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AxkrtyanbHocTh. AkponuM PHACE BritoyaeT aHoManuu 3aj-
Hel uepernHoit ssmku (P), remanrnomser mmna (H), aprepuansabie
anomanuu (A), nmopok cepaua (C), anomanuu a3 (E). Yactora
BcTpeuaemoctu MeHee 1 Ha 100 000 >KuBOPOKAEHHBIX, YTO BBI-
3bIBAET TPYJHOCTU JUATHOCTHKHU 3TOT0 OphaHHOTO 3a007€BaHHU.

Onucanne KIMHAYecKoro ciaydas. [lesouka K. pogunace
ot 1-it 6epemennocTr B 397 Hep; pu 2-M YIBTPa3ByKOBOM CKpH-
HUHTE Yy 1Toga Oblia oOHapykeHa aHoManus JleHau—Yokepa.
[Ipu xIMHUYECKOM OCMOTpe pebEHKa oOpaliaia BHUMAaHUE T10-
BEPXHOCTHAsI TeMaHTHOMA JIEBOI TOJIOBHHEI JIOA, BUCOYHOMN U MO~
INIa3HUYHOM o0nacTei cieBa ¢ HEPOBHBIMH KOHTYPaMU U OIyXO-
JIEBUJTHOE IIOTHOBIACTUYHOE 6€30011e3HEHHOE 00pa30BaHUE CKY-
JI0BOH 00nacTu 10 2 ¢cM B AUaMETpe, KOTOpOE B TEUEHUE 2 HEl
yBemuImIIock 10 3 cM. C 1-X CyTOK BEICITYIINBAJICS HHTEHCHUBHBII
CHUCTOIMYECKHH ITyM MO JIeBoMY Kparo rpyauHsL. [Ipu Y31 msrkux
TKaHEH CKyJIOBOM 00JIaCTH ONpPE/IENICHO THIIO3X0T€HHOE OIyX0JIe-
BUJIHOE 00pa3zoBaHue pasMepamu 24 x 12 x 7 MM HEOTHOPOAHOH
CTPYKTYpBI ¢ 4ETKUM KOHTYpoM. Ha 18-e CyTkM XU3HU OTMEUEH
pocr omyxomu 10 27 x 31 x 15,7 mm. [pu anexTpokapauorpaduu
OBUTO BBIBJICHO OTKJIOHEHHE DJIEKTPUYECKOH OCH cepala BIpa-
BO; HapyIIEHHE MPOIECCOB PEMOISIPU3ANNH B MHOKAP/IE XKEMyI04-
KOB. Y peO&HKa B Bo3pacte 20 JHEH IMarHoCTUPOBaHa Ieperpys3Kka
000uX KEeTyI0YKOB CEepALa, 3aMeUIEHUE aTPUOBEHTPUKYIAPHON
IPOBOJMMOCTH, NIOBBIIIEHHUE IEKTPUUECKON aKTUBHOCTH JIEBOTO
npencepaust. [1pu sxokapanorpaduu ObUTH BBISIBICHBI BPOXKIEH-
HBII TIOPOK cep/ua — NepuMeMOPaHO3HBIH IeQeKT MEXOKeTya0d-
KOBOH TIEPErOpOIIKH ¢ TIPU3HAKAMH TIEPETPy3KH MPABBIX OTIENIOB
CepAla U MaJIoro Kpyra KpoBOOOPAIEHHUS, MEXIIPEACEPAHOE CO-
O6HLCHI/IC BTOPHUYHOTO THIIA, HEAOCTATOYHOCTH TPUKYCIIMAAJIbHO-
ro KjamaHa 1-2 cTeneHu, HeOCTaTOYHOCTh MUTPAILHOIO Kila-
nmaHa 1 cTereHH, NMOBHIICHAE NAaBICHUS B JIETOYHOH apTepHH.
Ipu HelipocoHOTpaduu U KOMITBIOTEPHOI TOMOTpaduu royioB-
HOTO Mo3ra OBbUT MOATBEP)KAEH OPOK Pa3BHUTHS TOJIOBHOTO MO3-
ra B Buje aHomanuu Jlennu—Yokepa. B Onoxumuueckom aHamnuse
KPOBU OTMEYEHO 3HaYMMOE MOBBILICHUE COICpKaHus anbda-Pe-
tonporeuHa 10 10040,11 ME/mn. Ha ocHOBaHMU KIMHUYECKOTO
U (yHKIMOHATIBHOIO 00C/IeI0BaHUS KapIHOJI0rOM PEKOMEHI0BAHO
orpaHn4eHre BOgHOM Harpy3ku (80% ot pusndeckoit moTpedHO-
CTH) ¢ o0ecrieyeHneM CyTOYHOTO Kalopaxa, MOYerOHHBIE TIpera-
parbl. Bpa4-oHKOIOT peKOMEH 10Bal MPOOHBIH Kypc Teparuu He-
CENIEKTUBHBIM B-afipeH0010KaTOpoM (TIponpaHonon) 1 Mr/kr/cyt
C YBEJIMUECHUEM 32 3 JHS J103bI IO TEPAIEBTUYECKON 2 MI/KI/CYT.
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O¢ranbMoNOr IUAarHOCTUPOBAN KANWUIIPHYIO FeMaHTHOMY
Hapy>KHOH TPETH KOHBIOHKTHBBHI BEPXHETO BEKa JEBOTO IIa3a.
Bpau-reneruk onpezaenui, 4To GeHOTHI IPOOaHIa YKIAABIBACTCS
B cuapom PHACE. IIposoamics nuddepeHnnanbHblii AHar€o3
¢ cuaapomoM Crepmxa—Bebepa u PROS-cunapomom. PebéHok ak-
TUBHBIH, TOJyYal IPyIHOE MOJIOKO ¢ (popTHhHKATOPOM, TOKOPM
MOJIOYHOU cMechlo. B Bo3pacte 4 Hen neBouka nepeseneHa B Ha-
LIMOHAIEHBIA METUITMHCKUH MCCIET0BATEIbCKUN IEHTP IETCKON
reMaToJIOTHH, OHKOJIOTHH ¥ UIMMYHONOruu uMenu [I. Porauésa.

3axJirodyenne. [IpencTaBieHHbli ciaydail oOpamaeT BHUMA-
HUE NMPAaKTUYECKUX Bpadell Ha KIMHUYECKUE MPU3HAKHU 3TOH pel-
kot popmel maronmoruu. C MmomeHTa ocHOBaHus B 2013 . HEKOM-
mepueckoit opranuzaiu PHACE syndrome community oHa 3a-
HUMaeTcs MOBBIIIEHHEM OCBEAOMIEHHOCTH 00 9TOM 3a00/eBaHNH,
MOZACPKKOHM TaKuX OOJNBHBIX U UX CEMEH, a TaKXKe COOPOM CPEICTB
Ha U3Yy4YCHHUC NPUIUH U METOHAOB JICUCHUS.
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