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Benenue. I'emopumuas A wu B saBugercs . camon
pacnpoOCTpaHEHHOM HACJICICTBEHHOM reMOpparundyecKomn
Koaryjonaruen y pgerer. Ha coBpeMeHHOM 3Tarne” 3amMecTUTENbHAs
Tepamnus, MmyTeM TpaHc]y3un KOHIEHTpaTa (hakTopa . CBEpTHIBAHUS
VIII (IX), nojsiy4eHHOro U3 KPOBU JOHOPOB HIM PEKOMOMHAHTHOTO,
SBJISICTCS. €IMHCTBEHHBIM CIOCOOOM JIGUCHHS WIA TPOPUIAKTUKU
KPOBOM3IUAHUN W  KpoBOTeueHHWil, | Hambonee  cepbe3HbIM
OCJIO)KHCHUEM 3aMECTUTEJIbHON Tepamuu SBIACTCS BbIpabOTKa
MMMYHHOW CHCTEMOW NMALMEHTA AHTUTE]I K BBOAUMOMY 3K30T€HHOMY
dbakTopy CBEpPTHIBaHMS, TMPEACTABIAIONIEMY YYXKEPOJIHBIA IS
nanyMeHTa OesloK. OTH aHTUTeIa, HEUTPAIU3yIOT Te€MOCTaTUYECKHI
abdext BBemenHoro daktopa VI wumum 1X, 4Yro mnpuBOaUT K
PEUMANBUPYIOIMINM 3MU304aM KPOBOTEUYEHHS, MPOTPECCUPYIOIIEMY
MOBPEXKIACHUID CYCTABOB M HMHOTJA K YIPOXKAIOMMUM O KU3HU
HEOTJIOKHBIM COCTOSTHMAM [1, 3].

Heap wuccaen0OBAaHUA — aHAIW3 KIMHUYECKUX TMPOSIBICHUN
WHTMOUTOPHON reMO(PUINU, OCOOEHHOCTEN Tepanuu B JAHHOU IpyIIIie
JIETEN.

O0bexkT M marepuajgbl  uccaeaoBanusi.  IIposeneH
peTpocneKkTuBHbIN aHanu3 120 ciydaeB rocnuTaavu3alnuy MayueHToB C
remodustueii Ha cranronapHoe Jyedenue B Y3 «['OHKb» 3a 2013-
2017 roma. Ilpoananu3upoBaHbl TMPUYUHBI  OOpallleHUS 32
MEIUIIMHCKOW MOMOIIBIO JaHHOW TPYIIIbI AETEH, pOIOCIOBHBIE. BeceM
JETSIM UCCIIEOBAIIACH TEMOCTA3UOTPaMMa C OIPEICIICHUEM YPOBHEU
dakTtopoB cBepthiBanus kposu VIII (FVII) u IX (FIX).
Koarynoruueckoe UCCIIEIOBAHUE UHTUOUTOPOB dbakTopoB

cBepThiBaHUsl KpoBHU BhIoaHsuI0oCh B PHIILL «/JIOT'ull» B enunumax
bereznga (BU/ml).
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B nHacrosmee BpeMsi Ha JUCIIAHCEPHOM y4deTe B ['pOJHEHCKOU
obmactu cocrout 18 gereit ¢ remoduimeit. I'emodunms A
nuarHoctupoBaHa y 15 (83,3%), remodunus B y 3 (16,7%) nereil.

Tsoxenas popma remodpunuu A (FVIII menee 1%) BrisiBiiena y 8
(53,3%) nereit, cpenueit crenenu (FVII 1-5%) —y 4 (26,7%), nerkou
creniean (FVIID 5-30%) — y 3 (20,0%). Y ognoro peOeHka¢ c
remopunueri B nuarHoctupoBaHa Tskenas ¢Gopma 3a00seBaHUS
(ypoBenb koarymsiioHHoro (akropa IX (FIX) — 0,7%), <. ABYX
pPOJHBIX OpaTheB — cpeaHeTsKenas Gopma.

HacnenctBennas mepefava maTOJIOTMYECKOTO reHa reModuinu
npociexeHa 1o pojocioBHbiM y 11 (61,1%). Cnopaguueckas
MyTaIus aBuiach npuarnHo remodrmnn y 7 (38,9%).

