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lemopparmyeckne COCTOSIHUSI acCoOLMMPYIOTCS C CEePbE3HbIMWU HapyLEHUSIMU 3[0PO0BbS M MOBbILLEHMEM oKa3aTenen
JIETaJIbHOCTU cpean aeten. [ns cnaceHus KnM3HU pebeHKa HeobXxoanmo 6bICTPOE M npaBuU/IbHOE pearvpoBaHWe Bpaya,
epBOro oKasaBLUErocsl PSAOM C TaKUM MaLMeHTOM, @ OLMBKN MOryT MPUBECTU K CEPbE3HbLIM OC/IOKHEHUSIM, B TOM YMC/e
K fieTasibHOMY ucxoay. B ctatbe copmynnpoBaHbl METOANYECKUE PEKOMEHAaLMN M0 AMarHOCTUKE U OKa3aHWIo MOMOLUM
AETAM NEPBbIX MECSLIEB U3HU MPU Pa3BUTUM Y HUX FreMOPPAarnyeCcKmX MpPOosIBAEHUI B YC0BNUAX HEOHATa/IbHbIX U FPYAHbIX

OTAE/IEHUH C y4eTOM MX 1abopaToPHbIX M TeparneBTUYeCKMX BO3MOIKHOCTEMN.
Knro4yeBble cnoBa: reMocTas, reMopparnieckue CoCTosHNSA, MPUYMHbI, MarHOCTUKa, 1Ie4eHne, JeTu.

(Meanatpuyeckas papmaronorus. 2013; 10 (2): 41-45)

BBE[AEHME

[eMopparMyeckme CocTosHUS y AeTel NepBbiX MecsLIeB
YM3HU MOTYT NPeACcTaBAATb CePbe3Hylo Npo6nemy Kak ans
nauueHTa, TaKk 1 A1 Bpaya. OnbIT pa6oThbl NOKa3bIBAET, YTO
MHOrMe crneuuanncTbl, CTONKHYBLUUCh C reMopparMiecku-
MU MPOABIEHUAMMU, CKIOHHbI COBEpLIaTb OWKWGKK, KOTOPbIe
MOTFYT MOB/WSATb HA Ka4yecTBO }W3HMW NalWeHTa, a B HeKo-
TOPbIX C/ly4asix MPUBECTH K CEPbE3HBLIM U Aaxe daTanbHbIM
nocneactTeusaM. MNpy 3TOM Mbl BCTpEYaEMecsl C NposiBIEHHS -
MU KaKk runep-, Tak W rmnoguMarHoCTMKM U, COOTBETCTBEH-
HO, HasHaYyeHWeM HeafeKBaTHOM Tepanun. O4eBUIHO, YTO
MHOr“e TecTbl, NO3BOIAOLIME BEPUDULMPOBATL AUArHO3,
[IOCTYMHbI TO/IbKO B Creuuanu3MpoBaHHbIX fabGopatopu-
AX. MMEHHO M03TOMy B [aHHOM CTaTbe Mbl MOMbITANUCh
chopMynmMpoBaTh METOAMYECKME PEKOMEeHAaLuu no auar-
HOCTMKE M OKasaHWio MOMOLUM AeTAM MNepBbiX MecsLeB
U3HU MPU PA3BUTUU Y HUX reMOopparnieckmnx nposiBieHun
B YCNOBWAX HeoHaTaNlbHbIX WM TPYAHbIX OTAENEHUM C y4e-

P.V. Svirin' 2, L.E. Larinal

TOM MX TaGOPaTOPHbIX K TEPANEBTUYECKUX BO3MOXHOCTEN.
B T0 Xe BpemMs Mbl nonaraem npaBuibHbIM UCMONb30BaHWe
COBPEMEHHbIX NpenapaToB A5 NPOBeAEHU 3aMecTUTeNb-
HOW Tepanuu, B TOM YUC/e B OTAENEHUSX, HE CneLmannan-
PYIOLMXCA Ha NlevyeHnn 3aboneBaHWin KpoBu. [TOCKONbKY
CTaTbsl HanNUcaHa B MOMOLLb NeanaTpam, Mbl He ONUCbIBaNu
[IMArHoCTUYECKUE U NeYebHble MeponpuaTusi, Tpebyrolime
Ha3Ha4YeHUs UK yyacTua remarosora.

B ctatbe Mbl OrpaHuMynnM BO3pacT AeTer NepBbiMU
6 MecC, MOCKO/bKY B 3TOT Mepuoj cucTema remocrasa
HaxoauTcs B CTagum co3peBaHus. Ee dyHKUMOHanbHble
XapaKTEPUCTUKM MOTYT UMETb 3HAYMMbIE OTIMYUS OT CUCTE-
Mbl reMocTa3sa feTen 6osee cTapwero Bo3pacrta. [laHHble
O KOHKPETHbIX NabopaTopHbIX NOKa3aTensx CUCTEMbl FremMo-
cTasa MMeloTcs B CNpaBOYHOM nuTepaTtype, pepepeHcHble
3HaYeHMs 419 Kax4oW BO3PaACTHOM rpynmnbl 4OXHbI Npeao-
CcTaBnaTbCcA nabopatopmen. B Halen cTaTbe Takas MHOOP-
MaLMs OTCYTCTBYET.
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Hemorrhage Express-Diagnostics and Therapy

in Children 0-6 Months of Age

Hemorrhagic conditions are associated with severe health problems and an increase in mortality rate among children. Quick and
adequate reaction of a doctor who was the first to appear beside such a patient is necessary to save the child’s life; mistakes may lead
to severe complications, including fatal outcome. The article formulates methodological recommendations on diagnosing and rendering
help to children of the first months of age with developing hemorrhagic manifestations in the environment of neonatal and newborn
centers taking into account their laboratorial and therapeutic capabilities.
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OCHOBHbLIE ONPEAEJIEHUA

[emocTas — 310 GYHKUMSA OpraHu3ma, HanpaB/ieHHas,
C O[JHOM CTOPOHbI, HA COXPaHEHME XKMAKOro arperaTtHoro
COCTOSIHUSI KPOBM B HEMOBPEXAEHHOM KPOBEHOCHOM pycre,
C ApPYron CTOpOHbl — Ha o6ecrneyeHne 0CTaHOBKM KpOBOTe-
YeHus v npefoTBpaleHne GU3noIorMyecKkn 3Ha4MMon Kpo-
BOMOTEPU NpU NOBPEXAEHUN KPOBEHOCHOIO COCyAa.

