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JnarHocTuka B neguaTpum

Peb6eHOK ¢ remopparm4ecKMum CUHAPOMOM

i .

Puc. 1. KpoBsiHucTtble Puc. 2. 3KXxMMo3 Ha KoKe
Bbifi€/IEHUA U3 06nacTm nepeaHei NOBEPXHOCTH
Y3[E€4KH A3bIKa rPYAHON KNETKKU

Tpu gHA Ha3apf y noJlyTopamMmeca4YHOW AeBOYKMU NOSABUINCb OGU/IbHbIE KPOBSIHUCTbIE BblE/IEHUSA U3 Y3[1€4KH A3blKa,
KOTOpble, HECMOTPA Ha MEeCTHYI0 0GpPaGOoOTKY MOJIOCTU pTa, NPoAOMKaNAUCh. [IBa AHA Ha3ap CTy/a NpuoGpen TeMHylo
OKpacKy. lNepuHaTanbHbIi aHaMHe3 He oTAroweH. [leBo4yKka oT JoOMalUHUX POAOB, NeauaTPoM He HaGnaanach.

IMpu ocmoTpe: poct 55 cm (50-i nepueHTUNb), Bec 3650 r (3-i nepueHTU/Ib), KoXKa 6n1eaHan, ABa 3KXUMO3a Ha rpy-
An 1 cnuHe 1,5-2 cm B AnameTpe, o6MIbHble KPOBAHUCTbIE BbiAENEHUSA U3 y3e4KU A3blka (puc. 1, 2), cene3eHKa
He nanbnupyertcs, nevyeHb +0,5 cMm U3-noj Kpas peGepHoOn Jyru.

B KNIMHUYeCKOM aHa/iu3e KpOoBH: NEeWKOLUTbI 13,7x109/11, 3PUTPOLUTDI 3,96x1012/n, remorno6uH 122 r/n, Tpom-
GouunTbl 636Xx10%/1.

Koarynorpamma: nporpomouHoBoe Bpems (MTB) > 240 ¢ (Hopma < 13,1 c¢), akTUBUpPOBaAHHOE YacTUYHOE TPOMGO-
naactuHoBoe Bpems (AYTB) > 128 ¢ (Hopma < 37,1 c¢), dubpuHoreH 3 r/n, D-gumep 0,23 MKr/mn, daktop BunnedbpaHga
157%, daktop IX 2% (Hopma 60-150).

BUOXMMHUYECKUI aHaIn3 KPOBK: TPaHCaMUHa3bl, 06K GeNloK, anb6yMUH — B HopMe. Bpemsl KpoBoTeuyeHus —
B HOpMe, BpeMs CBepTbiBaHUSA — 3HAUYUTE/IbHO YA/IMHEeHO. OTMevanocb KPOBOTEYEeHUE U3 MecTa BeHENYHKLIMU B Teye-
Hue 30 MMH.

BepofTHbIN guarHo3?

TpombacTteHuns MaHumMaHHa.

Bone3Hb Bepnbroda (manonatnuyeckas TpomboLUTONEHMYECKan nypnypa).
Koarynonatug, cBadaHHas ¢ febuLUMTOM BUTaMmHa K.

HacneactBeHHasa 6one3Hb BunnebpaHaa.
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JAunarHocTuKa B neguaTpuu

AvarHocTtukKa B neguaTpuu

MpaBuabHbil oTBeT: 3. Koarynonatus, cBsidaHHas ¢ gepuuymtom ButammHa K.

B uenom Takue NposiBAEHUSs, KaK NeTexuu, nypnypa, KpoOBOTEYEHUS U3 CAN3UCTbIX 060N04YEK U HOCOBbIE KPOBOTEYE-
HUS, 6oiee xapaKTepHbl A1 NaToIOrMK COCYAMCTO-TPOMOGOLIMTAPHOrO reMocTasa, a O6LMPHbIE KPOBOTEYEHUS B MblLLILLbI,
NMOJIOCTK, CyCTaBbl — A9 HApPYLWEHUM peaKuunn nna3mbl. OgHaKo, Bce 601€e3HM, NePEYNUCIEHHbIE CpeaM BapMaHTOB OTBETA,
MOryT 4e6loTMpoBaTh B FPyAHOM BO3pacTe B BUAE IKXMMO30B, ASIUTENbHbIX KPOBOTEYEHUI N3 MECT BEHEMYHKLIMK U CAU3K-
CTbix 060n04€eK. HuKe npeacTaBieHbl T€ OTIMYUTENIbHbIE OCOGEHHOCTU, KOTOPbIE MO3BOASAIOT NPEANO0KUTb NPaBWUIbHbIN
AWMarHos.

