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TOCYLapCTBEHHbIN NeAMaTPUYECKMil
MELMLIMHCKUA YHUBEPCUTETS
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2«PoCCHICKMIA HAYYHO-MCCNIEROBATENbCKMIA
MHCTUTYT reMaToNoruu 1 TpaHcdy3nonorum»
(OMBA, CaHkT-letepbypr

Pestome. HapylueHus conepxaHus

B KPOBM M aKTUBHOCTH dakTopa
Bunnebpanaa MoryT HocuTb
BPOXAEHHBIN UK NprobpeTeHHbIN
XapakTep — npu 3aboneBaHusax
pasnunyHon npuposabl. [pnobpeTeHHbIe
HapyLleHus daktopa Bunnebpanna
Wnu NpUoBpEeTEeHHbIN CUHAPOM
Bunnebpanaaa (MNCB) y aeteit onucaH
B €IMHUYHbIX UCCIIeN0BAHMUSAX.

B HacToswe paboTte npuBoasaTcs
[aHHbIE O KIIMHWUYECKMUX NPOSIBNEHMSIX
W AMHAMUKe reMopparn4yeckoro
cuHppoma y 30 petei ¢ MCB

B Bo3pacte ot 1 ropga 1 mec. no 18 ner,
CTPaAaloLLMX Pa3nnyHbIMU BUOAMU
naTonorMn. AHanornyHbIM aHanus
KIIMHUKU U OUHAMUKU ﬂpOﬂBﬂeHMﬁ
KPOBOTOUYMBOCTM MPOBEAEH

y 33 peten ¢ 6onesHbio BunnebpaHpa.
YCTaHOBNEHO, UTO KIIMHUYECKMNE
NpOsIBNEHNS KPOBOTOUMBOCTH
MUKPOLMPKYNSITOPHOrO TUMA Y AeTew
06eux rpynn aHanormnyHbl, HO y AeTel
¢ nCB BbisIBNeHo npeobnagatoLee
OrpaHMYeHHOe YMCSI0 reMopparmyeckmx
CUMMTOMOB, OT/IMYAOLLMXCS

MeHbLUei NpOoAOMKUTENBHOCTbIO

M MHTEHCUMBHOCTBIO, U OTCYTCTBUE
reMaToOMHOr0 KOMMOHEHTa
remMopparmyeckoro CMHApoMma.

B oTpanéHHble cpoku, Ha hoHe
MONOXUTENbHOW AMHAMUKM
OCHOBHOrO 3aboneBaHuUs peunanBbl
remMopparmyeckoro CMHApoMa
npeKkpaLLaoTCs, B OTM4ne

OT NaLMEHTOB C 60N1e3HbI0
Bunnebpanga.

KntoueBble cnoBa: feTu;
KPOBOTOUYMBOCTb; FEMOpparMyeckumit
CUHApOM; dakTop Bunnebpanaa.

Y[K: 616.151.5+616-056.7-053.2

OCOBEHHOCTU TEMOPPATUYECKOIO CUHAPOMA
Y BETEA CNMPUOBPETEHHbIMU U BPOXAEHHbIMU
HAPYWEHUAMU PAKTOPA BUJNINTIEBPAHLOA

IIposiBineHus: TeMOpPParuieckoro CUHAPOMaA y JIeTei KaK M30JIMPOBaH-
HBIC, TaK U COIYTCTBYIOILINE Pa3MYHBIM BUIAaM HaTOJIOTHH, MOTYT OBITH
00yCJI0BICHBI BpOXAEHHBIMUA HAPYLICHUSMHU TeMOCTa3a, a TakkKe Ipel-
CTaBIATH COOOH OCIOXHEHHE IPYroro, OCHOBHOIO IaTOJOTHYECKOrO
mporiecca [1, 2, 3, 4]. OgauM U3 HamboJee PacIpOCTPAaHEHHBIX BHJIOB
MaTOJIOTHH TeMocTa3a sBisieTcsl 0one3Hsb Brmebpanaa, compoBOXKIaio-
11asicsi CMEIaHHBIM WJIM MUKPOLMPKYISATOPHBIM TUIIOM KPOBOTOYMBOCTH
[5, 9, 10]. Yacrora BpoxkaéHHBIX AedekxToB (pakropa Bumnedpanaa sBis-
€TCS IOCTAaTOYHO BBICOKOM, M COCTAaBISIET ¢ yu€ToM BceX (OopM U BapUaH-
TOB TEUCHUS, 110 TAHHBIM Pa3INIHBIX UccaenoBarenei, ot 0,08-2 % [5, 6].
Hapsay ¢ sTum, aHanOTHYHBIN KIMHUYECKUNH CHMIITOMOKOMILIEKC OBII
OTHCaH y MalueHTa ¢ CUCTEMHON KpacHoW BomdyaHkoi B 1968 rony [15],
a 3aTeM W NPH Pa3IWYHbIX PYTUX 3a00neBaHusIX: TuMponpoandepaTus-
Hble 3a00JeBaHus, MHEIONponudepaTvBHble 3a00J€BaHUs, CUCTEMHBIE
3a00€BaHMsI COEAMHUTEIIBHOM TKAaHHM, MOHOKJIOHAJbHBIC TaMMalaruy,
HEOILIa3uM, OCTPBIN JIEHMKO3, BPOXKIAEHHBIE IOPOKU CEPILA, IaCTPOUH-
TEeCTUHAJIbHAS AaHTHOIWCIUIA3us, DmTeH-bapp BupycHas WH)pexnus,
cuHapoM Dnepca-Jlanno, TanacceMuss U HeKoTopble apyrue. [lonoOHbIi
CHUH/IPOM CTajl U3BECTEH NPU HCIOJIb30BAHUU Psia JIEKAPCTBEHHBIX Be-
HIECTB: MUMPOQIOKCANNH, BaJbIIPOEBasi KUCIOTA, THIPOKCHUITHI KpaxMat
[12, 13, 14, 16]. [Ipu Bcex 3TUX COCTOSHUSIX OTCYTCTBOBAJIU IaHHBIE, TIO/I-
TBEp)KJAloIIe Haln4due BpoxXAEHHOTO nedekra ¢paktopa BumieOpanaa.
B 370i1 cBS31 chopMHUPOBATIOCH NPEACTABICHUE O BTOPUIHOM, IproOpe-
TeHHOM cuHApoMe Bumneopanna (IICB). CBenenus o TaHHOM MaTOOTH-
YeCKOM COCTOSIHUH Yy JIeTeil B TOCTYITHOM INTepaType HEMHOTOYHCIICHHBI,
1 HOCAT XapaKTep OMHCAHMs OTAENbHBIX ciaydaes [11, 12, 16]. B To xe
BpeMsl 3HaHHE OCOOCHHOCTECH BO3ZHUKHOBEHHMS, TEUCHHsI, JHUATHOCTHUKH
[ICB y nereit, MO3BOJIUT MeANATPAM ONMITUMUZHPOBATH JIeUeOHYIO TAKTHKY,
obecreunTh aIeKBaTHYIO peabIINTALNIO MTAIIHEHTOB C TEMOpparniecKum
CHUH/IPOMOM TIpH JJAHHOM COCTOSIHHH, a TaK)Ke N30eKaTh THIIEPIUAarHOCTH-
ku Oosie3Hn Bunnebpannaa u psaga orpaHHueHUH )15 1eTel, HepeHOoCsIInX
BTOPUYHYIO TE€MOCTa3HOIATHIO, OOYCIOBIEHHYIO IaTOr€HETHYECKUMHU
MEXaHU3MaMH OCHOBHOTO 3a00JIeBaHUsI.

