cKas TakTMKa HanpsiMyto 3aBUCUT OT 3TMOSIOMMM NpoLecca,
BOMPOCHLI PaHHEr 0 BbisiBNEeHUS, anddepeHumansHon anarHo-
CTUKM NPUYMH KOHbIOrMpoBaHHoM I'b n agekBaTHoOE neyeHmne,
BKJIlOYAsi CBOEBPEMEHHYIO KOPPEKLMIO aHOMANUI XENYHbIX
nyTei, UMeloT 6OJbLLIOE MPOrHOCTUYECKOE 3HAYEHME.

CMUCOK JINTEPATYPbI

1 HeoHnaTtonorusa: Poccuiickoe HaumoHanbHOe PyKo-
BoacTBo. Mop pea. LWabanos H.M. n gp. — M.: MEAnpecc,
2007.-420c.

2 BongHiok E.B., KyaHeuosa A.B. TakTuka neguatpa npu
HeoHaTanbHoM xentyxe // NpakTnieckas megmupyHa. — 2009.
-Ne39.-C.13-15

3 AsepbsiHoBa N.U., MexpsikoBa M.A. OCHOBHbIE MPUHNHBI
HeoHaTanbHOW rMNepbunMpybrHeMnn y AOHOLLEHHbBIX HOBO-
POXAEHHbIX // NepMCKnini MeanunHCKnn xxypHan. — 2007. —
T.24.-Ne 04.-C. 13-16

4 Bromiker R, Bin-Nun A, Schimmel MS, Hammerman C,
Kaplan M. Neonatal hyperbilirubinemia in the low-interme-
diate-risk category on the bilirubin nomogram // Pediatrics.
2012 Sep;130(3):e470-5

5 Brumbaugh D, Mack C. Conjugated hyperbilirubinemia
in children // Pediatr Rev. 2012 Jul;33(7):291-302

T¥XbIPbIM
O.6. BATMHA
BocaHy yui, PyOHbll K.
OCEP ETINNEH TMNEPBUNUPYBUHEMUANAP BAC
XAHA TYFAHOAPObIH

VIK 616.15-008.815:615.273.52
O.H. IYIHHUK

NEANATPUSA

Makcat — aTvonorusinelk aktopnap, KnmHUKanblK acep
eTynepai TangacblH XaHe XaHa Kypcakra xonectasbeH
TyFaH runepbununpybmHemunsanap, katamHesi acep eTinreH
KYRiHOEHIH TepaneBTUANbIK TakTUkaHbl. MaTepuan xaHe
apicTep: xacbl TaynikTi 1MeH 27MeH apanbiFbiHOaFbl Kypa-
faH 25 GebekTep aypyablH TapuxTap 3eptregi. 3epTTey
HOTWXenep: TepaneBTUSAMbIK TakTMKa acep eTinreH runep-
ounnpybuHemMnsiHblH anddepeHumanbl AuarHocTvKa npuyn-
Hbl NPOLIECTIH, 3TUOMNOIMACHI, €PTE aHbIKTay, CypakTapbl Tikenemn
GarbIHbILLTHI GoNaabl XXoHe afekBaTTbl eM, aHOManusanapabliy,
Oep KesiHAae Ty3eTyiH Koca eT BekiTyipek, YIKeH NPOrHOCTUSNbIK
MafblHa ne 6onagpl.

SUMMARY

0.B. VAGINA

Maternity home, Rudnyi c.

CONJUGATING HYPERBILIRUBINEMIAS AT NEWB
ORNS

The purpose — to analyses etiological factors, clinical
implications and therapeutic tactics at the conjugated
hyperbilirubinemia, and also a catamnesis of newborns
with a neonatal cholestasis. Materials and methods: stories
of illnesses of 25 babies which age made from 1 to 27
days were studied. Results of research: therapeutic tactics
directly depends on a process etiology, questions of early
identification, differential diagnostics of the reasons of the
conjugated hyperbilirubinemia and adequate treatment,
including well-timed correction of anomalies of cholic ways,
have great prognostic value.