Pe3yabTaThl M ux ob0cyxaenue. Cpenu Beexjiereu y 6 (40,0%)
IUarHo3 TeMO(pUINU 3alof03peH B TEPHOJIE. HOBOPOKICHHOCTU. Y
OJIHOTO peOCHKa Ha TPEThU CYTKH TUArHOCTHUPOBaHA CyOaypaibHas
reMaroMa B JIEBOM MOJIyIIAPUU TOJOBHOT® MO3ra, MoTpeboBaBIIas
HEHPOXUPYPTUUECKOTO BMENIATEIbCTBA;, | TPEMAHAIMK Yepena M
yaaneHus cyonypaibHOW reMaToOMbL. ¥ BTOpOro peOeHKa Ha IIECThIC
CyTKM TIpU TIPOBEACHUU MAFHUTHO-PE30HAHCHOW TOMorpaduu
TOJJIOBHOTO  MO3Ta  BBISBIACHBI  NPU3HAKK  TAPEHXUMATO3HOTO
KPOBOM3JIUSHUS B JIEBOUM 3aThlJIOYHO-TEMEHHOUM 00JIaCTH C TMPOPHIBOM
B Cy0apaxHOUJaJIbHOE MPOCTPAHCTRO.

VY deTelpex neTe B WEpUOJEe HOBOPOXKICHHOCTH OTMEUAIIUCH
KedaroreMaToMbl, BHYTPHKOXKHbBIE KPOBOMBJIUSHUS, y ABYX U3 HUX —
KPOBOTEUEHUE U3 COCYJIOB MyITOBUHHOTO OCTATKA.

[Ipy wucememOBaHUM CHUCTEMBI TE€MOCTa3a Yy HOBOPOXKIECHHBIX
OOJIbHBIX I'eMO(QUINEH aKTUBUPOBAHHOE MapIHUAIBHOE (YACTHUYHOE)
TPOMOOMIACTHHOBOE BpeMsi ObLIO YIJMHEHO OT 59,6 no 96,3 cek, Bce
OCTaJIBHBIC, [T0KA3aTEIU TEMOCTa3UOTPAMMBbI OBLITH B TIPECIaX HOPMBI.
V. BCeX HOBOPOXKICHHBIX NUATHOCTUPOBaHA reMopmins A TsKenon
crenenu (yposens FVIII 0,5-0,73%).

MpI nipoaHanu3upoBaiy TeueHue reMopuianu A B katamHese. Y 4
(26,6%) nereit BblsiBIIeHa wuHrHOUTOpHass d¢opma. Ilo maHHBIM
BcemupHoii ¢genepanuu reMo@UINM 4acTOTa MOSIBICHUSI UMMYHHOTO
uHruouropa Qakropa cBepTbiBaHusi kpoBu VIII y mnanmeHTOB C
TspKenou popmoii remoduniuu A cocrasisieT ot 15 1o 30% [2].

[losiBieHMEe WMHTUOMTOPOB y TALUMEHTOB ¢ remoduiauen A
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SBJISIETCSI PE3YJIbTATOM B3aUMOJICUCTBUSI MEXAY MHOTOYUCIECHHBIMU
TeHETUYECKUMH U CPEJIOBBIMU (DaKTOpamMu: UHTEHCUBHOCTD JICUCHUS,;
BO3pacT TMAaIlMEHTa, B KOTOPOM Hauyara 3aMECTUTENIbHAs Tepamnus
KOHIIGHTpAaTOM  (paKTOPOB ~ KPOBHM  WJIM  PEKOMOUHAHTHBIMU
JIEKapCTBEHHBIMHU CpelCcTBaAMHU dakTopa VI, HaJINYUs
BOCIAJIUTEIBHOTO npoiiecca. [TosiBneHuto UHTUOUTOPOB
CIIOCOOCTBYIOT CIEAYIOLIME TEeHETHYEeCKHue (aKTOphl: CEMEHHBIM
WHTMOUTOpHBIN aHamHe3, reHoTun ¢gaktopa VIII, HLA renotum. Puck
MOSIBJICHUSI WMHTUOMTOPOB 3aBUCUT OT THUMA MYTallMd | TE€Ha,
OTBETCTBEHHOTO 3a cuHTe3 daktopa VIII [2].

