MepuuymHckuin BectHuK Ora Poccun OPUTVIHAJIbHBIE CTATbU

VIK: 616-071: 616.151.514

JIensaes M.A.!, Crenmanosa O.B.}, Illaxosa H.B.?,
Mepsnakosa H.A.!, Ckonenok E.B.!

K/INMHNYECKNE OCOBEHHOCTU TEMO®ONINUAU
HA COBPEMEHHOM 9TAIIE

'TOY BIIO «Boneozpadckuii 2ocyoapcmeeHHvlli MEOUUUHCKULL YHUBepCUmMem»,
kagedpa demckux 6oneseil
400131, Boneozpao, nn. Ilaswiux 60opyos, 1. E-mail: myledyaev@gmail.com
2MY3 «llemckas knunudeckas 6omvHuya N 8»
400001, Boneozpao, yn.Kosposckas, 2

AKTYyalIbHOCTb: COBpEMeHHbIe ITOIXOMIbI K TePANM TeMODIINM OTPAXKAIOTCA Ha KIMHIYECKIX CUMIITOMAX 3a00/IeBaHMA.

Llestb: KTMHMYECKAs XapaKTePUCTUKA TeMOIINIA y HeTell B YCIOBUAX HpYMeHeHMs paKTOPOB CBEPTHIBAHMAL.

Matepuasnsl 1 METOZbL: TPOBEEH PeTPOCIEKTUBHBI aHanu3 145 nctopuit 60me3Hu feTeit ¢ reMobuIneil ¢ OLEHKOM YacTo-
ThI BCTPEYAEMOCTY OCHOBHBIX CUMIITOMOB B 3aBUCUMOCTY OT IPYMEHAEMbIX METOMIOB jIedeHN. JlaHO onmcaHye KIMHNYEeCKUX
IPOSIB/ICHNIT MHTUOUTOPHOI (POPMBI reMOpUINIL.

PesynbraThl: IpoOgeMOHCTpUpOBaHa 9 (eKTUBHOCTD 3aMeCTUTE/IBHON Tepanuu KOHLeHTpaTamu (pakTopoB CBepThIBaHMS,
0 4eM CBUJETEIbCTBYET YMeHbIIEHNEe YaCTOThl BCTPEYaeMOCTH) CIIOHTAHHBIX KPOBOTEYEHUI, IOCTTeMOPPAarnyecKoil aHeMnH,
OTCYTCTBME B K/IVHMKE KOHTPAKTYP CYCTaBOB.

Kniouesvie cnosa: remodunus, netn
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Urgency: The main clinical symptoms of hemophilia are depended on methods therapy.

Purpose: Hemophilia clinical characteristics observed in children who was received therapy by concentrates of coagulability
factors.

Materials and Methods: Analysis of 145 history cases children with hemophilia and evaluation of the basic symptom occurrence
depending on methods applied was carried out. The inhibitory forms of hemophilia clinical manifestations was described.

Results: Substitute therapy efficacy by concentrates of coagulability factors was demonstrated. The latter testifies the reduction
of spontaneous hemorrhage, post-hemorrhage anemia and absence of articular contraction in the clinics.
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BBenenne

eMoGuINI — TPYIIIA HACTeACTBEHHBIX 3a00/IeBaHMIT,
00YC/IOB/IEHHBIX T€HETYECKY A€ TEPMIHIPOBAHHBIM
HedeKToM CrHTe3a aHTUTeMO(I/IbHBIX I/Ta3MEHHBIX
¢dakTopoB cBepTpiBaHMsA. JacroTa remModuanm A, mO JaH-

HbIM BO3, xonebnercs ot 5 1o 10, remodumnuu B - or 0,5-1 1o

5 cirydaeB Ha 100 ThICAY HOBOPOXKIEHHBIX Ma/IbYMKOB [1,2].
B Teuenne nocnemgHero mecATMNIETUSA 3HAYUTENBHO M3Me-

HIWINCh HOAXOABI K 3aMECTUTEIbHOI Tepanuy mpu reModu-

'y getei [3].

