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Paboma  evinonnena  npu  ¢unancosoti  nodoepocrke  beropycckoeo
PeCnyOIUKanckoeo onoa Gpynoamenmanvhulx ucciedosanuil (Hoeosop NeM16-133).

OCOBEHHOCTH KVIMHUYECKOI'O TEYEHUA TEMO®PU/INN
Y AETEU HA COBPEMEHHOM 9TAIIE

Jlamkosckas T.A., I'yzapesuu B.b.*,dlyrau /I.U., baoukas O.B.

I'poonenckuil 2ocyoapcmeerHbllL MEOUYUHCKULL YHUBGEpCUmeN,
*
I'poonenckas obnracmuas oemckasa KiuHuueckas 601bHuya

AKTyaJIbHOCTBH. B Mupe B HacTOs1Iee BpeMsi HACUUThIBAETCS OoJiee
400 teicau OonbHBIX Temodummeit. OOmas 3a00jieBaeMOCTh reMoprineit
coctapisier 1:10000 HOBOPOMKAECHHBIX MAIBUMKOB, U3 HUX puMmepHO 80%
npuxoautcs Ha remoduimio A, 20% — nHa remodumimio B [2]. YacToTa
BcTpeuaeMoctn remoduwimmn B PecmyOnuke benmapycs cpemnsas 1o
CPaBHEHHIO C APYTHMMH €BpONEHCKUMHU cTpaHamu U cocrtasiser 0,06
cioydaeB Ha 1000 Hacenenus [1]. Kimauueckas kapThHa reMopuinu A u
B cxoxa’ ‘W “XapakTepu3zyeTrcsi  JIJIMTENIbHbIMU, T[OBTOPHBIMU U
OTCPOYECHHBIMU KPOBOTCUCHUSIMU PA3JIMYHOMN JIOKaM3anuu [3].

Hesbio HCCIEeNOBAHUS  SBWICA  aHaJuU3 0COOEHHOCTEN
KIIMHUYECKOro TEYEeHUs] reMopuiiuh y JETeld pa3IMYyHOro BO3pacTa Ha
COBPEMEHHOM JTarle.

Martepuaibl ]| MeTO/bI HUCCJICIOBAHUA. [IpoBenen
peTpocneKTUBHBIM aHanmu3 120 wucTtopuit OOJe3HW TAIMEHTOB C
reMouiren, HaXoAMBIINXCS Ha cTanoHapHoM JeueHud B Y3 «["OJIKb»
3a 2013-2017 roma. Ilpoananu3upoBaHbl TPUYMHBI OOpaIICHUS 3a
MEIUIIMHCKOM TOMOIIBI0 JAaHHOW TpyINbl AETEH, POAOCIOBHBIE. Bcem
JIETSIM HCCIIENOBAIACh TEMOCTA3MOTPAMMA C OINPEACICHUEM YPOBHEH
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daxropoB cBepreiBanus kposu VI (FVIII) u IX (FIX).

B mnacrosmee BpeMs Ha JIHUCIIAHCEPHOM Yyd4eTre B | pOAHEHCKOU
obmactu cocrout 18 gereit ¢ remodunuenn. IT'emodunus A
nuarHoctupoBana y 15 (83,3%), remodunus B y 3 (16,7%) netei.

Pe3yabTaThl HccIen0BaHus W UX oOcyxaeHue. Tsokenas dopma
remopuiauu A (comepxkanue koarynsuuoHHoro ¢gakropa VIl menee 1%)
BoisiBIeHA y 8 (53,3%) nereld, cpeaHeld CTENEHU TsKeCTH (YpPOBEHb
koaryssiuonHoro ¢gakropa VI 1-5%) — y 4 (26,7%) u nerkoii cremnenu
TshKecTH (ypoBeHb koaryisnuonHoro ¢akrtopa VI 5-30%) — y3.(20,0%)
nerei. Y onHoro pedeHka ¢ remodunnedt B auarnHoctupoBaHa ‘TsKelas
dopma 3a0oneBanus (ypoBeHb KoaryssiuoHHoro ¢gakropa 1X,—0,7%), y
IBYX POAHBIX OpaTheB CpeaHeTsKeas hopma.