BaxHenwee GyHKLMOHaNbHOE NOHATUE remocTada — reMo-
cTaTuyecknin 6anaHc (Mb). 6 — pesynbrat paboTbl CUCTEMBI
remoctasa. [lpu HopmanbHOM B BbINOAHAOTCS OCHOBHbIE
dYHKLMK, YKa3aHHble B onpeeneHun remoctasa. Passutue
TPOMOGO30B W/ KPOBOTOYMBOCTM FOBOPUT O HapylueHun b [1].

OCHOBHbIMW KOMMOHEHTaMKW CUCTEMbI FremocTa3a, B3au-
MOZencTBUe KOoTopbix obecnevmBaeT I'b, ABNSOTCA cocyau-
cTasl CTeHKa, TPOMOOLMTBI U 6efKK Nia3Mbl KPOBM.

HapyweHune I'b MOXeT HOCUTb remMopparmMyeckuin, TpoMm-
60TUYECKUI WU CMEeLlaHHbIn XapakTep. B gaHHOM cTaTbe
Mbl OCTAHOBUMCSH Ha remopparmyeckux HapyweHusx b nam
remopparuyeckmx coctosaHusax (IC). NC asnsatoTca cneacTsum-
€M BPOXAEHHOI0 WAKM NPUOBPETEHHOrO HapyLleHUs OAHOMo
WM HECKOJIbKMX KOMMOHEHTOB CUCTEMbl reMocTasa, MoaTo-
My MNpu BbiiBieHMM Npu3HakoB C HEO6XOAMMO OLEHUTD,
KaKOM MM KaKne KOMMOHEHTbI HapyLUeHbl.

CNEKTP MATOJIOTUH
HuKe nepeyncneHbl Hanbonee YyacTble NPUYUHDbI FTEMOP-

parnyecKknx HapyleHun y getem nepBoro noayroams u3sHu.
HapyLeHune cocyancToro remocrasa:

®  TUNOKCUYECKME U TMNOKCUYECKU-TPaBMaTUYECKME Hapy-
WEeHU — BO3MOXHbl KPOBOTEYEHUS U3 KEeNygoyHo-
KWULWEYHOro TpaKTa, BHYTPUMKENYA0YKOBbIE KPOBOU3US-
HUS, peXe remopparvy apyron noKannsauuu;

® COCyAMCTble OMyX0oM — BO3MOMHbl TPOMOOLIMTONEHUN
N runodubpuHOreHeMmnu;

° BOCMajeHWe MeKKeneBa AMBEPTUKYNa — BO3MOXHbI
KPOBOTEYEHUS U3 KEeNYA0HHO-KULLIEYHOr O TpaKTa;

® paspbiBbl aHEBPU3MbI (BHYTPUYEPENHbIE FEMATOMbI).
HapylweHne TpombounTapHOro remocrasa:

® HeoHaTallbHble TPOMOOLMUTONEHNH;

° TpombouuTOnaTuu.
HapyLeHune nnasmeHHOro remocrasa:

° remMopparuyeckas BuTaMuH-K-3aBucumas koarynonatus
(remopparunyecKkas 601€3Hb HOBOPOXKAEHHbIX);

°  remodunus;

° [pyrve reMopparuyeckue KoarynonaTtuu.

CUHAPOM AUCCEMUHUPOBAHHOIO
BHYTPUCOCYAUCTOIo CBEPTbIBAHUA (ABC)
KnuHuyeckas guarHoctuka

[Onsa KAMHWMYyecKow pauarHoctuku [C y peten nepsBoro
NoNyroausa Xmn3Hu HeobXxoaAMMO OLEHUTb Haluyine XoTs Obl
OAHOr0 M3 ABYX NPU3HAKOB:
® HeCOOTBETCTBME XxapaKTepa remopparM4eckoro nposisne-

HUS XapaKTepy Y TAXKECTU TPaBMMUPYIOLWErO BO3AENCTBUS;
® CMOHTaHHblE FreMopparnyecKkme NposiBNEHMS.

MpK 3TOM HaAo y4uTbIBaTb TOT GaKT, YTO y AeTen nepsBo-
ro MONYroAMSt MU3HU He AOMKHO OblTb HUKAKWX remoppa-
rTMYECKUX NposiBNEHWW. TpaBMbl Y HUX BO3HWKAOT TOJIbKO
KaK CneficTBME HEKOPPEKTHOIO BO3LAEMCTBUS OKPYIKaIOLLMX
nojen. McknioyeHne cocTtaBfiieT paHHUMK MNOoCnepoLoBbIn
nepwuoa. Ntak, ntob6oe remopparmyeckoe nposiBieHne y AeTen
nepBoro Noayroanst *}M3HU AO/IKHO OLLEHMBATLCS KaK Hanu-
yne [C. Ha aTom 3Tane Hepeakn OWWMOKWM MHTeprnpeTauuu.
TonbKo B cny4yae nonyYyeHnss HopManbHbIX 3HAaYEHU TECTOB
MOXHO npegnonaratb, 4TO UMENo MecTo rpyboe obpalleHme
Cc pebeHKoM. B Halwen npaKTuke 6bIn cnydau, Korga Hepdo-
OLeHKa NepBbIX reMopparMyecknx NposiBAeHUn npuBoanna
K TXeNbIM NOCNEACTBMAM, BNIOTb A0 rM6enu naumeHTa.