FEMATOJIOrUs

Hayuonanvhutii Hayunvlil yenmp mamepuncmea u demcmea, 2. Acmaua

IMPUMEHEHME ITPEITAPATOB, COAEP/KAIINX PAKTOP
BUJLIEBPAHJIA, ITPU BOJIE3HU BUJJIEBPAHJIA ¥V IETEN

BonesHb poH BunnebpaHaa — aTo obLuas reMopparndeckas nartoaorus. PacnpoctpaHeHHOCTb cpeamn HaceneHns 1-2%

B nionynsumn. Llens nccnenoBanvisi: onpenennts Hanbosiee apdekTMBHOE 1eKkapcTBO [4J18 1eHeHus1 6one3Hn ¢poH Bunne-
6paHaa y AeTen.

JledeHune naumeHTam ¢ bB Ha3Ha4YaeTcsi nocsie yCTaHOBIEHUS ANarHo3a v npu Haanm4ymm reMopparn4yeCcknx rnposiBIEHUA.
OCHOBHbIM MPUHLMIOM JIEHEHWIS SIBJISIETCS IPOBEAEHNE 81€KBATHOV 3aMECTUTEIbHOV FrEeMOCTaTUYECKOM Tepanumy pakropamm
ceeptbiBaHus kposu VI, cogepxatymmm VWF, no3BosisiroLLer BOCMOIHUTL AeduumnT pakTopa B r/ia3me v rnoBbICUTb a4re3vB-
HO/arperaumoHHble CBovicTBa TPOMOOLMTOB 0 He06X0AMMOro ypoBHS. Cpeau BCex npenaparoB C BbICOKUM COAEPXKAHNEM
¢paktopa VW cnenyet otmetuts npenapart Bunare (Octapharma).

Bo Bcex criyHasix JiedeHuvd riperiaparom Bunare HaﬁﬂiO,QBETCFI rNoJsIoXnTesibHas AnHaMuvKa ripuvl KOXXHo-remappormn4eckom
CUHAPOME, Py HOCOBbIX KPOBOTEYEHUSIX, & TaKXe Mpu APYrux nposiB/ieHnsIx 601e3Hu poH BunnebpaHaa, 470 rno3BossieT
pekomeHaoBarb npenapar Bunare kak npenapar Bbloopa A/l 1IeHeHUs 1o TpeboBaHWI0 1 NPoouIaKkTU4eCcKoro ae4eHus
60/1bHbIX, CTPaaarLLmx 601e3Hb0 PpoH Bunnebparaa. 4nntesnbHOCTb M 03MPOBaHNE yCTaHaBINBAIOTCS C y4eTOM 1abopa-

TOPHbIX N KIIMHNYEeCKNX AaHHbIX.

KnouyeBble cnoBa: 60s1e3Hb Bunnebparaa, aetn, paktop ceeptoiBaHus kposu VI, pakTop BunnebpaHaa.

one3Hb Bunnebpanpa (EB) — remopparunyeckoe 3a-

B 6oneBaHve, SBASIOLLEECS CNeACTBUEM KAYeCTBEH-

HbIX UNW KONMMYECTBEHHbIX HapyLleHni dakTopa

BunnebpaHga (VWF) [1]. NMpuynHoi HacnencteeHHon BB

agnseTca mytaums reHa dakrtopa Bunnebparga [2]. CuHTe3

VWF nponcxoanT B 9HOOTENNN COCYONCTOM CTEeHKM (75-85%)
1 B MerakapuoumTax (15-25%) [3].