HacnenactBennas mepenadya X-CIEIUIEHHOTO MAaTEIOTMMYECKOr0 TeHa
reMouINU MpociexeHa 1mo poaocaoBHbM y 11 (61,1%). Cnopaguyeckas
MyTalus siBWiIachk npuurnHou remopuiauun y 7 (38,9%) Maibunkos.

CpenHuii BO3pacT JeTei, KOTOPBIM .BIEPBbIE MOCTABJICH WArHO3
Tsokenon Gopmel remoduaun coctaBun 1,5+0,3 roma; cpeaHeTssKenon —
6,0+1,9 net; nerxkoi creneHu TsHKecTH — 6,3+3,3 To/1a.

Cpenn Bcex pnereit 'y 6 (33,3%) mnepBble TeMOpparnyeckue
MPOSIBJICHUS MOSABUWINCH B EPUOIC HOBOPOXKICHHOCTU. Y OJHOTO peOeHKa
Ha TPEThU CYTKH KU3HHM JUArHOCTMPOBaHA CyOaypalibHas reMaTtoMa B
JIEBOM TOJTyIIIaAPHH FOJIOBHOTO MO3ra, notpeboBaBIas
HEHPOXHUPYPTHUUSCKOTO BMEHIATENHCTBA: TpEMaHaIlliy depera U yaaICHUS
CyOypaJIbHOM reMaToMbl. Y WBTOPOTO peOCHKAa Ha IIECThIe CYTKH MPH
MPOBEJACHUN MAarHUTHO-PE30HAHCHOW TOMOTpauu TOJIOBHOIO MO3ra
BBISIBIICHBI TTPU3HAKMw, MAPEHXWMATO3HOTO KPOBOMBIHUSHHUS B JICBOU
3aThIJIOYHO-TEMEHHOW 00JIaCTH C TPOPHIBOM B CyOapaxHOUIATBHOE
MPOCTPAHCTBO. . Y/ 4YEeThIpeX JEeTe B TIEPHOJIC HOBOPOKIACHHOCTH
OTMeYaIUCh Ke(aaoreMaTroMbl, BHYTPUKOKHBIC KPOBOUZIUSHUSI, Y ABYX
U3 HUX— KPOBOTEUYCHHUE U3 COCY0B MYIMOBUHHOTO OCTAaTKA.

[Tpu mccnemoBaHUK CUCTEMBI TEMOCTa3a y MAIlMEHTOB ¢ reMo(rineit
AKTMUBUPOBAHHOE MAapUUAIBHOE (YaCTUYHOE) TPOMOOIIACTUHOBOE BpEMS
OopUi0 yanuHeHo oT 58,4 mo 142,3 cek, Bce OCTalbHBIC ITOKA3aTeNH
reMOCTa3uOrPaMMBbl OBLITH B TpejieiaX HOPMBI. Y BCeX JeTel, y KOTOPBIX
NepBbIe  3MU30JbI  KPOBOTOYMBOCTU  TMOSBWINCH B  MEPUOC
HOBOPOXKJIEHHOCTH, JUArHOCTHUPOBAHA TeMOPWINS A TSDKEIONW CTENeHH
(yposensb FVIII 0,5-0,73%).

VY nereli crapmie 1 rojga KIMHUYSCKHUMU TPOSIBICHUSIMH TeMO(IITHH
A SIBJIISITUCH OCTPBIE TE€MapTpPO3bl Pa3IMYHBIX cycTaBoB — 34 (48,6%)
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ciaydyas TIIOCTYIUIEHUs JeTer 3a mnociaenHue S5 ser. Yame Bcero
JTMArHOCTUPOBAJIMCH TEeMapTPO3bl JIOKTEBBIX cycTaBoB — 15 (44,0%)
clIy4aeB, KOJCHHBIX cycTaBoB — 11 (32,5%), roaeHoctonHbix — 8 (23,5%).
[IneueBbie, Ta300€pEHHBIC, JYy4Y€3aISICTHBIE M IUIIOCHE(aTaHTOBBIE
CYCTaBbl MOPAKAINCHh B EIUHUYHBIX CITyqasix.