JTaGopaTopHasi AuarHocTuKa

KnuHnyeckre nposiBAEHUS MHOMMX remMopparnyecKux
COCTOSIHWM CXOAHbI U 38 PEAKUM UCKIIIOYEHUEM HE MO3BO-
NA0T anarHoctuposaTb GopMy 3abonesaHusa. [ns BoiGopa
TepanumM Heob6xoAMMO BbIMOSHEHWE NAabopaTOPHbIX TECTOB.
[ns peweHuns 60MbWKUHCTBA HEOTIOXHbIX BONPOCOB MOXHO
MOWTK BYMSI OCHOBHbIMW NyTSAMW: UCMONb30BaTbh CTaHAaPT-
Hbleé CKPWUHWHIOBblE TECTbl MAW WUCMONMb30BaTb METOAWKM
aHanmMsa n3 apceHana «point of care».

CKPUHUHIroBble TECTbI

B 60nbluMHCTBE cny4aeB HeOOXOAMMO W JOCTATOYHO
BbIMONHEHWE 6 TecToB [2, 3]:

1. AKTMBMPOBAHHOE YaCcTMYHOE (NapuunanbHoe) Tpombonna-
cTuHoBoe BpeMms (AYTB, AlTB).

MpotpombuHoBoe Bpems (MNB).

Tpom6uHoBoe Bpems (TB).

KoHueHTpauusa dpubpuHoreHa.

Bpems kpoBoTeyeHus (BK).

KonnyectBo TpOM6GOLINTOB.

Bpewmsi, Heobxoanumoe 419 BbINOHEHUS 3TUX TECTOB, KaK
npasuno, coctasnset ot 40 go 120 muH. B 1abn. 1 npuBeaeH
andodepeHunanbHO-AUarHoCTUHECKUIM airopuTt™ € UCMNOJib-
30BaHMeM CKPUHUHIOBbIX TECTOB.

[emopparmvyeckas 601e3Hb HOBOPOXKAEHHbIX (TBH) nmeeT
CXOAHYI0 N1abopaTopHYl0 KapTUHY C M30AMPOBaHHbIM gedu-
umtom dakrtopos Il, V, X. JuddepeHumanbHO-gnarHoctnyec-
KUM KputepmeM N'BH MOXKET CNyXKUTb YCTONYMBLIN 3D DEKT OT
npUMeHeHKs npenapaToB BuTammHa K.

OnddepeHunpoBatb remodununio A u B u geduunt dak-
TopoB Xl, XIl no pe3dynsrataM CKPUHUHIOBbIX TECTOB HENb3S.
Mexay Tem geduumt daxktopa Xll He NPUBOAMT K CMOHTaH-
HbIM reMOpparM4ecKMM NpPosiBAEHMUSIM U NPeACTaBASET Yrpo-
3y TONIbKO NPU XUPYPrMYECKOM JIEYEHWUN U TAXKENbIX TPaBMaXx.
Oednumnt dpakrtopa Xl BCTpevaeTcs, Kak npaBuio, B 3THU-
YeCKOW rpynne eBpeeB-allkeHa3n. B gpyrux 3THUYECKUX
rpynnax oH BCTpeyaeTcs CropagnvyecKku, ¢ 4acToTon MeHee
1:1000000.

CnenyeT yyecTb, YTO B MCK/IOYMUTENbHbBIX ClydYasx BO3-
MOHbI CO4YETaHHbI€ COCTOSIHUS.

S0, wN

TexHonoruu «point of care» [4, 5]

B HacTosiulee Bpemsa pa3paboTaHbl METOAMKM, MO3BO-
nsitoume 6bICTPO NONYYMUTb TaGopaTopHbIE AaHHbIE, KOTOPbIE
NOBJIUAIOT Ha MPUHATUE pELLeHWe O Tepanuu y MOCTeNu
60/1bHOr0. 3TW NOAX0AbLI NoNy4Yunu obLlee Ha3BaHue «point of
care». B HacTosiLee Bpems B Poccun goctynHO obopynoBa-
HWe, N03BOAISAOWEE B TEYEHUE HECKONBbKUX MUHYT MNONY4YUTb
pesynbraTbl HEKOTOPbIX TecToB (1B, akTMBMpPOBaHHOE Bpems
CBepPTbIBaAHMSA C MPUMEHEHMEM KaojMHa U ApP.), HO NOKa HeT
TaKoro npuéopa, KOTOpbIM Gbl NO3BOJIMA OCYLLECTBUTL AND-
depeHLmManbHyo ANarHoCTUKY BCEX MPUYUH KPOBOTOYUBOCTH.
Tem He MeHee, NpUMeHeHWEe MMeloLLerocs 060pyAOBaHUA
C Y4ETOM KIUHUYECKUX NPOSBAEHUIN (MPU3HAKOB YAJIMHEHUS
BPEMEHW KPOBOTEYEHMUS), KOMYecTBa TPOMOOLIMTOB, AaH-
HbIX O YACTOTE TEX UM UHbIX COCTOSTHUI, HAIMYUS CEMENHOIO
aHaMHe3a 3aboneBaHUs MOXET MO3BOMNUTb NPEAnooXUTb
[AMarHo3 W MpPOBECTU afeKBaTHYIO MEPBUYHYIO Tepanwuio.
CaKkoHOMNEeHHoe TexHonoruen «point of care» Bpema MoxeT
CMacTv XU3Hb UK COXPaHWUTbL 340POBbLE NauMeHTa.

MomMUMO cTaHZapPTHbIX KOArynoforMyecKux TecToB nme-
eTcs BO3MOXHOCTb WCCNefoBaHUs TPOoM603acTorpaMmebl.
Bpems nonyvyeHns pesynstaToB Npu NpoBeAEHNN 3TUX TECTOB
He npeBblWwaeT 15 MuH.

