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Poccuiickuii xypuana JETCKOM TEMATOJIOTUY u OHKOJIOTUU

NMpumeHenue aMuyusymada y pebeHka ¢ passumuem uHrubupyrowux anmumen
nocne 3 nem npohunakmuyeckoil 3amecmumenbHoll mepanuu

T.A. Koasicuna
T'bY3 «Obnracmuas demckas 60AbHUUA»;
Poccus, 693006, Caxanunckas obaacmo, FOxcno-Caxanunck, ya. Jlenuna, 31

BBenenue

IemMopunusa sBasgeTcd He TONBKO MEIMLIMHCKOM, HO
M colLlMaJibHOM TIpobneMoii. JleTu, crpaparoiiye remModu-
JINE, YYBCTBYIOT ce0sl «OOMXXEHHBIMU CYALOOI», TaK KakK
IIOCTOSIHHO OTPaHMYMBAIOT Ce0sl: [T0Ka JIPYrre UrpaloT B aK-
TUBHBIC UTPHI, 3aHUMAIOTCS CTIOPTOM, PEOCHOK C reMOD TN -
el yKe B JETCKOM BO3pacTe OCO3HAeT, YTO aKTUBHBIN 00pa3
JKM3HU I HETO OMaceH. DTO MOXKET IMPUBOAUTH K OIpee-
JICHHBIM SMOIIMOHAJIbHBIM MOCJIEACTBUSIM, BKJIIOUasl AeTpec-
CHUBHBIC CUMIITOMBI. bobHBIe TeModuneit 001ee 3aMKHYThI
M Yallle MoJBepraioTcs OyJIJTMHTY, YeM OOHOKJIaCCHUKH [1, 2].
ITocTostHHBIE 3aIIpeThl Ha XKeJaeMyI0 aKTUBHOCTb HE CITOCO0-
CTBYIOT COLIMAJIbHOM afanTaiyy TaKuxX JeTeil. Y MoapoCTKOB
¢ reMoMINell KOMIIEHCATOPHO TOBBIIIACTCSI CKIOHHOCTh
K OYHTY ¥ pMCKOBaHHOMY TTOBeeHUIo 3, 4].

Heob6xonmMocTh MOCTOSHHBIX BHYTPUBEHHBIX BIMBaHUIMA
TakKe OKa3blBaeT BIMSHHUE Ha KayecTBO XU3HM peOeHKa
¢ reMouIMeil. YcTaHOBKA LIEHTPAJbHBIX BEHO3HBIX CHUCTEM
He 00JIerJyaeT XX13Hb MallMEHTOB U UX POIUTENIei, TaK KakK, He-
CMOTPSI Ha TT0JIb3Y YCTPOIMCTB, ITOBBIIIIACTCS TPEBOXKHOCTD U3-3a
HEe3HaHWUS TOTO, KaK MX MCIOJIb30BaTh U prUcKa MHMeKIuIi [5].

Hamu mpeacraBieH KIMHUYECKUIA Cy4dail TpUMEHEHUS
SMUIIM3yMaba y peOeHKa C MEepPBbIM 3MM300M TeMapTpo3a
B 4 Tofa, HECMOTPSI Ha IOJHOLEHHYIO TTPO(PUIaKTUYECKYIO
Teparuio.

Onucanne KJIMHAYECKOTO Caydast

Ilayuenm JI., 2016 e.p., eénepgvie nonas nod HabawoeHue
6 6o3pacme 7 mecsyes, K020a npu noOnvImKe 6Cmasams Ha HOMNc-
Ku pebeHok ynan Ha seoduyvl. Yepez Heckoavko uacos cman
02PAHUMUBAMND OBUNCEHUS HO20T, NPU NPUKOCHOBEHUU K MeCHy
yuwuba — naakaa. Iloseuncs eudumolii omek 5200Ulybl, 10KANb-
Hasa eunepmepmus. Pooumeau obpamuaucs k epauy-neduampy
no mecmy cumenbcmea, 2de Hpu 00cAe008AHUU HA YAbM-
PA3BYKOBOM UCCACO08AHUU BbISBACHA MENCMbIUEUHAS 2eMAMO-
Ma, 6 ananuse Kpogu CHUdICeHUe ypoeHsl 2emo2no6una do 92 z/a.
Hanpasaen na kKoHcyabmauuio K 8pauy-eemamonoey.