Lenpio HacTOAIIEH pabOTHI IBUIIOCH U3YYEHNE OCOOCHHOCTEH XapaKre-
pa U IUHAMUKH TeMOPPAarHyecKoro CHHApPOMA y JeTel ¢ MpHoOpeTeHHBIM
curapomoM BunneOpanaa u 6onesnpto BunneOpanza.

OOBEKTOM HCCIIENOBAaHUS CIYXWIN JETH, HaOmomaBmuecs u odcie-
IIOBaHHBIC CIICIMAIUCTaMK TemaronoramMu B mepuonm ¢ 2008-2011 rr.
B KOHCYNBTaTHBHO-IMAarHOCTUYECKOM IIEHTPE s NeTeil. B oCHOBHYIO
rpyniy Obutd BKIIOYeHbI 30 MalMeHToB, CTPAJAaBIINX MPOSBICHUIMH Te-
MOPParu4ecKoro cHHApoMa Ha (poHe 3a001eBaHHM, TPEACTaBICHHBIX B UC-
CJIEJOBAHUAX PA3JIMYHBIX aBTOPOB, KaK BO3MOXHBIA (DOH IS Pa3BUTHA
BTOPUYHOTO CHHApoMa BuiieOpanma: mposarnc MHTPaIbHOTO KIlalaHa,
THIIOTHPE03, DNITeHH-bapp BupycHast nH(pEKIUs, TanacceMusi, MpUEM
MpenapaToB BaJIbIIPOEBON KUCIOTHL. Y 14 neteil 3Toi rpynmnsl UMena Me-
CTO OHKOTeMaToJIOrHYecKas marojorus: 9 mereil crpagaiy OCTPHIM Jeii-
K030M, | peOeHOK — XPOHUYIECKUM MHEIONCHKO30M, 2 — muMdoMamu,
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Tabnuua 1
Bo3pacT BO3HUKHOBEHMS NPOSIBNEHMI NOBbILLEHHOW KPOBOTOUMBOCTU Y IeTEW OCHOBHOM FpYMMbl U FPYNrbl CPAaBHEHUS
OcHoBHasg rpynna [pynna cpaBHeHus
Bospact — —
Yucno petert (n=30) 100 % Yucno petert (n=33) 100 %