Tpom6o3anactorpamma (T3N) — oAMH U3 NepBbIX METOAOB
ncenepoBaHmsa cuctembl remoctada. CoBpemMeHHble TPOMBGO-
371aCcTOMETPbI NO3BOASOT aHannanpoBaTb TAl ¢ akTUBaUunen
CBEpPTbIBAHMA MO TEM e MNyTaM, YTO U NpWU UccneaoBaHum
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Ta6nuua 1. JuddepeHumanbHasa AMarHoCTMKa OCHOBHbIX MPUYUH FreMoppParmyecKnx COCTOSHUI

AKTMBUpPOBaHHOE
Mpotpom- KonuuyectBo Bpems
YyacTuyHoe TpomGuHoBoe | ®UGPUHO-
CocTofiHuA 6uHOBOE Tpom6Go- KpOBO-
TpoMGonnacTuHoOBOE Bpems reH
Bpemsa LMTOB TeYyeHus
Bpemsa
[emopparuyeckas 60n1e3Hb y y H H H ¥ (peaxo H)
HOBOPOXKAEHHbIX
femodunumsa Yy H H H H H
[ncceMmrHMpoBaHHoe y y y c c y
BHYTPUCOCYAUCTOE CBEPThIBAHUE
Tpom6ouuToneHus H H H H c* Yy
HapyweHwue 6enkoso-
CUHTETUYECKON QYHKLIMKN NeYeHn*** Y/H Y/H y/H C/H H/C H
HapyweHusa pubpuHoreHa* H/Y H/Y y C H H (peako Y)
l[enapuH B o6pasue Y (peako H) Y (peako H) Yy H H H
Oeduvumnt daxkTopa VII* H Yy H H H H/Y
HOedbunumnt dpaktopos V, X, I1* y y H H H H/Y
Oednumnt dpaktopos XI* un XII** Yy H H H H H
Tpom6ouunTonatnmn* H H H H Hwunu C Yy
BonesHb BunnebpaHaa Y (peako H) H H H H (pegko C) Y (peako H)
Oedbunumnt daxtopa Xlll, HapylweHus H H H H H H
COCyMCTOro remMocTasa

lNpumevaHune. * — pefKune COCTOSHUA (CyMMapHas YactoTta He npeBbiwaeT 1:100000); ** — He NPUBOAUT K CMOHTAHHBLIM FreMopparM4ecknum
NPOSIBNEHUSAM; *** — 3MEHEeHNs 3aBUCAT OT THKECTU OCHOBHOMO 3a601eBaHus; NPy AMarHoCTMKe HeO06X0AMMO YYUTbIBaTb pe3ybraThl
nccnefoBaHus GyHKLMOHaNbHbIX NPO6 NeYyeHu. # _ Menee 100X109/J1. Y — yanuHeHo, C — cHu»keHo, H — Hopma.

Koarynorpammbl (A4YTB u [1B); aHanu3upoBaTb COCTOSHUE
remMoctasa C y4yeToM [eWCTBUA renapuHa; 610KMpoBaTb
M36bITOYHbIN GUGPUHONM3 U aAp. AHanu3 TIAI no3Bonser
anoddepeHumMpoBaTh Koarynonatuum, 06ycnoBEHHbIE CHUXe-
HMEM aKTMBHOCTM (GAKTOPOB CBEPTbIBAHMS BHELIHErO U BHY-
TpeHHero nyti, aedeKT TPoOMOOUMTapHOro 3BeHa, a TaKKe
BbISB/IATL NPUCYTCTBUE renapuHa B obpasue U CoCcTosfHue
runepduéprHonn3a.

MHTepnpeTaumtio aaHHbIX TecToB «point of care» Heobxo-
AMMO MPOBOAWTb MCXOAS M3 MPUHLMMOB, ONMMUCAHHbIX Bbllle
(cm. Tabn. 1).

lMocKonbKy BefiMKa BEPOSITHOCTb, YTO MaUWeHT 6yaeT
HYXAaTbCA B NPOBEAEHUM YTOYHAIOLWLMX TECTOB, 4YacTb MOny-
YeHHOW [0 Ha4vana nevyeHus nnasmbl NaLMeHTa Heo6Xo4MMO
3aMOpOo3uTb Npu TemnepaTtype He Bbilie -30°C.

TEPANEBTUMECKMUE MEPONMPUATUA

Mpu nocTynnexHuun B cTaLMoHap naumneHTa NepBoro nosy-
rOAMS YXM3HU, UMEIOLLLEro remopparnyeckmue CMMNTOMbI, nep-
BbIM TepaneBTUYECKUM MEPONpPUATUEM JOSIKHO GbiThb BBE-
neHve npenapaTa ButaMuHa K (BuKkacon, KoHakuoH). 3To
[ONYyCTUMO €eLLle A0 NPOBEAEHMS AMArHOCTUHECKNX MEPONpH-
ATMN. Y naumeHToB ¢ ageduumMToM BUTamMmHa K ata Tepanus
Nno3BOSIUT NPUBAU3WUTL BPEMS BbI3AOPOB/EHMS, @ OCTalb-
HbIM MPOCTO HE HABPEMUT.

[Mpu Koarynonatusax OCHOBHbIM TepaneBTUYECKUM Mepo-
npuaTUeMm ABNSETCA 3aMecTUTeNbHas Tepanus npenaparamu
CBepTbiBaHMS KpoBWU. B Tabn. 2 nepeduncneHbl npenapatbl
ONS 3aMeCTUTENbHON Tepanuu Npu reMopparMyeckux Koa-

rynonartmsix.
Mpenapatbl, NpuBeAeHHble B Tabi. 2, MOXHO pas3fefivTb

Ha 2 rpynnbl:

1) HeOYMLIEHHbIE, HEBUPYC-UHAKTUBUPOBAHHbIE — KPWO-
npeumnutat (Kpro) n cBexe3aMopOXKeHHas nnas-
mMa (C3I);
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2) OYMLLEHHble, BUPYC-UHAKTMBMPOBAHHbIE — KOHLEHTpa-
Tbl GAKTOPOB CBEPTbIBAHWUA KpoBW. locneaHue, B CBOKO
o4vepenb, MOXKHO pasaenuTb Ha 2 rpynnbl:

a) HeaKTMBWPOBaHHbIE MpenapaTbl MPUMEHSIOTCA ANA
npoBeAeHns 3aMeCcTUTE/IbHON Tepanuu;

6) aKTMBMPOBaHHbIE Npenapatbl NPUMEHSIOTCA 415 Npo-
BeJEHMWS «WYHTUPYIOLLEN Tepanvm» B TOM cliydae, Koraa
3aMecTUTeNbHas Tepanus no KakMM-TMbo npuyMHam
HeBO3MOXHa. [OCKOMIbKY 3TW npenapatbl obnajatot
BbICOKOM TPOMOOreHHOCTbIO, MOKa3aHua K MX MNpu-
MEHEHMIO CTPOro orpaHuyeHbl. ns aKkTMBMPOBaHHOIO
npenapata daktopos I, VII, IX, X — 370 MHrMbmutopHas
dopma remodunuum, ana daxktopa VIl akTMBMpPOBaHHO-
ro — uHruéutopHasa dopma remodunmun A n B, Tpomba-
cTeHus MaHumaHa, aedumunt daktopa VIl.