K HaCTOdALLEMY BpeMEHN NOKa3aHOo, YTO HacsieaCTBeHHaa

BB aBnseTcsa Hanbonee pacnpoCcTpaHeHHbIM reMopparmnye-

cknum 3aboneBaHneM. PacnpocTpaHeHHOCTb 3aboneBaHus

MEOWNUWHA, Ne4, 2013

B nonynsauum coctaenset 1-2% [4]. B KasaxcTaHe 3ape-
ructpupoBaHo 45 peteit ¢ 6B. BonesHblo BunnebpaHaa
601€I0T N1LA Kak MyXCKOro, Tak 1 XXEHCKOro nona.
Bone3Hb BunnebpaHpa HacnenyeTcss Mo ayTOCOMHO-
OOMWHAHTHOMY MM ayTOCOMHO-PELECCUBHOMY TUNY
[5]. BoigensaioT 3 oCHOBHbIX Tuna bB: 1 Tun — 4yacTuyHbIN
KONMYecTBeHHbI aeduumt VWF (okono 63% 605bHbIX),
2 TMN - pasnunyHble KavyecTBeHHble aedekTol VWF (32%),
3 TN — NOMNHbIN KonnyecTBeHHbIN aedekT VWF, BcTpeyalio-
WMinca npumMmepHo B 5% cnyd4aes, U Camblil TAXeNbIA MO
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TedyeHuto [6]. BHaHMe TNoB BB BaxHO Ansa onpeneneHus
ne4yebHON TaKTUKMN.

OCHOBHbLIMU KNMHUYECKUMUN NposiBneHusmMn BB aB-
NIeTCS MOBbILEHHAsA KPOBOTOYMBOCTb NPU TpaBMax nnu
natonormnyeckux npoueccax [2]. MNpu BB cTpagaet GyHKuMA
OCTaHOBKW KPOBOTEYEHUS, MOSTOMY XapakTepHbl NEePBUY-
Hble KPOBOTEYEHMS, HAYMHAOLLMECS cpady NOCEe TPABMbI.
Haunbonee xapakTepHbIM 1 cneunduyHbIM cumnTomom 6B
ABNSAIOTCH KPOBOTEYEHUS U3 CAN3UCTbIX NOSIOCTM HOCA,
pTa, BHYTPEHHUX OpraHoB. CMMNTOMbI KDOBOTOYMBOCTH
BAPbUPYIOT OT YMEPEHHO BbIPAXEHHbIX A0 KpanHe Tsaxe-
NbIX U NPOTEKAKT N0 MUKPOUMPKYAATOPHOMY Tuny. MNpn
BB remopparnyeckunii CMAHAPOM MPOSIBASETCA He BCeraa,
1 nepuoabl NOBLILWEHHONW KPOBOTOYMBOCTUN YepeayoTcs C
nepuoaamMun npakTuyeckm nOSHOro OTCYTCTBUS KPOBOTE-
YyeHum [5].

MopospeHne Ha BB n Heo6xo0AnMMOCTb ee AMAarHOCTUKN
BO3HUKAIOT NPV ANNTENBHOM KPOBOTEYEHMN N0OOIN Noka-
nunsaumm [3]. OcHoBOononarawowmMm onsa auarHoctmkmn 6B
ABNAETCHA HaNMyMe B aHaMHe3e reMopparmyeckomx npo-
SABNEHUI c NnpeobnagaHnem KpoBOTEYEHNI U3 CIIN3UCTbIX,
MOJIOXUTESIbHbIN CEMENHbI aHaMHe3, Hann4me KPpOBOTO-
4YMBOCTM Yy nuny, oboero nons [6]. B ocHoBE AMarHOCTUKK
BB nexut onpepneneHue yposHsa VWF, npokoarynsaHTHOM
aKTUBHOCTM ¢dakTopa ceepTbiBaHusa kposu VI, arperauuvn
TPOMOOUUTOB, MHAYLMPOBAHHON PUCTOLLETUHOM.

JNleveHue npu BB Ha3HavyaeTcs nocne ycTaHOBAEHUS
AumarHosa, npy Hann4mMm remopparm4ecknx NPosBAeHnn [4].
Mpu BbIOOPE METOA0B fleYeHns cnenyeT yunTtbiBath TN bB.
Tak, npu 1 Tnne BB npenapaTtom BbI6opa SBASeTCH 4ECMO-
npeccuH. MNMpu 3 Tune BB — 310 Npenapatsbl, cogepxaline
dakTop ceepTbiBaHMa kposu VIII n vWF [5, 6].