C 2003 roma Ha 6a3e OEeTCKON KIMHMYECKON 6OIbHUIIBI
Ne§ r. Bonrorpaga nedenne GOIbHBIX reModuineir mpoBo-
AVTCS TO/BKO C VICIIOIb30BAHMEM KOHIIEHTPATOB (aKTOPOB
cBepThIBaHuA, a ¢ 2008 roga Bce ieTH BOIIM B IIPOrPaMMy
IOIIOTHUTE/IBHOTO JIEKAPCTBEHHOTO O0ecIieYeH s, 9TO II0-
3BOJIMJIO COOTBETCTBOBATh OOIIECIIPUHATON CXeMe Tepalmil.
Kak usBecTHO, OHa BK/IIOYaeT TPY dTala obecredeHns: reMo-
crasa [4]:

- mpoduIaKTUYeCKNIL, LIe/IbI0 KOTOPOTO SIB/IsIeTCs TOAep-
KaHMe akTuBHOCTH dakropa cBeprbiBanysA (VIII mmm IX)
Ha ypoBHe 5% OT HOPMbI, IPeAyNpeX/as KPOBOU3IMAHNA
B CYCTaBbI;

- JIeyeHMe Ha JOMY, KOIZIa KOHIJeHTPaThl (paKTOPOB BBOMIAT-
cs cpasy IOC/Ie TPaBMbI MM IIPY MajIefIINX MpU3HaKaxX
KpOBOM3/INAHNSA;

- nedeHMe 1o GaKTy KPOBOTEUEHsI, IIPY 3TOM J03bI PaKTO-
pos VIII/IX paccunMTBIBAIOTCA B 3aBUCHMOCTY OT K/IMHU-
YeCKMX POABIICHNIA.

Llenp MccnefoBaHMA: BBLAB/IEHUE KIMHUYECKUX OCOOEH-
HOCTell reMO(UINN Y fieTeil B yCTIOBUAX COBPEMEHHOI 3aMe-
CTUTENIBHOMN Te€pamuu.

Marepuanbl 1 METOAbI

ITpoBenieH peTpOCIeKTMBHBI aHamu3 145 mcropuit 60-
ne3Hn 28 6GONbHBIX reModuInel, HAXOAMBIINXCS Ha CTa-
[IIOHAPHOM JIEY€HNNM B TOPOJCKOI AETCKON OonpHuie Ne 8
T. Borrorpazma ¢ 1987 r. mo 2009 r. BonbHble 65K pasferne-
HBl Ha 2 TPYMNIIbl B 3aBUCKMOCTY OT IIPOBOJMMOI Tepanuu:
nepBas IpyIina - 60/IbHbIE, OyYaBIINe KPHOIPELUIINTAT, —
16 genoBek (57%) vy 47 ucropmii (32.4%), u BTOpas rpynima -
6onbHble, monyyasiuye KoHueHTparsl VIIInmm IX pakropos, -
12 6onbHbIX (43%) mnu 98 ucropuii (67,6%). Hamu 6pi1 pas-
paboraH OmaHK [y aHaIM3a KIVMHUKO-JUATHOCTUYECKUX
HpPOSAB/ICHNIT TeMOQUINYU Y ee OCTOXHEHMIT IPU Pa3TNIHBIX
MeTOfIaX Tepanmin.

PesynbraThl 1 06CyKaeHNe

AHanu3 aHaAMHECTMYECKNMX JAHHBIX IT0OKa3aj, 4TO BIIEp-
BbI€ IaTHO3 TeMOoGIINK OB BLICTAB/IEH B BO3pAcTe [0 rofia
20 60mmpubIM (71,4%), 9TO CBU/IETENIBCTBYET O PAHHUX K/IMHU-
YeCKUX IIPOSBIEHNAX U COOTBETCTBYET TsKETION MIIN CpefHe-
TsDKesoln popme 3aboneBanus. B Bospacre ¢ 1 roga o 3 ner
remoduusa ObIa ycTaHOB/IeHa y 4 60mbHbIX (14,3%), ¢ 3 1o
5 ety 2 60nbHbIX (7,2%), ¢ 9 1o 10 et - y 2 60nbHbIX (7,2%).
Hamnbornee gmurenbHoe npebbiBaHme O0IBHBIX B CTAL[MOHAPE
3a O[JHY TOCIIMTANM3aIMI0 OTMEYasoch B IEpBOI IpymIe —
19,3 s (o1 1 10 86), TOra KaK CpeHsisi IPOJO/DKATENIBHOCTD
JledeHNs 60IBbHBIX BO BTOPOII TpyIe cocTaBuna 13,7 gusa (ot
3 10 33),4TO ABJISIETCS 9KOHOMIYECK 60iee BHITOJIHBIM, YBe-
MYMBaeT 060POT KOVKY, a TAKXKe CHIDKAeT HeTPYHOCIOCo6-
HOCTb POJVTENIEN VI OT/IYIeHHOCTD MTALMEHTOB OT 00IecTBa,
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IIKOJIBI ¥ 00y4eHN s, OKa3bIBasi MeHblllee TpaBMaTU3UpyIolee
BO3JIeMICTBME Ha YKU3HbD JIeTel.

