKEesble HEBPOJIOrMYECKMUe NOCNEACTBUSA, Takne
Kak napesbl, napanuuun, gedekTbl peyn, KOrHUTUBHbIE
paccTpoWCcTBa, CUMMTOMaTMYecKas anunencus u ap.
[2]. Cneundomyeckoro MeamMKaMeHTO3HOMO JfieueHus Ans
yNyJLlLeHWsa HeBpoOoruyeckoro cratyca nocne BYK
MoKa He cyLlecTByeT. HakoHeL, He NOCNeQHIoI0 posib B
CHUKEHUM YacToTbl U TaxecTn BUK Heobxognmo oTBO-
OWTb NPOBEOEHMNI0 NPOCBETUTENbCKON paboTbl cpean
NauneHTOB W poauTesnie B Liensax NpounakTyku TpaBM
B TEYEHMe BCEro nepuopa TAKenow TpoMboumnToneHnu,
noaaep:KaHns BANTENbHOCTM U CBOEBPEMEHHOIO BbIsiB-
neHust cMMNTOMOB pa3suBaloLlerocs BUK, Tpebyiowmx
HeMeAs1IeHHOro obpaLleHus 3a MEAULIMHCKOM NMOMOLLbIO
(4,11, 14].

3AKJTIOYEHUE

YuutbiBasi pegkocTb passutus BUK y peteit ¢ UTT,
BEPOSATHO, B LIEZIOM TakMe KIIMHWYECKMe Criyyau He
BNUAIOT Ha 06LWy0 6naronpusATHYIO OLEHKY MPOrHo3a
3abonesaHuns. OgHako 06€CNOKOEHHOCTb MaLWEHTOB,
poouTenen u nevallux Bpayen, a Takxe Katactpodu-
YECKUI XapakTep [aHHOrO OCMOXHEHWUA M ero conps-
YKEHHOCTb C BbICOKON CMEPTHOCTbIO U HeobpaTuMbIMuK
HEBPOJIOrMYECKUMU NOCIEACTBMAMU OUKTYIOT, Ha HaLu
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B3rnsg, HeobXxoAMMOCTb OTHENbHOro obCcyKaeHus
noAobHbIX CyyaeB M 3aCTaBMAT AETCKUX reMaTomnoros
W OPYrux CneuuanucTos, 3aHMMaloWwmxca npobnemon
WUTI, npononxaTb NOMCK MOTEHUMAmNbHbIX )aKTOPOB
PUCKa Pa3BUTUA KUSHEYTPOKAIOLLMX KPOBOTEYEHUN, B
ToM uncne BYK, n onTuManbHbIX NoaxoA0B K NeyeHuio

WTI B uenom.

MCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbl MOATBEPAMIN OTCYTCTBUE KOHPIIMKTA MHTEPECOB, O
KOTOPOM HeobXxoanMo CooBLLUTL.
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