Ilpu ocmompe eemamonoeom no nepedneli NO8EPXHOCMU 20e-
Hell 0OHAPYICeHbl MeAKUE MEHCMbIULCUHbIe 2eMATNOMbL, Yeacar-
W5t MEIHCMBIULEYHAS 2eMAOMA NPABoll 200uuHol ooaacmu. [1o
dannbiM Koazynoepammol: yposerns VIII ¢pakmopa (F) ceepmoi-
eanus kposu — 1 %, F Buanebpanoa — 143 %, FIX — 93 %, ak-
MuUUpoBanHoe yacmuurHoe mpombonaiacmurogoe gpems — 95 c,
ubpunoeen — 3,5 ¢/a, npompomobun no Keuxy — 98 %, Meoc-
dyHapooHoe HopmanuzoeanHoe omuoweHue — 1,03, anmu-
mpomoun 11— 117 %, npomeun C — 71 %, D-0umep — 1497 ne/ma.

Ha ocroeanuu kaunuueckux u 1a60pamopHsvix OaHHbIX Obla
ycmanoeneH ouaeHo3: eemogpuaus A, maxcesas gopma. Hazna-
Yena npoPUAAKMUUecKas 3amMecumenbHas mepanus naa3meH-
Hoim npenapamom FVIII

B utone 2019 e. npu nnanoeom o6caedoganuu 6visi8AeH UHU-
oumop 6 mumpe 2 bBE, mepanus 3amenena Ha 0KmMoKoe arogha no
35 Ell/ke 3 paza 6 Hedearo, UHBEKYUU NPOBOOUALUCH 8 YCAOBUSX
npoyedypHo2o KabuHema 6 cés3u ¢ 3ampyoHeHUusmMuU Y pooume-
Aell npu npogedeHuU HYMpPUBEHHbIX UHBeKUUl. Jleuenue nepe-
HOCUA YOOBAEMBOPUMENbHO.

B dexabpe 2019 e. pebenok eochumanu3uposan ¢ mexicmol-
UWEeHHOL 2eMAMOMOU 20108KU UKPOHOICHOU Mbluiybl. Haznavena
mepanus okmokozom anvgha 6 doze 100 ME/ke/cym uepes OeHo.
Temamoma ¢ peepeccueli.

B sneape 2020 e. 6 6o3pacme 3,5 eoda Ha gpone nocmosHHOI
npogunakmuueckoi mepanuu 3apeucmpuposan nepevlii Inu-
300 eemapmposa. Pebenok eocnumanuszupyemcs c scarobamu Ha
8bIPAdCEHHYI0 004b U O2paHUYeHUe 8UMNCeHUs 8 001ACMU NPABO-
20 KoneHHo20 cycmasa. Cman0apmuas eeMocmamu4eckas me-
panus He okazaia ghgekma, eemapmpo3 y0anocs Kynuposams
66edeHUeM AHMUUSUOUMOPHORO KOACYAIHMHO20 KOMHACKCA
(AUKK) 6 doze 1000 E/l/cym 6 meuenue 2,5 ous. lemapmpo3
KYnupoeaH.

B gespane 2020 2. peberok 8HO8b 20CnUMANU3Upyemcs ¢ 00-
UWUPHOLL 2eMamoMOll @ MKAHU NPABO20 BePXHE20 8eKd, MHOMCe-
CIMBEHHBIMU MedcMbluleuHbIMU eemamomamu. Tlo pezyrsmamam
2eMOSPAMMbL  Onpedensemcss nocmeemMoppacuteckas avemus
(3pumpoyumot — 3,5 x 10"%/n, eemoenobun — 92 e/n). Haznauen
AHUKK 6 doze 2000 E/l/cym.

B cea3u ¢ mem, umo Ha ghone noaHoyenHol npoghusakmuue-
CKOIl 3amecmumensHoil mepanuu 3a 3 mec 803HUKAO 3 KPOBO-
meueHuUs., BKAKUAs 2eMapmpo3, KOMopble He KYNUpo8aalch 66e-
denuem npenapamos FVIII u nompebosasu ééederus 6bicoKux
doz AUKK, 6bi10 3an00o3peno yseauueHue mumpa uHeUuOUpyo-
wux anmumen k FVIII. [Ipu o6caedosanuu obHapyicer Kpaiihe
ebicokuil mump uneubumopa, paguwiii 1475 BE.

Jlas pewenus eonpoca o OanvHeliulell mepanuu nayuenm
npokoncyavmuposarn 6 OI'BY «HMHUI] J1IOHU um. Jmumpus
Poeauesa» Munzdpasa Poccuu, 20e 66udy 6vicokoil uacmomol
KPOBOMeHeHUll, CAYHUBULe20Cs 2eMapmpo3a 6 eozpacme 4 aem
u HeapexmusHocmu mekyujeii mepanuu y 604bH020 ¢ UHeU-
obumopHolil eemogunueil A 66110 peKOMeHA08AHO CMEHUMb ee HA
HepaKxmopuy npoPUAAKMUKY IMULUZYMAOOM.