CpaBHUTENDbHBI aHA/IN3 KIMHUYECKUX NTPOSABIEHUII Te-
MOGUINM IPYU Pas/INYHBIX CIIOCOOAX JeUeHUs BBLABUI, 4TO
B IIEPBOIJI IPyTIIIe TeMapTPO3bl cocTaBuan 41,3%, KpoBoTeye-
HuA ¥ KpoBonsmuAHuA — 30,4%, remaTomsl — 28,3%, Torza Kak
BO BTOPOJ1 ITPyIIIle FeMapTPO3bl COCTaBUIN 52%, KpOBOTEYe-
HUA U KPOBOM3NMMAHUA — 15,6%, remaToMsl — 32,5%. Taxum
06pasoM, reMapTpo3 — caMasi paclpoCcTpaHeHHas mpobaeMa
y O0/MbHBIX TeMOUINelt, M Cpefyt HpeuMyleCTBEHHBIX IO-
Pa’keHMit CTOUT Ha IIepBOM MeCTe He3aBMCUMO OT BUJA Tepa-
nuu. KpoBoTeyeHnus u KpOBOU3IMAHMUA B HACTOSAILEE BPEM
BCTPEYAIOTCA B 2 pasa pexke, IpuyeM B OCHOBHOM IIOCTTpaB-
MaTu4ecKue, TOIfa KaK paHee IPeBaIMpOBaIi KpOBOTEUEHM
CIIOHTAHHOTO XapakTepa. [eMaTOMbl OTMeUeHbl IPUMEPHO B
PaBHOM COOTHOLIEHNH B 06enx rpymax. Cpeay 0C/IoKHeHNM
reModumuu IpeobnajjaeT IMOCTreMOpparndeckas aHeMUs,
[laHHOE COCTOsIHNE OTMedYeHO B 46,8% ciyuaes cpenu 60/b-
HBIX NepBoit rpymnmsl npoTus 30,6% cinydaes y feTell BTOpoil
rpymnsl. Kpome Toro, y 607bHBIX, HOMy4YaBIINX (HAKTOPHI
CBEPTBIBAHMSA, OTCYTCTBYIOT TaKle CEPbe3HbIE OCIOXKHEHNA,
KaK BUPYCHBIJ Te€laTUT ¥ KOHTPAKTYpPbl CYCTaBOB, KOTOPbIE
BCTPEYA/INCh B IPEAbIAYIINE TObI B OCHOBHOM B IIOPOCTKO-
BOM BO3pacTe.

OcHOBHOIT Hpo6IeMOlt edeHns: reMOpUINM SBIAETCA
pasBUTHE UHIMOUTOPHOI (OPMBI, KOTOpast ABIACTCSA OfHUM
U3 Cepbe3HbIX OC/IOKHEHMII, TPeOyIOINX ZOPOrOCTOALIErO
JIedeHNs, a MoTy4eHle afleKBaTHOTO reMOCTasa Y TAaKUX 00/Ib-
HBIX BBI3bIBA€T 3HAYUTE/IbHbIE TPYSFHOCTI. B BOSHUKHOBEHIY
MHIMOMTOPA UTPAOT POJIb Caefyoline GakTOpbL: BUJ Iede-
HUs, MTHT€HCUBHOCTb T€PAIUM, KOIMYECTBO BBEJEHMUI Ipe-
mapara, BO3pacT OOJIbHOTO Ha MOMEHT IIePBOTO BBEJEHIUS.
3ajagamMy JledeHUs] MHTMOUTOPHON TeMOpUINM SBIAIOTCS:
yBeNIM4YeHNe MPOIO/DKUTENDHOCTY JKU3HM U IIOBBILIEHUE €€
KauecTBa, MUHUMM3AIMA OBPEX/IeHN s CYCTaBOB.