OcHOBHble NPUHLUMUIBLI MPOBEeAEHUS 3aMeCTUTE/IbHON

Tepanuu npenapataMmn paKTopoB CBEPTbIBAHUS KPOBH.

e B nepsylo o4yepefb MCNOAb30BaTb OYMLLIEHHbIE BMPYC-
WHaKTMBUPOBaHHbIE MpenapaTbl C y4eTOM COCTaBa.
CBexe3aMopoXKeHHaa nnasma, Kak npasuio, Manoad-
deKTUBHa, Jaxe Npu NpaBuibHOM UCMONb30BaHUN.

e BBOAMTb JOCTATOYHYD A03Y C LOCTATOYHOWM CKOPOCTHIO.
MeaneHHoe BBeaeHne nin BBeJeHne HU3KOW [03bl 3Ha-
YUTENbHO CHUXKAET 3ODEKTUBHOCTb TEPAMNUU.

* B cnyyae, Korga HeBO3MOXHa AnddepeHLmanbHas anarHoc-
TUKa, HanpuMep Npu U30IMPOBaAHHOM YIMHEHUN AHTB, MOX-
HO MCMoNb30BaTb OJHOBPEMEHHOE BBELEHUE HECKONbKUX
npenapaTtoB, HanpuMmep KoHueHTpaTbl dakTopos VIII v IX.

e [lpn Heob6xoaMMocTn npumeHeHus C3I man Kpuo npe-
napartbl pasmMopaxuBatTcd B TedyeHne 5-10 MuH npwu
Temnepatype 38-40°. BBoasaTcs cpaly nocne pasmo-
paXXMBaHUA C MaKCMManbHO AOMNYCTUMOW CKOPOCTbIO
(Kpo — cTtpynHo, C3I1 — CTPyMHO MAM KanesnabHO
6bICTPO). BCcs HeobxoanMMas f03a CBEXEe3aMOPOKEHHOM
nna3mbl 4OMKHaA OblTb BBEAEeHa He 6ofiee 4eM 3a 4ac.
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Ta6nuua 2. Mpenapatbl 419 3aMeCTUTENbHOM Tepanuun Npu Koarynonatusx

AddekTBHaAnA Ao3a
pynna npenapaTtoB Ea. iR (Mpu OTCYTCTBUM AaHHbIX HEETOIEREY
U3M. aKTUBHOCTb 0COGEHHOCTU NPUMEHEHUSA
06 aKTUBHOCTH)
B 15-30 mMn/Kr B cyT .
CBexxe3aMopoXeHHas nnasma M B 1-2 BBECHNS ManoaddeKTnBHbIM Npenapat
dakrop VIII (bakTop VIII B o B 1 ME/Kr yBenn4nMBaeT aKTUBHOCTb
¢ dakTopom BunnebpaHga) ME 50-150% 50-100 ME/kr pasoso B KpoBuM Ha 1-2% (0,01-0,02 ME B mn)
1 ME/Kr yBenn4mMBaeT akTUBHOCTb
_ 9 _
dakTop IX ME 50-150% 50-100 ME/Kr pa3oBo B KpOBY Ha 1% (0,01 ME B M)
1 ME/Kr yBenn4nMBaeT aKTUBHOCTb
- 0 -
dakTopsl IX, I, VII, X ME 50-150% 50-100 ME/Kr pa3oBo B KpOBM Ha 1% (0,01 ME B M)
«LlyHTupytouymity TPOMBOIEHHbIN
?;i:;gab!;(é:;‘\::g )n( enapar) ME 50-100 ME/Kr pa3oBo npenapat! Mo cTporum NoKasaHuam
P penap (MHrM6UTOpHan dopma remodunuu A)
1 ME/Kr yBenn4mMBaeT akTUBHOCTb
_ 9 _
dakTop VI ME 50-150% 50-100 ME/Kr pa3oBo B KPOBY Ha 1% (0,01 ME B m)
dakTop VII MKF 90-120 MKr /Kkr 1 pa3 B 2—-44 | «lyHTupytowwmit» TPOMBOMEHHbIN
(aKTMBMpPOBaHHbIM Npenapar) mnn 270 MKr/kr 1 pa3 B 8—-12 4 | npenapat! [1o cTpornm nokasaHuam
Kpuonpeuunurar
(dnbpuHoreH, dakropsl VIII, XIlI) Aosa 1 A03a/10 Kr pa3oso

CoyeTtaHoe ygnnHeHue AYTB u B npun HOpmasibHbIX
nokasarensix TB, ¢u6pruHOreHa. H4acto conpoBoxjaeTrcs
YONMHEHWEM BPEMEHU KpOBOTeYeHUSA. Hanbonee BeposTHbIN
AMarHo3 — remopparvyeckas 601e3Hb HOBOPOXAEHHbIX.
B nocnefgHue rofbl Yalle BCEro Mbl CTaSIKUBaeMcsl ¢ NposiB-
nenusamu NBH y aeten B Bo3pacTte okosno 1 mecsua. B noaa-
BasiowlemM O6ONblIMHCTBE CTpajaloT AeTu, Haxogsauimecs
TOMIbKO Ha eCTeCTBEHHOM BCKapMauMBaHun. OCHOBHbIE MpPo-
AB/IEHUS — CUHSIKWU; KPOBOTEYEHWE N3 MeCT 3abopa KPOoBH,
WHBEKLMI, CO CMU3UCTbIX 060I0YEK; BHYTPUYEPENHbIE KPO-
BOM3NUAHKSA. [NocneaHne NpoTeKatT ropasao TaxKenee 60b-
WUMHCTBA APYrMx Koarynonatuii. CMEepPTHOCTb OT BHyTpUYe-
penHbIX KPOBOM3NUSHUI cocTaBnseT 0koo 40%; BbIXKMBLINE
4acTo CTpadatoT OT TSXKENOro HEBPOSIOrMYyecKoro aeduuunTa,
NO3TOMY 4Ype3Bbl4alMHO BaXHO OKa3aTb reMOCTaTUYEeCKYo
NOMOLLb Kak MOXHO 6bIcTpee.