1-3 ropa 3 11,5 2 6

4-7 net 14 424 7 21

8-14 net 10 34,6 19 58
15-18 net 3 11,5 5 15

2 — omyxoinbto BunbMca. Bee marueHTs! ObLTH B3STHI
B HACTOSINEE WCCJEeNOBaHWE 10 Hadvana crenuduye-
ckoif Teparuu. OO0sI3aTEIEHBIM YCIOBHEM BKIIOUCHUS
MalMEHTOB B OCHOBHYIO TPYIITY CIIYXKHUJIO OTCYTCTBHE
Yy HUX OTSTOLIEHHOIO CEMEMHOIr0 aHaMHe3a IO MOBbI-
IIEHHOW KPOBOTOYMBOCTH Y KOTO-JIMOO M3 POJCTBEH-
HUKOB. Bospact mereit coctaBun ot 1 roga 1 mecsaua
nmo 18 mer. B ocHOBHO# Tpytiie Ob10 12 MaJIBYMKOB
u 18 meouek. [Ilpu mpoBeneHUN COOTBETCTBYIOIIETO
nabopaTopHOro 00CIeIOBaHUs, B ICPUOJ HATUYHMSI I'e-
MOpPparu4ecKux MposBICHUH, y BCEX MAIMEHTOB OBLITH
BEISIBJICHBI M3MEHEHUSI CUCTEMBI TeMOCTa3a, XapakTep-
HBIE JUISI HAPYIIEHUS COAEePKAaHUS U/WIH aKTUBHOCTH
(hakropa Bumieopanna. Ot usmeHeHus (yBeIUUCHHE
JIIIUTEIBHOCTU KpoBoTeueHus, uHaekca AIITB, na-
pYIIIEHUE arperaiuyd TPOMOOIIUTOB C PUCTOMHUIIMHOM,
CHIDKCHHE aKTUBHOCTH (akTtopa Bumnebpanma) Ho-
CUJIA TPAH3UTOPHBIN XapakTep W UMETU TCHACHITUIO
K HOpMaJu3aluu Ha (OHE MOJOKUTEILHON TUHAMU-
KM OCHOBHOTO 3aboneBanus. [lapamnensHo remoppa-
TUYECKAN CHHIIPOM OBbLT M3y4eH y 33 Jereil Tpymibl
cpaBHEHHS B Bo3pacte oT 3 go 18 met, kyma ObutH
BKJTIOYCHBI MAIMEHTHI C MOATBEPKIEHHONW OOJIC3HBIO
Bunnebpanaa, B COOTBETCTBUH C TPEOOBaHHUSIMH CTaH-
JapTa JUAarHOCTUKHM AaHHOUW maronoruu [8]. B aToit
Tpynme, B OTIWYHE OT OCHOBHOW, BCE AETH WMETH
OTATOLIEHHBI CEMEUHBI T'e€MOCTAa3UOJIOTHUECKUN
aHaMHE3, U He CTPaJiajii Ha MOMEHT 00CJIeIOBaHUSIMH
COMyTCTByIOIMME 3abosieBanusimu. JlabopaTopHbie
TECTHI, MOATBEpKAaIINe Hannuue Oose3Hu Bune-
Opanga, ObUIM W3MEHEHBI KaK TP MEPBUYHOM, TaK

YU TpH TOBTOPHBIX HMCCIEAOBAHUSX, XOTS BHIPAXKCH-
HOCTh HApYyIICHWH MOIJIa OTIWYATHCS B Pa3IHYHBIC
nepuoas! odcienoBanus. [loBogom s mccneaoBanus
CIY)KWJIO HAJIWYHE TEeMOPPAruuecKUX TPOSBICHUMA
y BCEX JIeTel OCHOBHOM IPYIIIBI U TPYIIIIBI CPABHEHHUS.
Jns m3ydeHust xapakrepa W IUHAMUKH TeMOpparuit
WCIIONIb30BANICA KIMHUKO-aHAMHECTHYECKHIT METO[,
BKJTIOYABITUN OCMOTpP TAIlMCHTAa C aHAIN30M OOBLEeK-
TUBHBIX JIAHHBIX, a TaKke cOOp reMaToJIOrHYeCKOTO
aHaMHe3a 10 CICIHAILHON aHKeTe, pa3paboTaHHOM
K. . ITiennunoit [7], uzyuyeHue BceX MEAULUHCKUX
JIOKyMEHTOB, COJIEPKAIUX CBEIACHHUS O MPOSBICHUIX
KPOBOTOYHMBOCTH. AHAIIN3 TEMOPPArUIeCKOTO CUHIPO-
Ma OCYIIECTBIISUICSA KaK MPH NEPBUYHOM OOpaICHUU
MAalMEeHTOB, TAK U B JMHAMUKE, BKIFOYasi KATAMHECTH-
YECKHE CBEJICHUS MO UCTCUECHUU 2—4 JIeT.

Bozpact BO3HMKHOBEHHS MEPBBIX CHMIITOMOB IIO-
BBIIIEHHOW KPOBOTOUMBOCTHU y JI€T€Hl OCHOBHOM IpyIl-
MBI pa3jnyaics B 3aBUCHUMOCTH OT Pa3BUTHS OCHOB-
HBIX 3a0oJeBaHuid. B rpymnme cpaBHeHUs, pu OOJIE3HH
BunneGpanaa, nepBeie MPOSBICHUS T€MOPParunvaecKo-
TO CHHJIPOMAa BO3HHUKAJIH B JONIKOJHLHOM HJIM PaHHEM
IIIKOJILHOM Bo3pacte (Tadi. 1).

KonuuectBo remopparuuyeckux CUMITOMOB Yy Ma-
[IMEHTOB OCHOBHOW TPYNNBl M TPYNIBl CpPaBHEHHS
OBLIO HEOIMHAKOBBIM. B OCHOBHOM TpyIIie mpeodira-
Jlalld MaIlieHThl, UMEBITNE OAUH CUMIITOM TTOBBIIICH-
HOU kpoBoTouuBOoCcTU: 16 U3 30 maruenTtos (53,3 %),
YUCIIO JIETeH C ABYMS, a TaKXe TpeMs U Oojee CUM-
MITOMaM# OBIJIO COOTBETCTBEHHO MeHbImUM: 11 mereit
(36,7%) u 3 mereit (10%) — pucynok 1. B rpyn-

OcHoBHaAarpynna

1533

W 3 cumntoma u Bonee
M 2 cumntoma

M 1cumntom

Puc. 1. KonnuectBo cMMNTOMOB NOBBILIEHHO KPOBOTOUMBOCTU B OCHOBHOI rpynne (%)
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lpynna cpaBHeHuA

Puc. 2. Konmyectso cMMNTOMOB NOBbILWEHHO KPOBOTOUMBOCTU

Ie CpaBHEHHMs, HANpPOTHB, MPEOOIaNaTH MAI[HSHTHI
¢ 3 u Oomee TeMOpPParHueCKUMH CHUMITOMAaMH —
26 u3 33 yenosexk (78,8%), mo 2 cuMmTOMa MMENH
6 genoBek (18,2 %) 1 nUIIbL €MUHCTBEHHBIH peOEHOK
(3,0 %) umen Bcero ouH reMopparudecKuii CUMIITOM
(puc. 2).