Mpn HEBO3MOXHOCTU onpeaennuts Tun 6onesHn Bun-
nebpaHpa npenapartamMu Boibopa ABNSIOTCS npenaparhbl
dakTopa ceepTbiBaHusa kposu VI, cogepxawme VWF n
Mno3BONSAIOLUIME BOCAONHUTE Aedunumt 3Toro ¢pakropa B
nnasme, a Takxe NOBbICUTb aAre3MBHO-arperaunoHHbIe
dyHKUMKM TpOMBOoUMTOB (Npenapat Bunate). B neveHnn 6B
TakXke NCNONb3YIOTCS KOHLLEHTPaThbl pakTopa CBEPTLIBAHMUS
kposu VIIl (OktaHaT n ap.) [4, 5], O6a aTux npenapara 3ape-
rMCTPUPOBaHbI Ha TeppuTopun Pecnybnmkun KazaxcrtaH.

Cpeau npenapartoB cnegyeT ocobo BbloenuTb Buna-
Te, pa3paboTaHHbIN cneunanbHo ana nedeHusa bB. OT-
JINYNTENBHON OCOBEHHOCTLIO 3TOro Npenapara sBngeTcs
BbiCOKOe coaepxaHne VWF no oTHoweHuo K pakTopy
ceepTbiBaHMA kposu VI (0,9:1). MokazaHnem ana Ha3Ha-
yeHus Bunate aBnsitoTca neveHme n npodunaktTmka KpoBo-
TeyeHun npu BB, remodunnm A. lo3a npenaparta 3aBuUCUT
OT XapakTepa KpOBOTO4YMBOCTU N B CPEOHEM COCTaBngeT
20-25 ME/kr npu npodunnakTMiyeckomM NpUMeEHeHUn n ot
20 po 70ME/Kr npv ne4eHnn KPOBOTEYEHUIA, a TakxXe npu
XVUPYPruyecknx BMeLlaTenbcTBax.

Llenb Hawero nccnenoBaHust — onpeaeneHne Hanbonee
addekTnBHOro Nnpenapara ang neveHus 6B y geten.

MaTtepuan u metoabl

3anepuop casrycta 2010 no asryct 2012 rr. B otaene-
HUWN reMaToOOHKONOrnMn HaumMoHanbHOro Hay4yHoro LeHTpa
MaTepuHCTBa U AeTcTBa I ACTaHbl C AMarHo3om: bonesHb
Bunnebpanaga Habnoaannucb NATEpO AEeTen, Y4eTBepo U3
KOTOPbIX 6bINM AEBOYKN, OAMH — ManbyuK. Bo3pacT naum-
eHToB — 0T 7 o013 ner.

Ona anarHocTnkmn BB ncnonb3oBanncb CKPUHUHIOBLIE
TECTbl: BpEMSA KPOBOTEYEHUS, aKTUBMPOBAHHOE YaCTUYHOE
TpombonnactTuHosoe Bpemsa (A4YTB), npoTpombMHOBOE
Bpems (MB), mexayHapoaHoe HOpMaJn3oBaHHOE OTHO-
weHne (MHO), TpombuHoBoe Bpemsa (TB), dubpuHoreH,
onpegensanack arperaums Tpomoéoumtos ¢ AQD, konnare-
HOM, PUCTOLLETUHOM, onpeaenancs yposeHb VWF, dakTopos
cBepTbiBaHus kposu VI, IX.
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B nedeHumn Tpex nauneHToB B amOynaTopHbIX YCAOBUSIX
MCNoNb30BaNNCh Npenapatbl GakTopa CBEPTbIBAHMA KPOBU
VIIl: BogHOM cnydae — nna3mMeHHbin npenapat OktaHaT (OkTa-
dapma), B ABYX Cny4asx — pekoMOUHAHTHbIE Npenaparhbl.

[ns 3amMecTUTenbHOM Tepanun y BCexX NaumeHToB nC-
nonb3oBancs npenapat Bunate (Oktadapma). CpenHsis nosa
npenapata coctaBuna 22 ME/kr/cyT (oT 18 oo 25 ME/kr/cyT).
lMpenapaT BBOAWNCS BHYTPUBEHHO CTPYMNHO 1-2 pasa B CyTKM
B 3aBMICUMOCTUN OT TXECTU KIIMHUYECKNX NPOSIBAEHWNIA.