C mas 2020 e. pebenky HazHa4eHa Mepanus SMUYU3YMadbom
6 doze 1,5 me/ke 6 Hedento nocae Haepy3ouHoil 0o3vl. [Ipenapam
3aKynAeH 3a cuem pecuoHaNbHO20 Or0icema.

3a 6 mec HabawOeHus He 3apecucmpuposanHo Hu 00HO20
Kposomeuenus. Ilepenocumocmos npenapama xopowias, He-
JcenamenvHuix a6aeHull He ommeueHo. Yepes 3 mec mepanuu
IMUUUZYMAOOM NOBMOPHO OnpedeseH mump uHeubumopa,
oH cru3uacs 0o ypoeusa 920 BE. Podumeau ommeuarom opa-
Mamuyeckoe yayHuleHue 6cee0 pUmma ux JCU3HU, KOMOpblil
PpaHbvlue 0bla 8bICMPOEH OKPY2 NOCIMOSAHHBIX NOCeUeHUll 601b-
HUYbL 0151 HYMPUBCHHBIX UHBEK YU
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Oo0cyxnenne

Hpe,Z[CTaBIIeHHbIM KIIMHWUYCCKMM CJIydacM Mbl XOTHUM
IPOACMOHCTPUPOBATDb HEC TOJIbLKO MECANIIMHCKYIO, HO 1 COLIN -
AJIbHYIO Y IICUXOJIOTUYCCKYIO CTOPOHY 00JIe3HM.

I/ICTOpI/IH JAHHOTO p€6€HKa ITIOKa3bIBACT ApaMaTUICCKOC
YXyAIICHUE €Iro COCTOAHUA, CXKEMECAYHBIC TOCITMTATIN3alINN,
IIOCTOAHHBIC BHYTPMBCHHBIC NHBCKIINUN, oosieBOI CHUHIAPOM,
COHDOBO)K,Z[aIOH.IHfI InmanueHra ¢ MOMEHTa, KOorga OH TOJbKO
IIOIIBITAJICA BCTaTb M HayaTb XOAWTb, HECMOTPA Ha ITOJHO-
HICHHYIO HpOCbI/UIaKTI/I‘IeCKYIO TEpaImunilo.

Ho B ncropmnn 0O0JIE3HU HE OTpa3uTb >KM3Hb CEMbU B 1IC-
JIOM, KOTOpas ObL1a ITOCTPOCHA Ha MOCTOAHHBIX ITIOCCIICHUAX

Cxema KAuHU1ecK020 cayuas

MEIUIIMHCKUX YIPEXKICHNI, TaK KaK MaTh CAMOCTOSITCIIBHO
HE MOTJIa IOCTaBUTh BHYTPUBEHHYIO MHBEKIINIO 1 BEIHYXKIC-
Ha ObIIa 3 pa3a B HEICIIIO IIpre3XaTh ¢ peOCHKOM B OOJIbHM -
my. CIIOXXHO OLICHUTH TICUXOJIOTMYECKOE COCTOSTHIE MaTepH,
KOTOpas IIOHNUMAET, YTO SIBJIIETCSI HOCUTEJIEM TeHa reMopu-
JINW ¥ BUOUT CTpagaHMsI CBOETO peOeHKa.

Teparmst sMAIIM3yMaO0OM AMaMETPaTbHO M3MCHIUIA KaK
KWM3Hb peOeHKa, TaK M Bceil ero ceMbH. [lallMeHT MOTydIn
BO3MOKHOCTh COIIMAIN3AIINI, aKTUBHBIX UTP, U3 €TO XKU3HU
WCYE3/IM TIOCTOSTHHBIC U3MAaTHIBAIOIIIe BHYTPUBEHHBIC MHB-
eKIINH.

* Mpo6GnemMbl ¢ BEHO3HbIM [OCTYNOM
* MiHbekuuu B ycnoBusix ctaumMoHapa
» MHOXeCTBeHHbIe KPOBOTEUYEHUsI

(oro)

» lemaToma npu nageHun

* YpoBeHb FVIII 1 %

* Ds: remounusa A, Tsxkenas coopma
« Mpodunaktnyeckasa tepanus FVIII

(rom0)

¢ MepBbIA 3NN304 reMapTpo3a,
cTaHAapTHaA Tepanusa HeadcpekTUBHA
* Tpu rocnutanusauum 3a 3 mec
c oTcyTcTBUEM 3hdheKkTa OT NpexHen Tepanum
» O6HapyxeH uHruoutop FVIII 1475 BE
* HazHayeH amuumnsymad
* 0 aNn300B KPOBOTEYEHUN
¢ \ameHeHne XN3HN BCEN CEMbM
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