ButammH K Heo6xo0aMmMo BBECTU BHYTPUMBbILWIEYHO, BHY-
TPUBEHHO MM NepopanbHO KaK MOXHO 6bicTpee. PasoBas
[03a npenapata Bukacon coctaBnser 4 Mr (BO3MOXHO
Ha3HayeHne 1/4 Ttabnetkn unm 0,2-0,4 mn pacTtBopa),
pasoBas go3a npenapata KoHaknoH — 1 mr.

lMoKa3aHMAMK K NPOBEAEHUIO 3aMECTUTENIbHOM Tepanuu
npenapaTtamMu KpoBU SIBASIOTCS:
® KpPOBOTEYEHWE MW KPOBOU3NUSHME (B TOM YMUCie NOAo-

3pEeHne Ha KPOBOUSUAHUE);

° npeacToslWas MHBa3WMBHaAg MaHWUNynauua wam one-
pauus;

° cygoporu;

® HEMOTMBMPOBAHHOE WM BblipaxeHHoe 6eCcnoKOMCTBO
pebeHKa;

® THKECTb COCTOSIHUS M3-3a WMHTEPKYPPEHTHOro 3abosne-

BaHus.

OnTMManbHbIM  NpenapaToM A8  3aMeCcTUTeNbHOM
Tepanuu SBNSETCS KOHUEHTpaT ¢paKTopoB MPOTPOMOBUHO-
BOr0 KOMMJIEKCa HeaKTMBMPOBaHHbIK. Pa3oBas fo3a —
50-10 ME/kr. Kak npaBwuno, ogHOKpaTHOE BBEAEHUE
npenapata BMecTe ¢ BuMTamuMHOM K no3Bonser aobutbes
BbI3JOPOB/IEHNS.

KoHTponb remoctasda npoBoauTcs 4vepe3d 15-30 MUH
nocne BBeAeHWS NpenapaToB KPOBU C OLLEHKOM U KOPPEKLIU-
en Tepanuu. Npu HopManu3aunn remoctasa — MOBTOPHbIN
KOHTPOJb Yepes 12—-24 y.

Ecnn poctatoyHasi go3a KOHLEHTpaTa $aKTopoB Mnpo-
TPOMGMHOBOIO KOMIMJIEKCA HE MPUBOAWUT K aJeKBaTHOMY
naéopaTtopHomy adPeKTy, BEPOATHO, ¥ NauUMEHTa CUHAPOM
notpebnenunsa B cBasn ¢ [ABC, remaHrmomamu, KpoBoTeye-
HUeMm, nHdekumnen. CxoaHaa nabopaTopHas U KiMHUYecKas
KapTvHa BO3MOKHa Npu 3a60/ieBaHUAX NeYEHMN.

MNoBTopHoe yanuHeHne AYTB u MB 4yepe3d 12-24 y
[10 NMoKasaTefen HUKe BO3PacTHOW HOPMbl CBUAETENbCTBY-
€T NMM60o 0 coxpaHsollemca aedbuuuTe BUTaMuHa K, nnéo
0 HacneacTBEHHOM AeduumnTe 0OHOro U3 GaKTopPoB CBEPTbI-
BaHua — Il, V, X. lNpu gednuyunte dpakTtopa V BBeaeHue npe-
napatoB GaKToOpoB MPOTPOMOBUHOBOr0 KOMMAEKCa MOXKeT
6bITb HEADDEKTUBHO M NOTPEBYETCH CBEXEe3aMOpPOXKeHHas
nnasma B go3e 10-20 mn/Kr.

Ons onddepeHunanbHON AMArHOCTUKM HeobX0aMMo
nccnefoBaHnMe aKTMBHOCTM GaKTOpoOB MPOTPOMOWMHOBOIO
KOMMneKca 13 obpasLia KpoBM, B3ATOro A0 Havyana nposeje-
HUSI 3aMeCTUTENBHOM Tepanuu (Kak yKa3blBanochb Bbllle).

Mpu AMarHoCTMKe HacneacTBeHHOro aeduvunTa anuTenb-
HOCTb M A03bl NpenapaToB /15 NPOBeAEeHNS 3aMECTUTENbHON
Tepanuu noabupatotca remaTtonorom. Bece nayumeHTsl, nepe-
Heclmre aeduumT GaKTopoB NPOTPOMOUHOBOIO KOMMJEKCa,
LONMXHbI MOBTOPHO KOHCYNbTUPOBATbCA M 06CNefoBaTbCH
remMaTonorom B Bo3pacTe nocne 6—12 mec.

HU3onupoBaHHoe yannHeHune AYTB. [lpn Hanuuuu
reMopparmyeckumx MnposiBAEHU Haunbonee BEPOATHbIM
AMarHo3omMm gBnsdetca remodunna A (3aboneBaemMoCTb
1:10000 HOBOPOXAEHHBLIX Manb4yMKOB), pexe remodu-
nma B (1:80000 HOBOPOXAEHHbLIX MaNb4yuMKOB). [eBOYKM
cTpagaloT remodunmMen 4pessBblalMHO PefKo, MauueHTbl
¢ pedunumtoMm daktopa Xl TakKe BCTpeYaloTcs B UCKIOYM-
TenbHbIX cnyvyasx. AnddepeHumpoBaTb remodunuio A (Hego-
ctatoyHocTb VIII dpaKTtopa cBepTbiBaHUS KpPOBW) OT remo-
dunun B (HepoctatoyHOCTb IX daKTopa cBepTbiBaHUSA
KPOBM) BO3MOXHO NPWU aHann3e akTUBHOCTU 3TUX GpaKTopoB
B 06pa3ue, B3STOM A0 Havyana 3aMeCcTUTeNIbHOM Tepanuu.