Pe3ynberaTtbl n 06CcyxaeHue

MonoXxuTenbHbIV CEMEHbIN aHaMHe3 Habnioaancs B Tpex
cnyyasx u3 natn. KnnHuyeckme npmaHakm 3aboneBaHus B
ABYX Cly4asx NposiBUACH B BO3pacTe A0 3-x NeT, y 3-x na-
LMEHTOB — B BO3pacTe 4-7 neT.

Y Bcex 60J1bHbIX HabNoAANNCh OOWSIbHBIE ANTENbHbIE
HOCOBbIe KpoBOTeYeHUs. Y 4-x nauneHToB (80%) oTmeyancs
YMEPEHHbIN KOXHbI reMopparnieckmin CUHOPOM, NpPosiB-
NABLIMIACS MUKPOLIMPKYASTOPHBIM TUMOM KPOBOTOYMBOCTMU.
B nByx cnyvasax (AeBOYKM NOAPOCTKOBOro BO3pacTta) Ha-
6n108anMcb NPOAOIKNTENbHBIE 0OUbHBIE MATOYHbIE KPO-
BOTEYEHUS.

Mo faHHbIM Koarynorpammbl yanivHeHne A4TB Habnio-
Lanocb B YETbIPEX Chy4asnx, Npu 9ToM nokasatenun 1B, B,
MHO, dunbpurHoreHa 6binmn B npeaenax Hopmbl. YpoBHU dak-
TOpoB cBepTbiBaHUs kKposu VI, IX 6biiv B npeagenax HopMsl
(50-150%) B 4-x cny4yasx, B O4HOM clly4ae ypoBeHb (pakTopa
cBepTbiBaHUs kpoBu VIII 6bi1 cHMXeH o 36%. Arperaums
Tpombouuntos ¢ ADD, konnareHoMm 6bina B Npeaenax HopMbl
B 100% cnyvaes. Y 3-x naupeHToB (60%) oTmMevanock yme-
PEHHOE yANVHEHWE arperaumm TpOMOOLIMTOB C PUCTOLLETU-
HOM. YpoBeHb dakTopa BunnebpaHaa Obi1 CHUXEH BO BCEX
cnyyasx: y 3-x 60/bHbIX OH cocTaBun oT 2 0o 4,8%, B OByX
cny4asx — ot 8 no 15%. Tun BB He onpeaensancs.

Cnenyet oTMETUTb HU3KYID 3DDEKTUBHOCTL PEKOMOU-
HaHTHOro npenaparta ¢akTopa ceBepTbiBaHUs Kposu VIl B
nedyeHnn BB B cpaBHEHMM C nNna3MeHHbIMU NpenapaTamm
aToro ¢gakropa. IT10 cBs3aHo ¢ oTcyTcTBMEM VWF B pekom-
OMHaHTHOM Npenapare.

Ha ¢oHe npumeHeHna npenapaTta Bunate otTmeyanocs ky-
NMMPOBAHNE KOXHOI0 reMopparmieckoro CUHAPOMA, HOCOBbIX
KPOBOTEYEHUI, YMEHbLLUEHWE OOUILHOCTU U NPOLAOSIXKNUTENb-
HOCTW MaTO4HbIX KDOBOTEYEeHUI. CneayeTt OTMETUTb XOPOLLYIO
nepeHoCcMMOoCTb Npenapara.

Bcem naumeHTam 6bI10 PEKOMEHAOBAHO MPOLOIKUTD
npodunakTnyeckoe neyeHve npenapatom Bunate B amby-
naTopHbIX ycnosusx B Ao3e 20-25 ME/kr 2-3 pa3a B Hegento.
MuHMUMansHas pekoMeHL0BaHHasA NPOAOIKUTENBHOCTL NPO-
dunakTukm — 6 MecsaueB.

BbiBOAbI

1. BonesHb Bunnebpanpa — Hanbonee pacnpoCTPaHEH-
HOe remopparunyeckoe 3abonesaHune. PacnpocTpaHeHHOCTb
B nonynsauum 1-2%.