B 17 (24,3%) caydasx TpUYMHONW TOCHHUTAIU3AIMU B CTalMOHAP
ABUJIUCh TOJIKO)KHBIE M  MEXMbIllIeUHble reMatoMmbl. HocoBei€ U
KPOBOTE€UEHUsI U3 JeceH auarHoctupoBanuck y 7 (10,0%) manp4uKoB.
JlnuTenbHbIe KPOBOTEUEHHS U3 KOJIOTO-PE3aHHBIX PaH SIBWJIKCH TPUINHOMN
rocnutanuzanuu 'y 7 (10,0%) nauueHTOoB € TremMopuUIVEH, KHUIICUHBIE
KpoBOTE€UEeHUsI y JBYX (2,9%), modyedyHoe KPOBOTEYEHUE Y HOAHOTO. Y
KaXJ0ro BTOPOro pedeHKa JIMarHOCTUPOBaHA MOCTEEMOppAruyvecKast
AHEMUs JIETKOW CTENEHU, Y TpeX AETeW — aHEMHUSL-CPEHHEH CTEIICHU
TSKECTH.

VY deTwhipex AeTel BbISIBICHA HWHTMOUTOPHAs (opma remModuinm.
[losiBeHre WHTUOUTOPOB, y TAILMEHTOB ,C reModuinet A, sBIseTCS
pe3yabTaToOM B3aUMO/ICHCTBHUS MEXKILY MHOTOYHUCJICHHBIMU
F€HETUYECKUMHU U CPEAOBBIMU (PAKTOPAMHU: HHTEHCUBHOCTH JICUCHUS,
BO3pacT TAalMeHTa, B KOTOPOM HadaTa 3aMECTUTEIbHAs Tepamnus
KOHIICHTPaTOM baxkTopoB KPOBU WIH PEKOMOMHAHTHBIMHU
nekapcTBeHHbIMU cpeacTBamu ¢akropa VIII; Hanmnuus BocnamutenbHOTO
npouecca. [logBIeHUI0O WHTUOUTOPOB  CIIOCOOCTBYIOT — CIEAYIOIIHUE
reHeTu4YecKkue (PakTophl: .CEMEHHBINT MHTUOUTOPHBIM aHAMHE3, T'€HOTHI
dakTopa VIII, HLA reHorumn. »Puck nosiiieHus: ”HTHOUTOPOB 3aBUCUT OT
TUIIA MyTaIlMK I'eHa, OTBETCTBEHHOrO 3a cuHTe3 (hakTopa VIII [3].

KiMHUYECKUMU = ITPOSIBICHUSIMU,  CBA3AHHBIMU C  TOSIBICHUEM
UHTUOUTOpa 'y, «JieTed,  SBISIETCA  OTCYTCTBHE  OXKHJAEMOTO
reMOCTaTUUECKOI0. SdeKkTa OT BBEACHUS PaCUETHOW J03blI (PAKTOPHOIO
KOHIIEHTpAaTa; yrpara 3¢dexta oT NpodUIaKTHIECKON Tepanuu MyTeM
BBEJICHUS > PEKOMEHJOBAHHOM  MPOTOKOJOM 03Bl  (DAKTOPHOTO
KOHIICHTpaTa; HEOOXOJAMMOCTh TOBBIIICHUSI [JI03bl WU YBEIUYCHUS
KparHOCTH BBEJEHMS (PAKTOPHOrO  KOHIIGHTpaTra JJjIsi OCTAHOBKH
KpOBOTEUEHMS [3].

Bcex nanueHToB o TUMYy UHTMOMTOPHOTO OTBETA MOAPA3/CIAIOT Ha
HU3KOPEarupyromux MalueHToB (YpoBeHb HHTHOUTOPHOM aKTUBHOCTH Ha
TEeKyIIUid MOMEHT MeHee miu paBeH 5,0 BU/ml) u Beicokopearupyromnmx
MalKeHTOB (YpOBEHb WMHTHOUTOPHONW AKTUBHOCTU HA TEKYIIMHA MOMEHT
ooxee 5,0 BU/mI) [3].