B Hamrert mpaktuke HabmogaeTcsi OOIBHON B BO3pacTe
3 nmet ¢ uHrnbUTOpHOI opmoit remodumun A. B Bospacte
4 mecsineB peGeHKy ObII YCTAHOB/IEH AMArHO3 remodummu,
OTMevasICs S1U30[ KPOBOTEUeHN s, B IVIaHe JTe4eHS IOy dII
4 BBefleHMA IIA3MEHHOTO Npenapara VIMMyHar, B Bo3pacTe
6 MecsreB npu 06CnefoBaHUY OBUI BBIABIEH MHTUOUTOP B
konmmiectse 1040 BE. B manpheiiniem B Tepammy IMpUMeHs-
NuCh mpemaparsl myHTHpylomero peiictsus (HooCasew,
Deiiba), Kypcsl 1asmadepesa, BHY TPUBEHHBII IMMYHOITIO-
6ymuu (OkxTaram), B HacTosllee BpeMs yPOBEHb MHIMONTO-
pa cocrasnser 134 BE. IlpodumakTudeckoe jedeHue Ipe-
IapaTaMy LIYHTUPYIOILETO JEiCTBMS MO3BOMMUIO COKPATUTh
SMU30/BI KPOBOTOUMBOCTH, IIPOSBIAIOLNECS B 00Pa30OBaHUN
HeOOIbIINX TeMaTOM MATKMX TKaHell, COKpaTUIOCh Koude-
CTBO KpPOBOM3/IMUAHUII B CYCTaBbI-MUIIEHN, YTO YIYYIIUIO
Ka4eCTBO XXV3HM HAIIETro peOeHka.

3akmroueHne

CoBpeMeHHas Tepamnyisi KOHIEHTpaTaMu (paKTOpPOB CBep-
TBIBAaHMA KPOBU, MOTY4aeMbIX M3 II/Ia3Mbl KPOBM 4Ye/IOBEKa
WM C HOMOLbI0 PEKOMOVHAHTHON TeXHOJIOTMH, IIpUBeNa K
YMEHDBIIEHUIO CTENEHN BBIPAKEHHOCTU KIMHUYECKUX CUM-
IITOMOB 3a00JIeBaHsI, ONpefe/sisi OIarOIpUATHBI IIPOTHO3
B OTHOIIEHNM CIIOHTAaHHBIX I'éMapTpPO30B, a TaKXKe TaKMX
OCTIOYKHEHMII, KaK IOCTreMopparnyeckas aHeMMs, 4acTOTa
KOTOPBIX 3HAYUTE/IbHO yMEHbIINIACh. D) PeKTUBHOCTD Tepa-
UM IPOSABUJIACH 1 B OTCYTCTBUM B KJIMHUKe FeMOPUINIU pas-
BUTHSI TSDKEJIBIX aPTPOMATHIL, CTO/Ib XaPaKTePHBIX JIst 00/Ib-
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HbBIX B Ipefblnyiue rogpl. Passurue mMHrubuTOpa sABIAETCA
CaMBIM CEpbe3HBIM OC/IO)KHEHNeM, CBA3AHHBIM C JIeYeHUeM
(baxTopamMm CBepTHIBAHMA KPOBIU, YTO TpebyeT CBOeBpeMeH-
HOII 11 TIaTeIbHOI AarHocTyky. Hammdne nnrnburopa He-
06XOfIMMO OIPENENATD Y KaXK0r0 60IbHOTO He3aBUCHMO OT
CTeIIeHN TSDKEeCTV reMOIIINN TIepef Ha4aoM 1 B Ipoliecce
JTIeYeHUAL.

BriBojab1

Tepamusa koHI[eHTpaTaMyt paKTOPOB CBEPTHIBAHNA KPOBI
or/yaercs 6omee BHICOKOI 3 PeKTUBHOCTBIO U OTCYTCTBHU-
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€M TaKMX CEPbE3HBIX OC/IOXKHEHMI, KaK TPaHCMIUCCHUBHbIE
nHQeKUMY, BUPYCHBII renatut ¥ GopMUpOBaHME TAXKEIBIX
apTPOIATHMIL.

Tepanua KoHIleHTpaTaMM CBEPTLIBAHMA KpPOBU IIPH-
BOJIUT K CHIDKEHNIO YPOBHA VMHBAIMAN3ALNN 6O/bHBIX Te-
MoGUIell, YIYYIIEHNI0 KadeCTBA >KU3HU JAHHON TIPYIIIBI
IMAOMEHTOB.

AplekBaTHOe IIpUMeHeHMe KOHIIEHTPAaToB (HaKTOpOB
CBEPTHIBAHMA KPOBYU IPY TePanuy reMOQUINN IIPUBOJUT K
3HAYMTENIBHOMY CHIDKEHUIO TOCINUTANN3AINNA, K COKparie-
HJIO CPOKOB ITpebbIBaHNMA OOIBHOTO B CTAI[YIOHAPE.
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