TpombacTeHus MaHuMaHHa 1 6one3Hb Bepnbroda (MamMonatuyeckas TPOMOOLUTONEHUYECKAs NMyprypa) OTHOCATCS K naTo-
NIOrMK TPOMOBOLIMTApPHOr0 KOMMOHEHTa remoctasa. [pu 3TOM HapylweHa arperauus TpoMOOLMTOB (BPEMS KPOBOTEYeHMS
YAJIMHEHO), a KoarynsumoHHble TecTbl (AYTB, MNTB) 1 ypoBeHb GaKTOpPOB CBEPTbIBAHUA — B HOPME B OT/IMYME OT Pe3y/bTaToB
ncecneaoBaHMi y Halwen nauneHTKU. B cnydae TpombacTeHun MaHuMaHHa — pefKoro reHeTUYeCKoro HapyLleHus, Npu KoTo-
pPOM Ha TPOMBOLIMTaX OTMEYaEeTCs KONMYECTBEHHbIV UM Ka4ecTBEHHbIN AedununT peuentopa pubpuHoreHa GPIIb-llla (ero apy-
roe HadBaHue — MHTerpuH allbp3), — KONMYECTBO M pasmep TPOMOOLMTOB He n3meHeHbl [1]. OaHaKo, PyHKLMSA TPOMOOLMTOB
HapylaeTcs: 1abopaTopHO OTMEYAETCH CHUKEHUWE arperalnn TPOMOOLUTOB ¢ ageHo3nHanbocdaTom, agpeHanMHoOM U Konna-
reHoMm, Npu 3TOM OTBET Ha PUCTOMULIMH — B HOpPME (Y Hallen NaLMeHTKK yrnybneHHoro uccnegosaHms GyHKLUM TpPOMOOLMTOB
He NPOBOAMIIOCH, TaK KaK 6blf0 BbIIBEHO HapyweHWe nia3MeHHOro 3BeHa remoctasa, YTo MOCNYKUIO KN0YOM K Apyromy
avarHogy). TpombacTteHus MaHumaHHa 4e6loTUPYET B NepBble MecsLbl XXU3HU B BUAE NETEXMIN, SKXMMO30B U KPOBOTEYEHUN
M3 CIU3UCTbIX 060N0YEK.

0643aTeNbHbIM NPU3HaKoM 6051e3HM Bepnbroda (Mnm nanonaTMyecKon TPOMBOLMUTONEHUYECKOW NYPMypPbl) ABASETCS TPOM-
O0LMTONEHNS, KOTOPOM He HabloAaeTCs Y Hallen NauneHTKU. TPOMOOLMTONEHMS NPU 3TOM CBA3aHa ¢ 06pa30BaHWEM aHTUTEN
K aHTUreHam Tpomo6oumnToB (Yaule Bcero K GPIIb-llla, GPIb-V-1X), 4To BeAeT K cekBecTpauun TPOMOOLMTOB B CENE3EHKE U UX
darountoldy makpodaramu [2]. AKTUBaLIMM MerakapnoLUTapHOro pocTKka B KOCTHOM MO3re OKa3blBaeTCs HeJOCTaTOYHO Ang
KOMMEHcaLMK KoNnM4yecTBa TPOMOOLUMTOB. B 60MbLIMHCTBE CyYaeB O0CcTpas uanonaTmyeckas TpomoouuToneHmyeckas nypnypa
NPOTEKAET NIENKO — B BUAE NETEXUM U IKXMMO30B — U NMPOXOAUT CAMOCTOATENIbHO, Of4HAKO OMUcaHbl Ciy4au BHyTPUYEPENHbIX
KPOBOU3/MSIHUIA MPU CHUXEHWM YPOBHS TPOMGOLIMTOB MeHee 10X 10%/n, 4To cnydaetcs B 0,5—1% cnyyaes [2].