Hambonee uacTo BCTpEYAOMMMHCA IPOSIBIE-
HUSMH TIOBBIIIEHHON KPOBOTOYMBOCTH Y JAeTeH
0o0eux TpyHn SBISJINCh HOCOBBIE KPOBOTECUCHHS

M 3 cumnToma u bonee
B 2 cumnToma

B 1 cumntom

B rpynne cpaBHEHUSA

U «CHHSIYKOBOCTBY: JIETKOE MOSBICHUE, IIUTEIBHOE
yracaHne ¥ MacCHBHOCTb KXHMO30B, a TaKXkKe UX
HEaJIeKBaTHOCTh MOJYy4YEeHHOU TpaBMme. JlocToBEpHO
yamie 3TH MPOSBICHUS BCTPEUYANHUCh Cpeiu AcTei
rPYNIbl CpaBHEHUS. Jpyrue npusHaku KpOBOTOUYHU-
BOCTH TI0 MHKPOUHMPKYJISTOPHOMY THITy BCTpeda-
JIUCh HECKOJBKO PeXke, M0 CPAaBHEHHUIO C HOCOBBIMH
KPOBOTECUCHHSIMH U TEMOpParusMu Ha KOxe y AeTel
obeux rpynm (tabn. 2). Obpamaetr BHUMaHue TO, YTO

Tabnuua 2
MposiBNeHMs reMopparMyeckoro CMHApPOMa y AeTeit 06CnefoBaHHbIX rpynn
OcHoBHas [pynna
lposBneHns reMopparMyeckoro reynna CPaBHENMA [locTOBEPHOCTb OTANYMS MEXAY
CMHOpOMA rpynnamu
Hucno % (n=30) Hueno % (n=33)
neten neten
HocoBble KpoBoTEUYEHUS 15 47,6 29 87,9 p<0,001
DKXUMO3bl 9 30,0 26 78,8 p<0,001
MenkoTo4eyHble reMopparmm Ha 4 133 13 39,4 _
Koxe
Kposoteuenus 4 13,3 13 39,4 p<0,05
U3 geceH
O6unbHble (co cryctkammn) u/unn
NpoAOXKUTENbHbIE 2 6,7 4 12,1 -
MecsiyHble
AnvrencHoe 1 3,3 7 21,2 p=0,08 TeHaeHUMA
3aKMBNEHUE paH
[inutenbHo KpoBoTO4aLLAS 1 33 3 91 B
nynoyYHas paHka
Kednoremartoma 1 3,3 2 6,1 -
MNosBnexne 1 33 2 6.1 _
remMaTom
KpoBousnusaHusa B cknepsl 0 0 4 121 -
Kposoteuexus nocne 0 0 6 18,2 p<0,05
yaanexus 3y6os
KpoBoTeueHus noc31e 0 0 2 6.1 B
TpaBM, ornepauuii
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Tabnuua 3
[pnuYnHbI NOSBNEHNS HOCOBbLIX KPOBOTEYEHMI Y AeTEN OCHOBHOM rPynMbl U rPynbl CPaBHEHMS
OcHoBHasg rpynna [pynna cpaBHeHus
Mp1YMHBI NOSBNEHNS HOCOBbIX [loctoBepHOCTb OTANYKS
KpOBOTEYEHMIA Yucno % (n=15) Yucno % (n=29) Mexay rpynnamu
neten ° neten °
Ha doHe
OPBU 4 26,7 3 10,3 -
PacwupeHbl cocyabl 4 26,7 1 35 _
Kuccenbbaxosa cnnetenns
Hocosbie kpoBoTeYeHUS
npu BCIL 3 20 2 6,9
CrnoHTaHHbIe 2 13,3 21 72,4x% p<0,001
Mocne 2 133 2 6.9 -
TpaBMbl

KaXABI U3 TeMOPParun4ecKuX CUMITOMOB € 0O0JIb-
el 4acTOTOM UME MECTO y IeTel rpyImIbl CpaBHE-
HUS, TO €CTh IpHu Oosie3Hn BuinebpaHaa B MpOTUBO-
moJ0kHOCTh neTaM ¢ I[ICB. OcobenHo xapakTepHa
IS IeTeld OCHOBHOM rpymIibl Oojiee HU3Kas 4acToTa
KPOBOTOYMBOCTHU TPHU MOBPEXKACHUIX: JTJIUTEIBHOE
3a)KMBJICHHE paH, KPOBOTOYUBOCTH [IECEH NMPH YHUCT-
Ke 3yOOB, NIHUTEIbHAS KPOBOTOUYHBOCTH ITyMOYHOU
pPaHKH, a TAaKXe KPOBOTEUECHUS MOCIE YAAJICHUS 3Y-
00B, TPaBM U ONEPAaTUBHBIX BMemaTeNnbCcTB. OOUIb-
HBIE U NMPOJOJKUTENIBHBIE mMenses y AEBOYEK TakK-
ke Oblnu Ooliee TUMUYHBI JUIS MAIUeHTOK TPYIIIEI
CpaBHEHHS.