KiHu4YeckuMu TPOSIBICHUSIMU, CBSI3aHHBIMU <C  TMOSIBICHUEM
UHrMOUTOpa 'y  JIeTel  SBISETCS:  OTCYTCTBHE. OXKHIAEMOIO
remocraruueckoro 3d@exkra oT BBEACHUSA PACUCTHOU  JIO3BI
(dbakTOpHOTO KOHIIEHTpaTa; yTpara 3ddexra’ oT mpoPuIaKTUIECKOM
Tepanuy MYTEM BBEACHUS PEKOMEHJIOBAaHHON, MPOTOKOIOM JO3bI
(GakTOpPHOTO KOHIIEHTpaTa; HEOOXOIUMOCTh TMOBBIIMICHUS J03bI WU
YBEJIWYEHUSI KPAaTHOCTH BBEACHHUS (DAKTOPHOTO KOHIIEHTpaTa s
OCTAHOBKH KpOBOTeUECHUS [2].

Bcex manueHToB Mo Ty WHFUOUTOPHOTO OTBETA MOAPA3ICsSIOT
HAa HHU3KOPEATHPYIOUIMX MNalUEeHTOB (YpOBEHb HMHTHOUTOPHOM
aKTUBHOCTH Ha TEKyIIUid MOMEHT,MmeHee uiu paBedH 5,0 BU/ml);
BBICOKOPEArUPYIOIIHE MAIUEHThI (YpOBEHb WHTMOUTOPHOMN
aKTUBHOCTH Ha TeKymi MomeHT 0osee 5,0 BU/ml) [3].

VY onHoro, HabMmoOgaeMoro Hamu pedeHka, yepe3 18 mecsieB oT
Hayajga 3aMECTUTENIHHON Tepanuu IUJIa3MEHHBIM KOHIEHTPATOM
daktopa VIII-mo ¢akTy kpoBOoTeUeHUs BbIsBIEHBI aHnTUTena k FVIII
(ypoBenb mHruouropa 4,4 BU/ml). ¥ nByx mNanueHTOB NEPBBIMU
MPU3HAKAMU, IIOSIBJICHUSI MHTUOUTOpA OBUIO HAJW4WE ajyIeprUuecKou
ChIII~HA KOXE, a TaKXe MOsBIICHHE OpoHxocmazma. Y 3THX AeTei
WHI'MONTOpHas (popma reMopuiinm pa3BUIIach Ha MEPBOM IOy KU3HU
(ypoBenb wunruouropa 0,2 BU/ml, 5,3 BU/ml). ¥V pebGenka, y
KOTOporo uHrubutop omnpenensiica B HuzkoMm tutpe (0,2 BU/mI)
pa3Bujach TpaH3UTOpHAs (¢GopMa HUHTHOUTOPHOM TeMODUIINU:
WHTMOWUTOp HCYe3 CHOHTAaHHO B TeueHue 1 roma Ha (oHe
npojoJbKaroIelicss B MpeXHEeM  o0beMe  IreMOCTaTH4YecKOM
3aMECTUTEIIbHON TEepPAIUU.

VY onHOro pebeHka, y KOTOpOro IMepBbie MPU3HAKU TeMODUInu
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MOSIBWJINCh B TEPUOAEC HOBOPOXXKJACHHOCTH, B IIKOJILHOM BO3pacTe
TUarHOCTHUpOBaHa WHruoOuTopHas Qopma remoduinu (ypoBEeHBb
unruouropa k FVIII 360 BU/ml).

B Hacrosimee BpeMs JBYM JAETAM MPOBOJIWUTCS HHIYKIUS
MMMYHOJIOTHYECKOU TOJIEPAaHTHOCTH.

Jo 2012 roma Bce mamueHThl ¢ TeMoO(pUIMEH IOJydaiu
OKCTPEHHYIO TMOMOIIb 1O (haKTy BO3HHUKILIETO KPOBOTECUCHUS
rra3zMeHHbiMU KOHIeHTpaTamu FVII wimu FIX. B Hacrosee, Bpems
HAa TPOPUIAKTUYECKOM METONE JedeHus HaxoauTcs 4 peOeHka ¢
remodunueit A, koropsie noaydator FVIII uz pacuera25-30.ME/kr
Mo  MHAUBUAYyAIbHOM  cxeme. JIByM  (BBICOKOpEarupyronmm
NalyeHTaM) ¢ WHruOuTOpHOM (opMor remopuanu A mpeKparieHo
MPUMEHEHHE KOoaryJsiuoHHOro ¢aktopa cBepreiBanus Kposu VIII.
JInsi OCTaHOBKM KpPOBOTEYEHHUS Yy 3TUX JETE€d B HACTOSIEE BPEMS
MPUMEHSIIOTCS npernaparhbl ITYHTUPYIOLIETO NEUCTBUSA
(axtuBupoBaHHbIl (dakTop VIla — snrakor anbda (HoBoCoBeH)) B
no3e 90 mkr/kr xaxasie 3-4 yaca unu @Deiba 100 EJI/kr uepes 12
4acoB JI0 JIOCTHKEHHUsSI TeMoctarudeckoro »sddexra. OpHako
reMopuiIus y HUX MPOTEKAeT TSMKENO, C 00pa3oBaHUEM T'e€MaToM,
PaHHUM pa3BUTHUEM TIE€MapTPO30B, M[OYEUHOIO U KEIYJOYHO-
KHUIIIEYHOTO KPOBOTCUCHHUSI.