bonesHb BunnebpaHga — 4actaa HacneACTBEHHas remopparvyeckas natofnorus, cBA3aHHas ¢ AedUUMUTOM WAU AUC-
dyHKUMeN 6enKa, KOTopbi Ha3biBaeTcs pakTtopom BunnebpaHaa. OH yd4acTByeT B NEPBUYHOM COCYAMUCTO-TPOMOOLIMTApPHOM
remMocTase, onocpeays aaresuto TPOMGOLIMTOB K Cy63HA0TENMNabHLIM CTPYKTYPaM (K KonareHy) u nocieaytoulyto arperawumio
TpombouuToB. [pyras BaxHenwas GyHKUUS GpaKTopa BunnebpaHaa — cBa3biBaHne cBoboaHoro ¢daktopa VIl v ero sawurta
OT NPOTEONIUTUYECKON ferpajaLmm cuctemon NnpotenH C — npoTenH S, To eCTb y4acTve 1 BO BTOPUYHOM Maa3MeHHOM reMocTa-
3e [3]. [loCKoNbKy MIMKONPOTENH NNa3Mbl KDOBM yHacTBYET B aAre3unn 1 arperawumm TpoM6oLMUTOB, Npu ero gepuumTe unm Hapy-
lWeHUM GYHKLUMK YAMHAETCS BPeEMS KpoBoTeYeHMs. NpoTpoMBGUHOBOE BPEMS AOMKHO GbiTb B HOPME, TaK KaK 3TOT TECT OTpa-
YaeT paboTy BHELHEero Kackaja cBepTbiBaHMSA KPOBU, TO eCTb GyHKUMIO dakTopa VI, a Takke dakTopoB X, V 1 NnpoTpoMOUHa.
B3aumopgencteure atnx GakTopoB npu 60ne3Hn BunnebpaHaa He HapyweHo. A4TB, HanpoTuB, NoKka3biBaeT 3aGPeKTUBHOCTb
paboTbl BHYTPEHHErO KacKkaja CBepTbiBaHUSA KPoBM, TO ecTb dakTopoB Xl, IX, VIII, a Takke dakTopos X, V n npotpombuHa. Tak
Kak ¢paKtop BunnebpaHga Heobxoanm ans 3awwmtel daktopa VIl oT npexxaeBpeMeHHOro paspyLweHus, Npu HacneacTBEHHOM
3a60n1eBaHUN KPOBM BO3HMUKaET aedunumt dpaktopa VIl n moxeT yanuuatbes A4TB [3]. Y Hawen naumMeHTKU Mbl BUAUM yAJIUHE-
Hue n MTB, n A4TB, a BpemMs KpoBoTeveHus 1 ypoBeHb GpaKTopa BunnebpaHaa — B HOpMe. TaKkune nokasaTtenu npotmsopeyar
avarHogdy 6one3Hu BunnebpaHaa.

[emodunua B — Koarynonatus, cBa3aHHasa ¢ gedpuuntom darktopa IX. 3ta 601e3Hb cuenieHa ¢ NojioM U MOXKeT pa3Bu-
BaTbCH TOIbKO Y Maib4yMKOB. Npu remodunmm B BHEWHWI KacKa CBepPTbIBaHUSA KPOBUW HE HapyLleH, 1 3HadveHue MTB foKHO
6bITb B Npeaenax Hopmbl. Beneactemne geduumrta dpaktopa IX cTpagaet BHYTPEHHUM NYTb CBEPTbIBaHUS KpoBu, U A4TB yanu-
HseTca. Bpemsa KpoBoTEYEHMS U KOIMYECTBO TPOMBOLIMTOB HE M3MeHATCH. KnMHnuyeckune nposisaexHnsa remobunmm B B rpya-
HOM BO3pacTe — 3TO AJITENbHbIE KPOBOTEYEHMS M reMaTOMbl NOCE TPaBM, XMPYPruYeCKMX BMeELIATEeNbCTB; KPOBOTEYEHMS
M3 NYyNOYHOW PaHKK; BHYTPUYEPENHbIE KPOBOMU3NUAHUS [4]. HecMOTpS Ha 3HaUYUTENbHOE CHUMKEHWE daKTopa IX y Hallen nayu-
E€HTKH, reModunnmn B y Hee 6bITb HE MOKET.