VY onHoro, HaOmogaeMoro Hamu peOeHka, uepe3 18 MecsieB OT
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Hayajga 3aMECTUTEIbHOW TepanuM IJIa3MEHHBIM KOHIIEHTpaToM (akTopa
VIl no dakry kpoBoreuenus BbisiBieHbl antutena k FVIII (yposenn
uaruouropa 4,4 BU/ml). ¥ nByx mnamueHTOB MEpBHIMH IPU3HAKAMU
MOSIBJICHUSI THTMOUTOpa OBbLUIO HAJIMYKME aJVIEPTUYECKON CHIIIA HAa KOXKE, a
TaKXe MOsIBJICHHME OpoHXxocmasMma. Y 3THX JeTell MHruOuTOopHas ¢opma
reMoWINKM pa3BUiiaCh Ha TEPBOM TOJy >KM3HU (YpOBEHb WHTHOHTOpA
5,3-0,2 BU/ml). ¥ onHoro pebeHka, y KOTOPOTO IEpBbIC IpHU3HAKU
reMopuINu TOSBWINCH B TEPUOJE HOBOPOXKICHHOCTH, B IIKQJIHHOM
BO3pacTe JUArHOCTUPOBaHA MHrUOUTOpHas (popma remodunuu’ (ypoBEHb
uaruoutopa k FVIII 360 BU/mI).

BoiBOabI:

1. Ilpu mosIBNICHUU TEPBBIX KIMHUYECKUX MPU3HAKOB reMOQuUiIny B
MEpUOJE HOBOPOKIEHHOCTH 3a00JI€BaHUE BIIOCIIEICTBHAM MMEET TSIKEIOE
TE€UYCHHE.

2. OCHOBHBIMU KJIMHUYECKUMHU MPOSIBJICHUASIMUA TeMODWINKN y JeTe
crapuie | roga sBISIIOTCS TEMapPTPO3BI.

3. Y KaxJI0ro TpeThero pedeHka NpUUIUHONU reMopiIny B HaCTOSAIIEE

BpEMS ABJIAETCS CIOHTAHHAsA MyTalus.
JINTEPATYPA

1. Ananu3 pacmpoctpaneHHOCTH ~reModumuu B PecnyOnuke benapycp /
0. B. lamkeBuy [u np.] / Menununckie HoBoctu. — 2014. — Ne 8. — C. — 29-30.

2. BHyTpuuepernHbie KpoBOM3NUAHMS Y Aetei ¢ remoduueit / M. U. Jlupmuig
[u np.] // Poccuiickuii )KypHai I€TCKO# remMaronorun u onkomoruu. — 2015, — Ne 1. —
C. 49-53.

3. Pymsnnes, A.I.| \I'emopuius B TmpakTUKe Bpadeld  pa3iMyHBIX
cnenuanbHoctet / A. I'.Pymsaues, C. A. Pymsannes, B. M. UepnoB. — Mocksa:
I'SOTAP-Menua, 2013.—.136 c.

3HAYEHUE KOPPUTHUPYIONMNX OCTEOTOMMI B IEYEHUM
HAPYKHOT O OTKJIOHEHMUS 1 TAJIBIIA CTONBI (HALLUX
VALGUS)

JlamkoBckuii B.B., Cakeas B.B.

I’ poonenckuti cocyoapcmeeHtblil MeOUYUHCKUL YHUBepCUmem

AKTyaJabHOCTh. BanbrycHoe orkionenne 1 manbma cromsl (hallux
valgus) sBisiercss OgHUM W3 HaWOOJee YacTO BCTPCUAFOIIMXCS
3a00JIeBaHU OMOpPHO-ABUrarenbHoro ammapara [l]. JlanHas maTomorus
xapaktepusyercs aedopMamnmeii KOCTeM U CycTaBOB 1| Jyda CTOIBI:
HapyXHbIM  OTKJIOHEHHMEM | manpla, BHYTPEHHUM (BapyCHBIM)
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