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AKTyaJIbHOCTB HcciegoBanus: [lomukncro3nas 601e3Hb MOYEK C ayTOCOMHO-PEIIECCUBHBIM TH-
noM HacnenoBanusi (APIIII) sensiercss opdanusim 3aboneBanueM (1:20000-100000 HOBOpOKACH-
HBIX), IMEET CEepbE3HBIN MPOrHo3. TeueHune 3a00sIeBaHUS XapaKTepU3yeTcs HaJMUYUeM BPOXKIEHHOTO
(ubpo3a neyeHn U/WiIn MOJUKUCTO3a IEYSHH C Pa3BUTHEM OCIOKHEHHUI CHHIpOMa NOPTaJbHOM T'u-
MepPTeH3UH (BapUKO3HBIM PACIINPEHUEM BEH IMUIIEBO/A, KEITYIKA, TTHUIIEBOAHO-KEITyIOYHBIM KPOBOT-
€ueHUeM) U He(POTeHHOM apTepHalbHONW IMIIEPTCH3UH, TPOrPECCUPOBAHIEM XPOHHUECKOM 00Ie3HU
nouek (XBII). B nerckoM Bo3pacte y nanuentoB ¢ APIIII BcTaeT Bonpoc 0 Hauaje 3aMeCTUTENbHON
MIOYEYHOW TEpaIlluy U MOKAa3aHUAX K TPAHCIIJIAHTALUN MOYKH WM KOMOMHUPOBAHHOM IMOYEUHO-TIeUe-
HOYHOM TpaHCIUIaHTaIlNH.

Lesb uccjienoBaHmsi: IPeACTaBUTH KuHUUeckoe TeueHne APIIII ¢ monmkucTo30M meueHu y je-
BOYKH 6 JIET.

MarepuaJjibl 1 MeTOABI: U3yUeHBl pe3ynbTarbl oOcnenoBanus B kinHuke CIIOITIMY neBoukn
6 net. OO6beM 00ciIeOBaHUS BKIIIOYA KIMHUYECKUN 1 1a00paTOPHBIM METOIBI C OLICHKON CKOPOCTH
KJIyOOUKOBOH (uibTpamuu (1Mo pacueTHoil dhopmyne Schwartz), coctosHust PyHKITUN TICUCHH; YIIBT-
pasBykoBoe uccienoanue (Y3U1) u komnbrorepHyto Tomorpaduto (KT) mouek n opranos OpromrHon
MOJIOCTH, CYTOYHOE MOHHTOpUpOBaHue aprepuanbHoro nasieaus (CMAJL). Ot nmposeaenus 33o0da-
roractpogyonenockonuu (I'/1C) monydyeH NUCbMEHHBIH OTKa3 POAUTEICH.

PesyabTarei: Y aesouku K. (2014 1.p.), U3 CEMbH C OTPHUIATSIHHBIM aHAMHE30M I10 KHCTO3aM
MOYeK, 3apPETUCTPUPOBAHO MOBHIIeHNEe AJl, sMonnoHanpHas naduibHOCTh. [lo pe3ynasraram camo-
CTOSITENILHOTO KOHTPOJISL, ipezesbl koiebanus A/l coctasunm 107/56-137/77 mm.pt.ct. ipu YCC 78—
81 ynapos B MmunyTy. [lo CMA/] cyTounsii npoduiib A/l runepreH3uBHBIH, CHCTOIUYECKOTO THIIA CO
cpennecytounom 3HadeHneM AJ[ 113/66 mm.pt.ct. mpu YCC 78 ynapoB B munyTty. [lo pesynpraram
VY3U BeIpaxkeHHas HepoMeranus: 00 TTOUYKH PE3KO YBEIWYEHEI B 00beMe, 00ImHit 00heM IMOYeK CO-
crapisiet 661,7cm?, uro Gosnee ueMm B 7 pa3 MpeBbIIIaeT HOPMaIbHbIC 3HAYCHUS IS ICBOYKH T10 POCTY
(86,8+ 0,50cm?), 3XOTEHHOCTh TAPEHXHUMBI MOYCK MOBBINICHA, B MAPCHXUME 00CHX MOYCK METKHE
kucTbl (0,03-0,3¢cM), KOTMYECTBO KHCT HE MOJAACTCs TOCUeTy (MHOKECTBCHHBIE); TTApSHXUMa TIeue-
HU HEOIHOPOJHAS 32 CUET MHOKECTBA aH3XOTCHHBIX CTPYKTYp (kucThl 0,1-0,2¢M) M rHUIEepIXOreHHBIX
CTPYKTYpP, CTEHKH JKEITIEBBIBOMAIINX ITyTEH PE3KO YIUIOTHEHHI (mpu3Haku xonanruta). I[lo KT moxm-
TBEPIK/IEHBl MHOXKECTBEHHBIE MEJIKHEe KHUCTHl B TMApEHXUME TMOYEeK M BHEMOYEYHOE PACIONIOKEHUE
KHCT B [I€YCHH, IPU3HAKOB MOPTAJbHON THIIEPTEH3UH HE BbIsiBIeHO. CocTosiHuE (DYHKIHMU MTOYEK CO-
orBercTBYeT XBIIC1 (CK®=104 M1/MHH COOTBETCTBYET BO3PACTHOM HOPME, MapaTrTOPMOH U MUKPO-
anbOyMuHypust B HopMme). OTMeueHa runeppeHuHeMust. B KpoBu He BBISIBICHO MPU3HAKOB LIUTONIN3A
1 XO0JIECTa3a, MapKepbl BUPYCHBIX I'€IaTUTOB OTPHULATENIbHBIE. B KIMHUYECKOM aHajau3e KpoBu 0e3
narojoruueckux u3mMeHenui. [lpu ocmorpe odranbMonora — 0e3 MaTOIOrHYECKUX U3MEHEHHH CO-
cynoB minazHoro aHa. Ilo pesynsraram DXO-KI' — ngBycTBOpuYaThlii TPUKYCHHAAIBHBIN KiamnaH 0e3
3HAYUMBIX U3MEHEHHUH reMOANHAMUKH.
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BoiBoabl: IlpencraBieHo KIMHHYECKOoe HaOmoneHne opdanHoro 3a0oeBaHus (MMOJTUKHCTO3HOM
0O0JIe3HH MOYEK C ayTOCOMHO-PEIIECCHBHBIM THIIOM HACJICJOBAHNS), KOTOPOE XapaKTepH3yeTcsl Hallu-
yreM He()pPOreHHOH apTepHaibHOW THIIEpTEeH3UH, nporpeccupoBanneM XbII u cuHapoma mopranb-
HOM THIEPTEH3MH B JETCKOM Bo3pacTe. OCOOEHHOCTBIO JaHHOTO KIMHHUYECKOTO Cydas SBISETCS
OTCYTCTBHE TIPOSBICHUI CHHJpOMA MOPTAIBbHON THIIEPTEH3UH Y JIEBOYKH B BO3pacTe 6 JIET ¢ MOJH-
KHCTO30M TICUCHH, BBISBICHHBIM C POXKICHUS W HAIMYWE CTOMKOW HEPOTEHHOU apTepHaIbHOUW T'H-
NEePTEH3UU TIPU OCOOCHHOCTIX (HOPMUPOBAHMS TPUKYCIHIAIBHOTO KiaraHa, 4To TpeOyeT MOHHUTO-
punra 9XO-KI, OKT, rma3noro ana.
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