Y [eBOYKM B NpeAcTaBNeHHOM KIIMHUYECKOM Npumepe — no3aHas ¢opma KoarynonaTuu, CBA3aHHOMW ¢ JedULIUMTOM BUTa-
MuHa K. lMpeanocbiikamu K AMarHody ABAAI0TCA aHaMHECTUYECKME AaHHbIe, 8 UMEHHO OTCYTCTBUE NPODUNAKTUKK feduLmTa
BUTaMuHa K (pebeHOoK poauncs JoMa U neaMaTpoM He Habnogancs) U rpyaHoe BCKapMauMBaHWe. Y nauueHTKU oTMeYanuchb
KPOBOTOYMBOCTb C/IM3UCTBIX 060/I04EK U CMOHTaHHbIE AKXMMO3bI, HTO OYEHb XapaKTepPHO 415 3TOM natonoruun. JlabopaTtopHble
rnokasaTenu TaKe roBOpsT B NOMb3y JaHHOro AuarHosza. [pu geduunte BUTaMuHa K HapylwaeTcs KapOoKcunnpoBaHue
rNyTaMUHOBbLIX OCTATKOB psfda $GaKTopoB CBEPTbIBAHWA KPOBW, YTO HEOOXOAMMO Ans MX GYHKUMOHMpoBaHuA. K BUTaMUH
K-3aBucumbiM oTHocsTes dakTopsl I, VII, IX 1 X, npoTenH C 1 npoTenH S. BcneacTBre aT0ro HapyllaeTcs paboTa Kak BHYTPeH-
Hero, TaK M BHELIHEro Kackajia CBepPTbIBaHUS KPOBM, M yanuHaoTea Kak MNTB, Tak n A4TB. Tpom6ouuTapHoe 3BEHO remocTasa
He cTpagaerT [5].

PaHHasa dopma Koarynonatuu, cBa3aHHas ¢ AedpuuUnToM BUTaMKUHa K, BOZHMKaAET B TeHEHUE NepBbIX 24 4 nocne poxae-
HUA, KTacCcuyecKas — B Te4eHne NepBOn Heden noce poXAeHus, No3aHas — y AeTen B Bo3pacTe 2 Hea — 6 mec. K pas-
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BUTUIO No3aHen dopMbl npeapacnonaratloT rpygHoe BCKapMivMBaHWe, NaTtofiorng nevyeHn M CUHAPOM Manbabcopbuumu.
Y peten Ha rpygHOM BCKapM/IMBaHUM, HE MOSyYMBLUMX NPOOUNAKTUKY agedurumTa BUTaMnuHa K npu poxaeHuu, 4actota Koa-
rynonaTtum, cBA3aHHbIX ¢ gedunumntom ButammnHa K, coctasnset 4,4—-7,2 Ha 100000 [5]. Tak KaK ¢pu13nonornyeckas notpeo-
HOCTb B BUTaMuHe K cocTaBasieT 1 MKI/Kr B CyT, MnajeHuam B Bo3pacTte Ao 1 roga Tpebyetrca 5—10 MKr/cyT, npu 3ToM
B rPyAHOM MOJIOKE COAEPKUTCHA He 6onee 1—4 MKr/n NnpoTMBOreMopparmyeckoro 6MoN0rMYecKkn akTMBHOIO COeAUHEHMUS.
Kpome TOro, ButammH K B HEgOCTAaTOYHOM KOMMYECTBE MPOXOAMUT Yepel MMaLeHTy, YTO TaKKe npeapacnonaraeT geten
nepBbIX MECALIEB XW3HU K AeduLNUTY 3TOro BelecTBa. ECTECTBEHHbIM UCTOYHMKOM BuUTaMuHa K, (PuinoxmHoHa) aBng-
I0TCS 3€/IEHONMUCTHbIE OBOLIM, 3eneHb (KanycTa, NeTpylKa, WhnuHaT), HEKOTopble 6060BblE U pacTUTENbHbIE Macna (pan-
COBOE, 0/IMBKOBOE), @ BUTaMUHa K, (MeHaxnHoHa) — LeATeNIbHOCTb 6aKTEPUN KENYOAOYHO-KUILEYHOro TPaKTa U MnevyeHb
YUBOTHbIX [6].

MoMMMO TaKMX NPOABAEHWI No3aHeN GopMbI Koarynonatu, CBS3aHHOM ¢ AebUumMTOM BUTaMUHa K, Kak KpOBOTOYMBOCTb
CNIM3UCTBIX 060/I0YEK, HENYAOUHO-KULWEYHbIE KPOBOMU3AUSHUS U 3KXMMO3bl, B 50% crydyaeB pa3BMBatoTCs BHYTPUYEPENHbIE
KPOBOU3NUAHWS, U NeTaNbHOCTb cocTaBnseT Ao 20% [5-7]. JledeHue 3aKto4aeTcs BO BHYTPUMbILWEYHOM OAHOKPaTHOM BBe-
aeHun 1-3 Mr BuTamuHa K, B TShHKeNbIX Cnydasx MOXeT NoTpe6oBaTbCs NepenmBaHie CBEXXe3aMOPOXKEHHONM Nia3Mbl B Ao3e
10-20 mn/Kr.