IlockonbpKy y Bcex 0OCIeqOBaHHBIX MAIEHTOB
NEepBOE MECTO MO YacTOTE BCTPEUAEMOCTH reMoppa-
TUYECKUX CUMIITOMOB IPHHAMJIEKUT HOCOBBIM KpO-
BOTEUEHHUSIM, OBLIM MPOAHATU3UPOBAHBI HX OCOOEH-

HOCTH. B OCHOBHOIi IpyIlle HOCOBBIE KPOBOTEUECHUS
BO3ZHUKAIHM HOA ACHCTBUEM Pa3IUYHBIX MPOBOLUPY-
IOIUX (PaKTOPOB, B TO BpeMA KaK y IeTel ¢ 001e3HbI0
Bunnebpanga oHM JOCTOBEPHO dalle pPa3BUBAJINCH
crioHTaHHO (Tabu. 3). B ocHOBHOI rpymne npeobia-
Jajdu JeTH C JJETKUMU U YMEPEHHBIMH KPOBOTCUCHH-
SAMH: B BHJAE PEOKHMX MJIM YACTBIX KaIlelb, COOTBET-
CTBEHHO, IPH 3TOM HMHTEHCHBHOCTh KPOBOTEUECHHS
COXpaHsJIach Yale BCcero 0e3 M3MEHEHHH y Ka)XIoro
KOHKpPETHOr0 mnauueHra. B rpynmne cpaBHeHH:, Ha-
NPOTHB, Y OJHOT'O M TOTO € NallHeHTa KPOBOTCUCHH S
MOTJIH CYIIECTBEHHO OTJINYATHCS 110 HHTEHCUBHOCTH,
BKJIFOUass OOMJIBHBIE KPOBOTEUEHHUS: «CTPYEH» niu
«TIOTOKOMY», CO CJIOB MaIleHTOB. [IponomkuTensHbIe
KpoBOTeUYeHUs, Oosiee 10 MUHYT, JOCTOBEPHO 4Yalle
HWMEJH MECTO y AeTel IpyNIbl CpaBHEHUS, B TO Bpe-
Ms, KaK MEHEE MJINTEIbHbIE KPOBOTEUECHHS MPeold-

Tabnuua 4
XapaKTepucTMKa MHTEHCUBHOCTM, ANMTENbHOCTM M CrocoBa OCTaHOBKM HOCOBBLIX KPOBOTEUEHMI Yy feTell OCHOBHOM Fpynnbl M rpynmbl
cpaBHeHus
OcHoBHas [pynna
XapaKTepucTuKa HOCOBOTO rpynna CPaBHEHNA [l0CTOBEPHOCTb OTAMUMA MeXay
KPOBOTEYEHMS rpynnamu
Hueno % (n=15) Hueno % (n=29)
neteit neteit
Nerxoe 12 80 15 51,7 -
YMepeHHoe 3 20 12 41,4 p<0,001
MHTeHcnBHOR 0 0 2 6,9 -
> 10 MuH 4 26,7 19 65,5 p<0,05
<10 MuH 11 73,3 10 34,5* p<0,05
CaMocTosITeNbHO 14 933 2 724 _
OCTaHaBNMBaeTcs
OcraHaBnuBeaetca 1 6,7 8 27,61 p<0,05
¢ nocobuamm
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Puc. 3. cpaBHEHMe MHTEHCUBHOCTH, ANIUTENIBHOCTM M CNOCO6A 0CTAHOBKU HOCOBbIX KPOBOTeLIeHMﬁ B OGCJIGJJ,VEMbIX rpynnax

nmananyu y nereit ocHoBHol rpymnmsl, ¢ [ICB (Tadmn. 4).
VY Bcex ManueHTOB HOCOBBIE KPOBOTCUCHUSI OCTAaHAB-
JIUBAJUCh, KaK IPAaBUJIO, CAMOCTOSTEIHHO, OIHAKO
B TpyINIe CpaBHEHUS Yalle, YeM B OCHOBHOU T'pyTIIe
MPUXOIUIIOCH OCTAaHABIUBATh KPOBOTEUYEHHUS C TOCO-
ousimu (puc. 3).

TakuMm 00pa3oM, HOCOBbIE KPOBOTEUYEHHS Y JeTel
OCHOBHOH T'PYIIBI OTIWYAINCH OOJiee JIETKUM Tede-
HHAEM, MEHBIIEH MPOMOJDKUTEIHHOCTRIO W CIIOHTAH-
HBIM MPEKpalicHHEeM N0 CPaBHEHHIO C JIETbMU C 00-
ne3Hbi0 BunneOpanna.

YacTtoTa KpOBOTEUCHHUH TakKe OTIAMYAIACh y JIe-
Teil obenx Tpym. B OCHOBHOWM TpyIIe KOITMYECTBO
SMHU307I0B HOCOBBIX KPOBOTEUEHWH HE ITPEBBIMIAIIO
OIHOTO pa3a B 1-2 Mecsra, numb y 2 AeTeld KpPOBO-
TEYCHHS UMeNIM OOJNBIIYI0 YacToTy. B rpymnme cpas-
HEHUsI 3HAYUTEIBHOE YHCIIO JIETeH MMEITH HOCOBEIC
KpoBoTedeHHs Jaie 1 paza B Mecs1r (Tadm 5).

B 0CHOBHOI1 rpynIie CE30HHOE y4dalleHUEe KpOBO-
TEUCHUH B OCEHHE-3UMHHUM mepuoa orMmedanu 26,9 %
JIeTeil, B TO BpeMsi Kak B TpYyIIle CPaBHEHHS 3TO

MMEJI0 MECTO JIOCTOBEpHO dHame — y 66,7 % nereit
(p<0,001).

BeposiTHee Bcero mpeAnoiIokKUTh, 4YTO 0OCOOEHHO-
CTH YacTOTHI U 1200 BBIPAKEHHOW CE30HHOCTH MPO-
SIBJIGHUI KPOBOTOUMBOCTH Y 1€TEH OCHOBHOM I'PYIIIIBI
CBsI3aHBI C KOJeOaHUSIMHU aKTUBHOCTH (hakTopa Bui-
nebpaHaa, oOyCIOBJIEHHBIMU JMHAMHKOW OCHOBHO-
ro 3a0oneBaHusA. Y JETeW, CTpaJaroIuX OOIe3HBIO
Bunnebpanna, 6€3 oTATOMEHHOCTH APYTUMH BHIAMH
MaTOJIOTUH, MOYXKHO OXHUJATh 0OJiee BBIPAXKEHHOH ce-
30HHOCTH MPOSIBICHUH reMOpparuyeckoro CHHaIpoma
B 3aBHCHUMOCTH OT (PU3HOJIOTMIECKUX CE30HHBIX KOJIe-
OaHWI HEKOTOPHBIX MMOKa3aTeNeii CHCTeMBI TeMocTasa.