[nsa npoBeaeHWs reMocTaTMYecKon Tepanum noKasaHo
BHYTPMBEHHOE BBeAeHWe KoHueHTpaTa daktopa VIII wnum IX.
Mpun oTCyTCTBMM MHDOPMALIMK O TUME TEMODUINN BO3MOMXKHO
coyeTaHHOe BBeAeHWe 3TUX npenapaTtoB. [lo3a Kaxaoro
13 HWX Ha 0aHO BBeaeHue cocTtaBnseT 50—-100 ME/kr. Yepes
15-30 MKH nocne BBeAEHWUS HEOOXOAMMO MOBTOPUTb TECT
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AYTB: npu npaBubHOM NPOBELEHUN 3aMECTUTENbHON Tepa-
nun A4TB HopmanuayeTcs.

[NokazaHus AN 3aMecTUTeNbHOM Tepanuu:
® KpOBOTEYEHWUE WU KPOBOUIUAHHUE;

° MpeacTosiliee onepatMBHOE levyeHne MAU MHBa3MBHas
npoueaypa;
° HEeBPOJSIOrMYEeCcKUe NposiBNIEHMS, B TOM YUC/E CyA0pPOrH,

HEMOTUBUPOBAHHOE WU CUNbHOE BECMOKONCTBO.

[Mpn HopmanbHOM nabopaTopHOM OTBETE Ha NpoBeae-
HWe 3amMecTUTe/IbHOW Tepanuu NOBTOPHOE BBEAEHNE MOXET
notpe6oBaTbes Yepe3 12-24 4. CoxpaHeHne YATMHEHHOrO
A4YTB, ckopee Bcero, cBi3aHo ¢ geduuntom dakropos Xl
n Xll. KoppeKkuus nx gedvmumnta npoBOAMTCS CBEXE3aMOpPO-
eHHoM nna3mon B go3e 10-30 mn/Kr. BoisiBneHve naonu-
pPOBaHHOroO yanuMHeHHoro AYTB TpebyeT HeMeaneHHOW KOH-
CynbTaluun remaTonora ans peleHus Bonpoca O AuMarHose
1 nogbope Tepanuu.

YanuHenune AYTB B coyetaHuu c yannHeHnem BK.
Hanbonee BepoATHbIN AMarHo3 — 60se3Hb BunnebpaHaa.
3amecTuTenbHas Tepanus NpoBOAMTCS MO TEM Ke MoKa3za-
HUAM, 4TO W npu remodunmu. KMcnonb3yloTcs npenaparbl
dakTopa VI, coagepxawue daktop BunnebpaHga. [1o3bi
M KPaTHOCTb aHa/IorMyHbl TAaKOBbIM NPKU reModUInu.

CoyetaHHoe ypaimHeHue AYTB, 1B, TB, cHu)XeHHe
¢un6puHoreHa. Pa3BnMBaeTCs NpU HECKONbKMUX COCTOSHUSIX.
HapyweHune 6en1KoBO-CUHTETUYECKON DYHKLMU MeYeHu, Kak
npaBuno, He MPUBOANUT K CHUMKEHUIO YPOBHS TPOMOOLM-
TOB. 3T0 No3BondeT anddepeHumMpoBaTb TaKOe COCTOSIHUE
ot AABC u gpyrux cuHAPOMOB MNOTpe6neHns, Npu KOTOPbIX
YypOBEHb TPOMOOLIMTOB CHUXKAETCS.

B page cnydyaeB HapylleHWe 6enKOBO-CMHTETUYECKOM
GYHKUMK nedvenn TpyaHo auddepeHuMpoBaTb € Hacnen-
CTBEHHbIM gedunumtom odubpuHoreHa. lpobnema B TOM,
YTO 3HAYUTENbHOE CHUMKEHUE GUOPUHOreHa AenaeT HEBO3-
MOXHbIM onpegenenne TB, A4YTB u B. [ng npoBeaeHus
anddepeHumanbHOro gMarHo3a HeobxoaMmMo uccnegoBaHune
aKTUBHOCTM GaKTOPOB CBEPTLIBAHWS KPOBM B 06pasLe, B3s-
TOM [0 NPOBeAEHUA 3aMeCTUTENLHOW Tepanuu.

[OonNoNHUTENBHYIO AMarHOCTUYECKY MHDOPMAaLMIO MOTyT
npefocTaBuUTb NabopaTopHble AaHHble U KITIMHUYECKKUE Mpo-
ABneHnsa. HapyweHne 6elKOBO-CUHTETUYECKON OYHKLUK
nevyeHn pefKo COMPOBOMKAAETCS BblpaKEHHbIMKM remoppa-
TMYECKMMU CUMNTOMAMM, Torga Kak runopubpuHoreHemus
MOXET NPOSABAATLCH A/IUTENIbHBIM KPOBOTEYEHWEM U3 MYMNOoY-
HOM paHKU W APYrux paH, CKIIOHHOCTbIO K 06pa3oBaHuio
CUHSAKOB M remMaTtoM, KPOBOTEYEHUSAMWU U3 MECT UHbEKLUMK
1 3abopa KPoBM.

3amecTutenbHasa Tepanus Npu 3TUX COCTOSIHMAX TpebyeT
KoMnieKcHoro nogxoaa. MNpu ABC ncnonb3yeTtcs ToNbKO CBe-
e3amopoxKeHHas nnasma. CytoyHas go3a — 15-30 mn/Kr
B 1-3 npuema. Kp1o 1 KOHLEHTpaTbl GpaKTopoB CBEPTbIBA-
HUS KPOBW MCMOMb3YIOTCH TOJIbKO B CUTYaLIMSIX, KOr4a NPorHo3
015 KU3HW NauMeHTa onpeaenseTcs ToNbKO HalMynem Kpo-
BOTeYeHMs. B aToW cuTyaumm OonycKaeTcs MCnosib30BaHue
Kpuo, KoHUeHTpaTa GaKTopoB NPOTPOMOMHOBOIO KOMIMEK-
ca. lMpn HepocTaTo4HOM WX 3PODEKTUBHOCTU ONA chaceHUs
M3HU BO3MOXHO NPUMEHEHME aKTUBUPOBAHHbIX Npenapa-
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ToB. Cnefyet y4ecTb, 4TO NPUMEHEHME NPOKOArynsHTOB Mpu
[BC ycunuBaeT nonnopraHHyto HeloCTaTOYHOCTb.