MpodunaKktnka fedumumta ButammHa K HyxHa Bcem AeTam. CylecTBYIOT HECKONIbKO CXeM NPOdUNaKTuKK [5]:
e 1 Mr BMTaMuHa K BHYTPUMbILLEYHO NPU POXKAEHWUM (JaNbHENILWI NpUeM He TpebyeTcs);

e 1 mrBuTaMuHa K per os npu poxkaeHun, a ganee — B ciyvyae rpyaHoro Bckapmaneanua — 1 Mr 1 pa3 B Hef BHYTPb /10 BO3-
pacta 12 Hea unu 2 mr B Bo3pacTte 1 u 4 Hep.

CraHaapTHble cxeMbl NPOPUNaKTUKK aedpuumTa BUTamumHa K MoryT 6biTb HeabdEKTUBHDI, €CNN Y pebeHKa MMeeTcs NaTono-
rMs NeYEHU MU CUHAPOM ManbabcopbLmm (0COB6EHHO 3TO KacaeTcs CXeM ¢ NpueMoM BUTaMunHa K BHyTpb) [5—-8].

CnepyeT NOMHWTb, 4TO Tepanus CUHTETUHECKUM aHasoromMm BUTaMuMHa K MeHaiMoHOM, nav BUTaMUHOM Kj, MOXET accoLu-
MPOBAaTbCS C PAa3BUTUEM FEMOIUTUHECKON aHEMUU, HENPSAMOKN TMNEPOUNUPYOUHEMUN U AAEPHOM XKenTyxu [5].

NTaK, ecnun y pebeHKa 0TMeYatoTCs CMOHTaHHbIE KPOBOTEYEHMS, SKXMMO3bl, BHYTPUYEPENHbIE KPOBOU3USAHMSA, TaGopaTop-
HO oTMevatloTcs yanuHeHHble MTB 1 A4YTB npun HopManbHOM (MK NOBbILEHHOM) KONTMYECTBE TPOMOOLMTOB, NPK 3TOM €ro Bo3-
pacT cocTaBnseT MeHee 6 MecC, 1 OH He nosiydan BuTamuH K npodunakTu4yeckn, Hanbonee BEPOSTHbIN AnarHo3 — Koarynona-
THs, cBA3aHHas ¢ geduuntom ButammHa K [5-8J. NoarsepKaeHnemM guarHosa CnyxuT 6blcTpas (B TeHEHWE HECKOIbKUX YacoB)
HOpManu3aunsa nokasatenen Koarynorpammbl Nocfie napeHTepanbHoro BeBeaeHns 1 Mr ButamuHa K. Y Hawen nauueHTKu
rnocne BeBeAeHns BUTammHa K KpoBSIHUCTbIE BblaeneHus N3 06/1acTu y34e4ku a3blka NnpeKkpaTnanchb Yepes 2 4, yepes 12 4 Bce
rnoKasaTenu KoarynorpaMmbl HOPManM3oBaaucb. HEBPONOrMYECKNX HapPYLLEHWN HE OTMeYanoch. 1o nabopaTopHbIM AaHHbIM,
y pebeHKa He 6blN0 NPU3HAKOB NaToNOrMK NeYeHN U UBMEHEHWUI CTyNa, KOTOpPble MOMN CBUAETENLCTBOBATL O Manbabcopb-
umn. B panbHenwem npnbaBKa B Bece HopmManuM3oBasnach.

Hy>KHO NOMHUTb, Y4TO «6€3061AHasA» KPOBOTOYMBOCTb KOXW M CIM3UCTLIX 060/104€eK Npu edurumTe BUTamnHa K MOXKeT 6bITb
NpeaBEeCTHUKOM BHYTPUYEPENHbIX KPOBOUSUSHUI, MO3ITOMY HEOOX0ANMbI 6e30TnaraTtesibHble AMarHoCTuKa v nevyeHue.

0. C. JlawkoBa
HayyHbit LeHTp 340p0Bbs AgeTer, MockBa, Poccuiickas ®egepalims

KOH®JIMKT UHTEPECOB

ABTOp [aHHOW cTaTbW MNOATBEPAWST OTCYTCTBME (PUHAHCOBOW MOAAEPIHKKU/KOHDNUKTA UHTEPECOB, O KOTOPbIX HEOOXOAMMO
COOOLLUNTB.
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