C nenpio u3y4eHUsT AUHAMUKH T€MOPpParndecKo-
ro CUHApPOMa BBHINIOJIHEHO HCCIEOBaHUE KaTaMHe3a
y A€Tell OCHOBHOW I'pYNIIbl U IPYTIIBI CPAaBHEHU .

VY 16 u3 30 mauueHTOB OCHOBHOM T'pYyIIIbl, UMEB-
IUX pa3idudHble BHUAB COMATHYECKOW IAaTOJOTHH,
OBLT MTPOaHAJIM3UPOBAH T'€MOCTA3MOJOTHYECKUH Ka-
TamMHe3 B Cpoku OT 2 neT 4 mecsues a0 4 net 11 mecs-
LIEB MOCJIE IEPBOHAYATIBHOIO KJIIMHUYECKOI0 3MN30/a.

Tabnuya 5
YacToTa HOCOBBIX KPOBOTEUEHMIA y leTeil OCHOBHOW rPYAMbl U FPYNMbl CPaBHEHMUS 3a roj
OcHoBHas lpynna
ExxerogHas 4acTota Hoco- rpynna CpaBHeHna [l0CTOBEPHOCTb OTAMYMS MeX Iy
BbIX KPOBOTEYEHMI rpynnamm
P tucno % (n=15) Hucno % (n=29) Py
neteit aeTeit
o 6 8 533 7 24,1 -
Lo 12 5 333 8 27,6 -
>12 2 133 14 483 p<0,001
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Bce manueHTsl mony4YuiIn JIeYeHHE 0 MOBOJY BBISB-
JIEHHOW OCHOBHOW IATOJIOTHUH, UMEIHU MOJIOKHUTEb-
HYIO TUHAMHUKY W HE CTPaJaiu 000CTPEHUSIMH B yKa-
3aHHBIA TIepuoJ BpeMeHu. Y 8 u3 16 mereit ocHOBHOM
TPYNIIbI, TEMOPPArHYECKUN CHHIPOM MEPUOTUUECKH
peunauBupoBai. OH NPOABISICA PEAKUMH, HEOOUIIb-
HBEIMU HOCOBBIMH KPOBOTEUEHHUIMHU y 4 YEIOBEK, JIeT-
KUM TOABJICHHEM 3KXMMO30B Ha TOJICHIX Y 3 YeJI0BeK
U COYETAaHHEM ITUX CUMITOMOB y 1 pebenka. Bee ma-
LOUEHTHI OMMCHIBAIU TMPOSBICHHUS KPOBOTOYMBOCTH,
KaK 3HAYMTEIHFHO MEHEe NHTCHCHUBHBIE IO CPABHEHUTO
¢ TIepBOHAYAILHBEIMH. B 3TOMH CBsI3U He OBIJIO OCHOBa-
HUAW CUMTATh TaKoBble (haKTOpaMH, HapyIIAIOUIUMH
KadecTBO ku3HU. pyrue 8 nmereit uz 16 He mmenu
MPOSIBIEHUH TeMOpparnyeckoro CHHApoMa B KaTaM-
He3e, XOTA JBO€ W3 HHUX OTMEYald HECKOJBKO JIH-
30/I0B HEOOWJIbHBIX «IOAKPABIMBAHHI» W3 HOCA
Ha MEPBOM rony HabnroneHus Ha (OHE MePEHOCUMBIX
BUPYCHBIX MH(eKuuii, B ToM uncie Ha (one BOB-
MH(EKIUH Y OJTHOTO U3 HHX.

Hnst 14 geteld OCHOBHOH rpynmbl ¢ OHKOIE€MaTo-
JIOTUYECKUMU 3a00JIEBaHUSAM CPOK HAOTIOACHUS OBLIT
OTpaHUYCH HAYaJioM CHEelU(HUECKOW Tepanuu u co-
cTaBuaI oT 2 A0 4 mecsues. [IposBneHuit KpoBOTOUH-
BOCTH Y HHX HE OTMEYaJioCh, HO BCE€ OHU IONYyYalH
COOTBETCTBYIOIIEE JIEUEHUE, BKJIFOYABINEE CHMIITO-
MaTH4YeCKHe CPeACTBa, MPENyNPEKIABIINE Pa3BUTHE
reMopparui.