2. Hanbonee 4acTbiMn KIMHUYECKUMWN NPOSBAEHNAMN
BB aABNai0TCSA HOCOBbLIE KPOBOTEYEHMS, KOXHbIV reMopparu-
YeCKUI CUHAPOM MUKPOUMPKYASATOPHOIO TUNa, a y AEBOYEK
NOAPOCTKOBOrO BO3pacTa — MaTOYHbIE KDOBOTEHYEHUS.

3. B ocHOBe cOBpeMeHHOro ne4veHns BB nexuT HasHa-
YeHne afeKBaTHOM 3aMeCcTUTENIbHONM Tepanuu npenapaTraMm
dakTopa ceepTbiBaHns kposu VIII, copepxawmmmn VWFE MNpen-
noyTEHNE CneayeT oTAaBaTb Npenapartam C BbICOKUM coaep-
xaHvem VWF, B yacTHocTu npenapaty Bunate (Oktadapma).

4. Bo Bcex crniydaax nedyeHus npenapatomMm Bunate Ha-
6ntoaanack NoNoOXUTENbHAsS AMHaMMKa B BUOE KYNMpOBaHUS
KOXHOIro reMopparm4eckoro CMHApPOMa, HOCOBbIX KPOBOTE-
YeHun. DTO NO3BONSIET PeKOMeHAoBaTh Bunarte B kavecTse
npenaparta nepeoro Belbopa ons nevyeHns n npodunakTnkn
KpoBOTEeYeHUn y nauneHTos ¢ BB. [lo3a u anntenbHOCTb
NPUMEHEHUs ONPEAENSIOTCS KIMHUYECKUM 1 NabopaTopHbIM
OTBETOM Ha Tepanuio.

MEONUWMHA, Ne4, 2013
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AHa meH 6ana Ynmmoik fbinibiMu opmarbifbl, AcmaHa K.

VIl KAHbIHBIH TYPYWINITIHIH ®AKTOPbIHbIH KOH-
LEHTPATbIHbIH KONAAHbICbI NPU BUNNEBPAHATLIH
AYPYbIHbIH BAC BANA-LWWAFANAPAObIH

3epTTeyain, MakcaTbl —pOoH BunnebpaHa aypybimeH
ayblpaTblH Gananapgbl emaeyre apHanfaH eH TUiMAai OopiHi
aHbIKTay.

MaTepuanpap xaHe agicTep

«BunnebpaHg aypybi» gmnarHosbl 6ap 6ec 6anaHbl
OakbinaHgbl. BA anarHoctmkanay ywiH CKPUHWMHITIK TecTep
nangananbingsl. MNaunenTtTepai emaey ywid VIl KaHHbIH
KotonaHybl (hakTopbIHbIH NpenapaTTapbl: NnasmMarnbik npena-
pat OktaHat (OkTachapma), coHgamn-ak pPEKOMOUHAHTTbLIK Npe-
napatTap navganaHsingsl. Congan-ak Bunate (Oktadapma)
npenaparbl nanganaHbingbl.

VIIK 616.314
M.T. IZYUCEMBAEBA
ﬂemcmw cmomamoriocudecKkas noJauKiIuHUuUKa, 2. AflMambl

FEMATOJIOrUs

HaTunxenepi xxoHe Tankbinay

BA emzeyne, 6yn cpaktopaarbl nnasmarnbik npenaparrapra
kaparanga, VIl kaHHbIH KotonaHybl aKTOPbIHbIH PEKOM-
OWHaHTTLIK NpenapaTtTapblHblH TUIMAINIriHIH TemeHairiH
aTan ety kepek. byn pekoMOuHaHTThIK npenapatTapga VWF
JKOKTbIFbIHA GannaHbICThbI.

Bunarte npenapaTtblH KOnaaHy Ke3iHAe remopparvsnbik
CUHOpPOMHbIH GaceHaeyi 6arkangbl. MNpenapaTTbiH XaKcbl
KeHAiry kabineTTiniriH atan eTkeH >eH. MNauneHTTepre amby-
natopusnblk xarganga antacelHa 2-3 peT 20-25 ME/kr
MernwepiHge Bunarte npenapaTbiMeH angplH anatblH emaey
XKYPri3y yCbiHbINAbl. ANgblH anatbliH eMAaeyaiH eH a3 yCblHbIN-
faH y3aKTblfbl — 6 al.