[Tpu perynsipaom BBeaeuun FVIII Bce nanneHTsl ¢ remoduinei,
nojy4yaronge npoPuiakTHYECKOe JICUCHUE, MPAKTUUYECKU 3I0POBHI,
MOCEMIA0T  IIKOJY, | BEAYT AaKTUBHBIA  o0Opa3  ku3Hu. U3
reMOpparuyeckuX 3IU30J0B Yy 2 — EIUHUYHBbIE TIE€MAaTOMbl Ha
TYJIOBUIIE Y KOHECYHOCTSX, Y OJTHOTO MAaIlMeHTa PEIKO PEIUIUBUPYET
reMapTpo3.MPaBOI0 JOKTEBOTO CyCTaBa.

BobiBoabI:

Y gmereit I'ponHeHckoil oOmactu ¢ remoduiauein A puck
pazBUTHUsl UHTMOUTOPHOU (PopMBbI reMouinu coctasisier 26,6%.

2. Tlpodunakrudeckuit MeToa JedeHus ABIseTCS I3OPEKTUBHBIM,
3HAUUTEILHO  YJY4YlIaeT  KayeCTBO  JKM3HHM, MPEayNpexIacT
WHBAJINAU3AIUIO NE€TEM.
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BBenenune. 3a0051€Ba€MOCTh KOKIIIOIIOM IIPOJOJIKAET OBITh
O4YECHb aKkTyajdbHOU. ExxeromHo peructpupyercs okono 60 wmiH
CIydaeB M yMHpaeT OKOJIO. 1 MJIH JeTeil NpEeuMYIIECTBEHHO B
BO3pacre 1o 1 roxga [3,.4].

VY nereli paHHETQ BO3pacTa KOKIIIOII MPEJCTaBISET CEPbE3HYIO
npo0JieMy B CBSI3M € BBICOKOW 4acTOTOM TsiKeNbIX (opM 3a00JI€BaHUS
U HEOJArompusiTHBIX HCXOJO0B. Y JeTe paHHEro BO3pacTa HET
MPOTEKTUBHOI'O TYMOPAJbHOTO MMMYHHUTETA B CBSI3U C OTCYTCTBHEM
TPaHCIUIALICHTAPHON Nepeayu cnenuPuIeckux MpOTUBOKOKIFONTHBIX
Jg G_ot Matepu Kk peOeHKy. B CBsI3u ¢ 3TUM JIeTH paHHEro BO3pacTa,
HE |yCTEBIIME TOJYYUTh CHEHUPUUECKYI0 BaKIMHAIUIO TPOTUB
KOKJIOMIA,  SIBIISIIOTCSL  BBICOKO  BOCHPUMMYMBOM  KaTeropuewu
MalKMeHTOB K MHOUITMPOBAHMUIO.

JleTu cTapiiero Bo3pacTa MEePEeHOCAT KOKIIOII Tropa3io Jierde B
CpPaBHEHMHU C JETbMHU pPaHHEro Bo3pacra. PeanbHBI YpPOBEHb
3a00JIeBAEMOCTH OCTACTCS HE YUYTCHHBIM, TaK KaK KOKJIIOII MOKET
MPOXOJUTh TMOJ APYTMMH JHArHO3aMHM, JIEUUTCS amOyiaTtopHo. Bcee
yKa3aHHbIE (PAKTOpPbI CIOCOOCTBYIOT UHUPKYJSIIUA BO30yAUTENS B
MOMYJISIIANA, TOACPKAHUIO DIUJNpOIecca MO KOKIIONIY CPeau
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