Jns geteit rpynnsl cpaBHEHUSI IEpUOJ HaOJroIe-
HUA cocTaBuia oT 2 jnet 10 mecaues no 5 jget 4 me-
caneB. lIpogoOmKHUTEIPHOCTh TEpPHOAA TOBHIIIECH-
HOM KPOBOTOYMBOCTH B 3TOU I'pyrmiie Oblja 3aMETHO
Oonpuie. /IuHaMHKa reMOpparuyeckoro CHHApPoOMA
y 3TUX NMAlHEHTOB OTIIMYajach OT TaKOBOU y neTeit
ocHoBHOU Tpynnbl. Y 27 u3 33 (81,8 %) manueHTOB
reMOpparndeckuil CHHAPOM COXpaHsJICS Ha IPOTS-
KEHUHU BCETO Teprosia HabMI0JeHUs C HEMPOIOJIKH-
TENBbHBIMU NEPUOAAMH PEMHUCCHUH, COCTABISIBIINMU
OT HECKOJNBKUX Helenb a0 1-2 mecsues. IIposiBie-
HUS CHHAPOMAa MMEJIN TOT )K€ XapakTep, YTO U MpH
nepBUYHOM oOpameHuu, u y 10 gerelt mmenu Ta-
KYIO € KIMHMYECKYIO BbIpakeHHOCTh. OcCTalbHbIE
17 genosex (51,5 %) mpomoixkanu cTpalaTb HPOSB-
JMEHUSIMH KPOBOTOYMBOCTH, HO CTENIeHbh WHTEHCHB-
HOCTH KPOBOTEUYEHHI CTaHOBHJIACh CO BpPEMEHEM
MEHEee BhIpaXCHHOW Ha (oHe myOepTaTHOro NmepHUo-
na. Y ocranpHbIX 6 nereit u3 33 (18,2 %) mposiBie-
HHS KPOBOTOYMBOCTH OTCYTCTBOBAJIM B TEUCHUE
HECKOJIBKHX JIET (MIPH COXPaHABIINXCS OTKIOHEHUIX
mabopaTOPHBIX MOKa3aTejel reMocTas3a).

Takum o00pa3zoMm, TeMopparu4eckuii CHHAPOM
y ZleTell OCHOBHOW I'pyIIbl B OOJIBIIMHCTBE CIIy4YacB
VMeJl TIOJIOKHUTENBHYI0 JUHAMHUKY U MpeKpaimal pe-
OUANBUPOBATH CO BpeMEeHEM Ha (OoHE JIeYeHHS U T0-

JIOKUTENBbHOH IHMHAMHKH OCHOBHOI'O 3a00JIEBaHM.
B rpynme cpaBHeHHS, Ha000pOT, y OOJBIIMHCTBA
JIeTeil TOBBINIEHHAsT KPOBOTOYHMBOCTH COXPAHSIACH
Ha TPOTSHKCHUU BCero mnepuoga Habmoxenuit. [Ipo-
SIBIGHUSL €€ MOIJIM CTUXaThb M HAa HEKOTOPOE BpeMs
MOJIHOCTBI0 HMCYe3aTh, HO PEIUIWBUPOBAIHN Yy TOJa-
BJISIOLIET0 YMCJa AETEH 3TOM IpyMIibl, YTO SABJISIETCS
XapaKTEePHBIM JJIs MAI[UEHTOB CTpajarmmux 0oes-
HbI0 Bunnebpanna.

3AKJTIOYEHUE

Knuauyeckue nposiBieHus y JeTedl OCHOBHOMU
TPYIIBl M TPYINBl CPAaBHEHUS XapaKTepHU30BalUCh
MPaKTHYECKH OJMHAKOBBHIM KOMIUIEKCOM TeMoppa-
TUYECKUX PacCCTPOMCTB, M3BECTHBIX KaK MpPOsBIIE-
HHUS KPOBOTOYMBOCTA MHUKPOLHPKYISTOPHOTO THIIA
(HOCOBBIE KPOBOTEUEHHUS, METEXHUAIBHO-TIATHUCTHIC
reMopparud Ha KOX€ W CIU3HCTHIX, MEHOpPpariu)
WY CMEUIAHHOTO THUMA, KOTrJa TOMUMO MEPEYnCIIeH-
HBIX BBIILIE CHMIITOMOB, IPHUCOEANHSIIOTCS TEMaTOMBI,
PELUINBUPYIOIIAE W OTCPOYCHHBIE KPOBOTEUYCHHS
rnociie NMoBpexJAeHuil. B oCHOBe 3TUX MpPOsIBIEHUI
JIEKUT KOJUYECTBEHHBIA W/WNU KA4YECTBEHHBIN Jie-
¢unut daxropa Bunnebpanaa, yyacTByoOImEero, Kak
B TEPBUYHBIX, TAK U B KOHEUHBIX PEAKIUIX T'eMO-
craza. [Ipu mprnobpeTeHHOM cHHApOMe BuineOpan-
Jla UMEeT MECTO BPEMEHHBIH JeQUIHUT, B OCHOBHOM
00yCTIOBIICHHBIH CHUXCHHEM aKTHBHOCTH (axTopa
BunneOpanaa B f[MHAMUKE TEUSHHS Pa3InYHBIX 3200~
NeBaHW. JTO MPOUCXOIUT B PE3YJIBTATE OAHOTO WU
COUYeTaHWsl HECKOJBbKHX IaTOTeHETHYECKHNX MeXa-
HU3MOB: CHUIKCHHE CHHTE3a W/WJIM BBICBOOOXKJCHHS
¢akTopa BunneOpanna, neiicTBUe Ha HEro ayToOaH-
TUTEN, adcopOUMs ero KJIETKaMHU OMYXOJEBBIX KJIO-
HOB, TIOTEPS BBICOKOMOJIEKYISIPHBIX MYJIBTHMEPOB
nanaoro Oenka [11]. CTemeHs aKTMBHOCTH TaHHBIX
MPOIIECCOB HEMOCPEICTBEHHO OMpeaesieTca TeUeHH-
€M OCHOBHOTO 3aboneBanus. [103TOMy KIMHUYECKHUE
MpOSIBIEHUs reMopparuyeckoro cuaapoma npu I[ICB,
SIBIISSICH AHAJIOTHYHBIME TI0 CYTH C TaKOBBIMHU TIPH
Oone3nu BuiieOpaHna, MOTYT OTIMYATBCS IO CTe-
MEHU BBIPAXKEHHOCTH W JIHMHAMHKe. B Hamux Ha-
ONMIOCHUSIX MHTCHCUBHOCTH M OCOOEHHO TWHAMUKA
TeMOpPParundeckoro CHHAPOMa 3aMETHO OTJIMYaIach
y manueHToB obenx rpymm. Jletn ¢ mpruoOpeTeHHBIM
cunpomoM Buinebpanaa yamie umenu 6ojee orpa-
HUYEHHOE YHCJIO TeMOpPParndecknuX CUMITOMOB, Me-
Hee BhIPa)KCHHBIC TPOSBICHUS TeMOpparuii: HOCOBbIE
KPOBOTEUEHUS, DKXWMO3bl OBLIM MEHEe WHTEHCHB-
HBIMU, HE OTJIMYAJIUCh CE30HHOCTBHIO U PEIUJIHBAMU
B KaTaMHe3e.