KopbITbIHAbI

BA kasipri 3amaHfbl eMmaeyain HerisiHae kypambiHgaa VWF
6ap, VIl kaHHbIH KOtonaHybl hakTopbiHbIH 6apabap OpbIHbIH
bacaTblH TepanusacbliH TafanbliHAay xaTblp. Kypameinaa vWF
XOFapbl NpenapaTTapfa, atan avtkaHaa Bunare (Oktadapma)
npenapartbiHa 6acbiMAbINbIK 6epinyi kepek.

SUMMARY

O.N. DUDNIK

National Scientific Center of Maternity and Childhood,

Astana c.

THE USE OF CLOTTING FACTOR VIIl CONCENTRATE
WITH VON WILLEBRAND DISEASE IN CHILDREN

The aim of our study is determination the most effective
drug for the treatment of von Willebrand disease in chil-
dren. Von Willebrand disease is a common hemorrhagic
disease. Prevalence in the population is 1-2%. At the
heart of the modern treatment of von Willebrand disease
is the appointment of adequate replacement therapy with
coagulation factor VIII, containing vVWF. Preference should
be given to drugs with high level of VWF, particularly Wilate
(Octapharma). In all cases, treatment with Wilate gives the
positive trends in the form of relief of cutaneous hemorrhagic
syndrome, nasal bleeding, which allows recommending Wilate
as the drug of first choice for the treatment and prevention of
bleeding. Duration of treatment is determined by the clinical
and laboratory response to treatment.

CTOMATOJ10rn|

HPUMEHEHMUME INTPEITAPATOB OKTEHUIOJI U OKTEHUCEIIT
MPU JEYEHUU IATOJOTUU MAPOJIOHTA U CJIU3UCTON

OBOJIOYKH IMTOJTOCTH PTA

B faHHOV cTatbe onucaHbl MeToAuKY rpumMeHeHus npenapartoB OKTeHuaon u OKTeHUCEnT Mpu J1e4eHuy naToaorum
napoAoHTa v CM3NCTON 060J104KM M0JI0CTU PTa, @ TaKXKe CBOMCTBA 3TUX MPenaparoB, KOTOPLIE LLUMPOKO MPUMEHSIIOTCS B

obue xupyprum.

KnioyeBbie cnoBa: napoaoHT, can3ucras o060/104Ka, rurmeHa rnosocTn prTa.

eyeHne pgeTen c natosiormen naponoHTa n 3a-

| I 6oneBaHNAMUN CNM3NCTON 060N0YKM NONOCTU pTa

oCTaeTcs 40CTaTO4YHO akTyanbHbIM. CNOXHOCTb U

TPYAHOCTb €€ pelleHns 06yCnoBAeHbl aNUAEMMOIormye-

CKMMW OCOBEHHOCTAMN MUKpPOOpraHmamos [1, 3].

B cBA3M € 9TUM YpesBblyanHasa BaxHasi posib B npodu-

JTaKTUKE U NeYeHnn NpuHaanexmnT addekTUBHbBIM, Oka3bl-
BaloOLLMM NPOJSIOHTMPOBAHHOE AENCTBME aHTUCENTMKAM.

MEOWNUWHA, Ne4, 2013

[MmaBHOE oTAnYMe N NPENMYLLECTBO NpenapaToB, NPoun3-
BOAVMbIX prpMoli “ LLIionbke n Maip” oT opyrix 3apyBGekHbIX
1N OTEYECTBEHHbIX aHTUCENTUKOB, 0OYCNOBNEHbI OCHOBHbLIM
OENCTBYIOWMM BELLECTBOM — OKTEHUANHA ANUTUOPOXIO-
pPUAOM, KOTOPOE OKa3blBAET BbIPAXEHHOE N OOBOJSIBHO
OnTenbHoe aHTUMUKPOBHOe AericTBue, obnagaeT GakTe-
pyUMaHbIM, QYHIMUMAHBIM U BUPYAEeUVAHbIM AEACTBMEM, a
Takke 9ddEKTUBHbIM B OTHOLLEHUU MYLTUPE3NUCTEHTHOIO
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