Momumo C3I1 nokasaHo BBeAeHWe renapuHa B npodu-
NakTnyeckunx posax — 50-150 ea/Kr B cyT B BUAe Henpe-
PbIBHOW MHDY3MK, peonornyeckas n aTMOTponHas Tepanus.

[Mpy remopparnyecknx NPosiBNEHNAX y HOBOPOXKAEHHbIX C
neduvumtoM dubpuHoreHa, codeTaHHbIM yannHeHnem AYTB,
MB, TB v cHUxKeHnem drnbpuHOreHa nokasaHo nNpoBeaeHne
Tepanuun Kpuno B go3e 5-10 mMa/Kr nog KOHTPONEM CKPUHUH-
roBbIX TeCTOB. [locne HopmManu3aunn ypoBHa duUbpUHOreHa
npu CcoxXpaHsweMcs reMoCMHAPOME BO3MOXHO BBefe-
HWEe KOHUEeHTpaTa GaKTopoB NPOTPOMOMHOBOIrO KOMMIEKca.
Mcnonb3oBaHWe aKTMBMPOBAHHbLIX NPENapaToB y NaLMEHTOB
C HapylweHneM GYHKLKUKU NevyeHn onacHo, MOCKONbKY y AeTen
nepBoro Nosyrogus *W3HW 4acTo CHUXEHbl He TOJIbKO Mpo-
KOarynsiHTbl, HO U WHIMOUTOPbI CBEPTbIBAHUA KPOBMW, HTO
3HaYUTENbHO NOBbIWAET PUCK TPOMOO3a.

PeweHne Bonpoca O TOYHOM AMarHose, AJUTENbHO-
CTM W [03ax 3aMecTUTenbHOW Tepanuun TpebyeT y4vacTus
remarosora.

U3zonupoBaHHoe yanunHeHue [IB cBuAaeTenbCTBYET
0 geduumnTe aktMBHOCTM dakTopa VIl cBepTbiBaHUA KPOBMU.
[eMopparmyeckre nposiBAEHUs MpU 3TOM COCTOSIHUU PEAKO
pasBuBaloTCs A0 1 roga XU3HW. 3amecTuTeNbHasa Tepanus
NPOBOANUTCA HEQKTUBUPOBAHHbLIM daKTopoM VIl nn KoHLeH-
TpaToM GaKTopoB NPOTPOMOUHOBOIO KOMMEKca B pa3oBom
nose 30-100 ME/kr. KpaTHocTb BBeaeHus — 1-3 pasa
B CyT. BO3MOXHO npuMeHeHWe anTakora anbda akTMBUpO-
BaHHOIO (aKTUBMPOBAHHOIO peKOMOBUHaHTHOro dpakrtopa VIl)
B pa3oBou fo3e 30 MKr/Kr. BoiiBneHve Takux naumMeHToB
TpebyeT CPOYHOM KOHCYbTaLMM remaTtosora.

HU301MpoBaHHOe CHM)XXeHHe YPOBHSI TPOMOOLMTOB.
HeoHaTanbHble TPOMOOLMTOMEHMM — OfOHA W3 YacTbIX
M OMacHbIX MPUYUH PasBUTUS Fremopparnyeckux nposisne-
HUI. TPOMBOLMTONEHNN B NEpUoae HOBOPOKAEHHOCTH 1 pas-
BMBalOLWMECH B MepBble 6 MEC MU3HW GblBAlOT UMMYHHOWM
N HEMMMYHHOW 3TMoNoruun. ns npoBeaeHus AMarHOCTUKM
1 BblOGOpa TaKTUKKU Tepanun Heobxoanma CpovHas KOHCY/b-
Tauusa remarosora.

BbisiBneHve HeoHaTanbHOW TpoMOGOLMTONEHUN Tpeoby-
€T NpoBeAeHUs HEOT/IOXKHbIX MEPOMNPUATUI, HamnpaBlieH-
HbIX Ha MNPOMUNAKTUKY BHYTPUYEPENHbIX KPOBOU3NUSHWUM
M APYruX YrpoXKalowux KpoBoTevyeHun. Heobxoammo BHy-
TpuBEHHOE BBEAEeHWE UMMYHOrNo6ynnMHa G B pa3oBoM Jo3e
1 r/Kr. KypcoBasi TepaneBTnyeckas gosa — 2—3 r/Kr.

3amecTuTenbHaa Tepanus KOHLEHTpaToM TpoMO6oLMTOB
NnoKa3aHa TONbKO NPU Pa3BUTUU YTPOXKAIOLLMX KPOBOTEYEHN
npu HEMMMYHHOW TpomboLmMToneHnn. OgHa Ao3a KOHLEHTpa-
Ta TPOMBOUMTOB BBOAMTCS BHYTPMBEHHO KanenbHO C y4eTOM
TOr0, YTO NPUYUHON TPOMOOLMTOMEHUU MOXKET ObITb rPynmno-
BOW WKW pe3yC-KOHONMKT. YCNOBUSA XpaHEHUS U BBEOEHUSA
npenaparta TpebyloT NOCTOSAHHOIO ero nepeMellnBaHus.

Takum 06pa3oM, aHanu3 KIMHUYECKUX nposBle-
HUMN W Pe3ynbTaToB CKPUHWHIOBbIX TECTOB MO3BOJIMT OKa-
3aTb HEOTNOXHYIO MOMOLLb pPeGeHKy NepBoro Nnonyroaus
MU3HU MPU remopparmyeckmux COCTOAHUAX 4O KOHCY/bTaunu
remarosora.
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