VY nereil rpynibl CpaBHEHH S, UMEIOLINX BPOXKCH-
HBI W 4Yallle BCEro HAaCJEeICTBEHHO O0yCIIOBICHHBIN
neunuT TaHHOTO OeJKa, UMEIOT MECTO TOCTATOYHO
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cTabuIIbHBIC HAPYIIEHUS B CUCTEME reMOCTasa, B CBS-
3M C YeM CIIeAyeT OKHMJAATh U Ooiee CTOHKUE KINHU-
YEeCKHUE MPOSBIICHUS KPOBOTOYMBOCTH. 1I3BeCTHO, 4TO
ypoBeHb (akTopa BunneOpanaa B KpoBH NOABEP-
KEH KoleOaHUAM B JOCTAaTOYHO HMIMPOKHX Mpenenax
Yy KaKJ0T0 HHANBUAYYMa, B TOM YHCIie IpH 00JIe3HH
Bunnebpanga. UMeHHO O3TOMY y JaHHBIX MalMEH-
TOB NPOSIBJICHUSA KPOBOTOUMBOCTU TAKKE IOJBEPIKE-
HBI KOJIeOaHUSIM, B YaCTHOCTH CE30HHBIM, HO B II€JIOM,
BEPOSITHOCTh M ONACHOCTh I'eMOpparuii coxpaHseT-
csi mocTostHHO. KnmnHnuyeckass KapTHHA MOBBILICHHOM
KPOBOTOYMBOCTH y MAaLMEHTOB TPYIIbl CPaBHEHUS
OoTJINYaliach B HAITUX HAONIOACHUSX OONBINEH BRIpa-
KCHHOCTBIO, CTAaOUIILHOCTBIO M pPa3HOOOpa3ueM, Kak
MPH IEPBUYHOM 00CJIEAOBAHUH, TaK U B KaTaMHE3E.

Taxkum obOpa3om, Hanmuuue y peOEHKa XOTA OBl
OJIHOTO CHMIITOMa IOBBIIIEHHOH KPOBOTOYHMBO-
CTH MHUKPOUHUPKYJISITOPHOTO M CMEIIaHHOTO THIIA
Ha PoHEe KaKkoro-1ubo 3a00eBaHus IPH OTCYTCTBUHU
OTSATOIEHHOTO T'e€MOCTAa3HOJIOTMYECKOro aHaMHe3a
HE UCKJII0YaeT HAJNUUS IPUOOPETEHHOI 0 CHHAPOMA
Bunnebpanna. Ilpu 1aHHOM COCTOSHUU Cpeau Mpo-
YUX TPOSIBJIEHUN KPOBOTOYMBOCTH MEHEE BEPOST-
HOH fABJISE€TCS KPOBOTOUUBOCTH P NOBPEXKIACHUSX,
nocJie PKCTPaKUuu 3y0OB M AJIMTENbHOE 3a)KUBIIE-
Hue paH. 'eMopparnueckue nposiBJICHUS B KaTaMHe-
3e nmpu [ICB uMe0T TeHASHUIHIO K yracaHUIo, Jallle
BCEro HE PEUUIMBHUPYIOT Ha (hOHE MOJOKUTEIHHON
JWHAMHUKH OCHOBHOTO 3aboieBaHus. B 3Toli cBs3m,
B OTJINYME OT MalMEHTOB ¢ 00Je3HbI0 Bunnebpanna,
3THU IETH He TPeOYyIOT IINTENbHOIO JUCIIaHCEPHOTO
HAOJIIOEHHS] TEMATOJIOTa, MPOJOJIKUTEIBHBIX KYP-
COB JICUCHUS U OTPaHUYCHUH B 00pa3e )KU3HH.
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SINGULARITIES OF HAEMORRHAGIC SYNDROME
IN CHILDREN WITH NATIVE AND ACQUIRED
DEFICIENCIES OF VON WILLEBRAND FACTOR

Pshenichnaya K.I., Golovina O.G., Lyugayev Ye.V.

¢ Resume. Deficiencies of content in blood and activity of von
Willebrand factor can be inborn or acquired with diseases of dif-
ferent nature. Acquired deficiencies of von Willebrand factor or
acquired von Willebrand syndrome in children have been de-
scribed in several clinical studies. This research paper contains
data on clinical manifestation and dynamics of haemorrhagic
syndrome in 30 children between 13 months and 18 years of
age with acquired von Willebrand factor, suffering from differ-
ent types of pathology. Similarly, clinical manifestations and
dynamics of angiostaxis have been studied in 33 children with
von Willebrand disease. It has been determined that clinical
manifestations of microcirculatory angiostaxis are the same
for children from both groups; however, children with acquired
von Willebrand syndrome showed dominating limited numbers
of haemorrhagical symptoms that were shorter in duration and
less intense. Besides, hematomic component of haemorrhagic
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syndrome was absent. Eventually, accompanied by positive
dynamic of the underlying disease, relapses of haemorrhagic
syndrome cease, which does not happen in case of the patients
with von Willebrand disease.

¢ Key words: children; angiostaxis; haemorrhagic syndrome;
von Wilebrand factor.
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