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AKTyaJbHOCTB Hcciaenopanusi: Cuaapom Kazabaxa—Meppurra(CKM) — 310 peakoe 3aboeBa-
HUeE, XapaKTepHU3yIolleecs HaIndueM Karnomu(popMHON TeMaHTHOdHI0TEIHOMBI, TPOMOOIIUTONICHHUH,
KOaryJnonaTuu noTpeOieHUs] U COMPOBOXKIAIONIEeeCs BEICOKON JIeTadbHOCThI0. OCHOBHBIMU NIPUYHHA-
MU CMEpPTH SIBIISIIOTCS MacCuBHOE KpoBoTeueHue Ha ¢one JIBC-cunapoma, nmonmopranHas HeJocTa-
TOYHOCTh. Ha IaHHBIII MOMEHT HET eIMHBIX PEKOMEHIAMH 110 JICUCHUIO 3a00JIeBaHUs, YTO TUKTYET
HEOOXOIUMOCTh UCCIACAOBAHUS KaXKIOTO KIMHUYIECKOoTo ciydast [1,2].

Heab uccaenopanusi: nemoncrpanus ciaydas CKM y HOBOpOKIEHHOTO.

MarepuaJjibl H METOAbI: OTECYECTBECHHBIC U 3apyOeKHbIE HCTOYHUKH, JaHHBIE 00bEKTUBHOTO OC-
MOTpa, 1a0OpaTOPHBIX U MHCTPYMEHTAIBHBIX UCCIICAOBAHUM, a TaK)Ke METUIIMHCKAs JOKYMEHTAIUS
nanuenTa ¢ CKM.

PesyasTartbl: Pebenox maccoit 2190 rpamm poxaeH Ha cpoke 34 Heaenb BBUY Pa3BUTHS TH-
MOKCHHU Ha (hOHE MPOBOJMMON BHYTPUYTPOOHOH reMoTpaHCc(y3rH B CBS3H C TSDKEIOW aHEeMHel B
CTPYKTYpE reMOJINTHUYECKOH Ooe3Hu mioga. Y peOeHKa yCTaHOBJICHBI: TsKesast acUKCHUs, aHe-
mus Tsokenoit crernienu (Hb 57 /i) m o0beMHOE 0Opa3oBaHue 6arpoBOro mMBeTa B IPyAHHHO-TIOSIC-
HUYIHOH oOnacTu pasmepoM 15x7x4, YeranoBneH nuaraos cuaapom Kazabaxa—Meppurta(CKM),
kanomudopmuas remanrnosngorennoma(KI'D), HazHaueHa KOMIIJIEKCHAs Tepamus B COCTaBe
MPEAHU30JI0HA, panmaMUIIMHA(CUPOINMYyca), MeHTOKCHpMIMHA. B HauansHOM mepuoe 3a0oneBa-
Hua KI'D nmena yetkue rpanuisl. C pokJaeHus y peOeHKa perysIsipHO HaOMI0AaINCh MaKpOLIUTap-
Has TUIEPXpPOMHas THIIEppPEreHepaTopHas aHEeMHUs, TPOMOOLMTOINECHHUS, SIBICHUSI THUIIOKOATYJIs-
LIMH, B CBA3U C Y€M MHOTI'OKPATHO IIPOBOJMIMCH TpaHC(y3UH BCEX KOMIIOHEHTOB KpoBu. Ha ¢one
Teparuy MpOsIBICHUS] TEMOPPATrMUYeCcKOTO CHHAPOMAa COXPAHSUINChH B BHJE MOBBIIIEHHOW KPOBOTO-
YUBOCTU MECT HHBEKIUH, IETEXHI. YUUTHIBasi OTCYTCTBHE 3P PeKTa OT IPOBOAUMON MTaTOTEHETH-
YECKOH Tepanuu NpeJHU30JI0HOM U CUPOIUMYCOM, OBIIIO IPUHSTO PELICHUE O Hayayle MUTOCTATH-
4yecKol Tepanuu BUHKpUCTHHOM. Ha doHe npoBonnMoii Tepanuu o0pa3oBaHue NPOrpeccUpoBao:
OTMEYAJICsl arPECCUBHBII POCT B Pa3IMUHbIX INIOCKOCTAX. BH3yanpHO oTMedanuch pa3pacTarou-
ecsl OT COCYAIMCTON OITyXOJIM 110 HAIPaBJICHHUIO K IIee B OOKOBOH IMOBEPXHOCTH TYJIOBHUIIA Oarpo-
BbIC TISITHA HEMPAaBUJIBLHOW (DOpPMBI, OTEK Mpuiekalled MOJKOKHO-)KHPOBOH kieTdarku. [lo pe-
3ynprataM nepBoro Y3M MArkux TkaHed ObUIO yCTAHOBJIEHO THIIEPBACKYISIPHOE 0Opa3oBaHUE
TonmuHOMu 21 MM. [Ipu MOBTOPHOM — BBISIBIIEH €0 IIporpeccuBHbIi pocT ¢ 21 MM g0 38 mm.He-
CMOTpS Ha MPOBeJeHNE KOMIUIEKCHON Tepamuu, COCTOSIHNE peOeHKa CTPEMHUTEIHHO YXYAIAI0Ch.
HoBopoxkeHHbli Brian B KOMy Ha ()OHE Pa3BHBIICTOCS BHYTPHIKEITYIOYKOBOTO KPOBOUBIHUSHUS
rOJOBHOTO MO3ra 3 CTENeHH, pa3Buics MeTabonnueckuid anunos. Pebenok morud Ha 11 cyTkum
KU3HM BCIICACTBUE ACKOMIICHCAMH CHUCTEMbI TOMEOCTa3a U OCTAHOBKU KPOBOOOPAILIEHUS IO THUITY
aCUCTOJINU.

BeiBoabl: 3a0oeBaHne BCTPEYACTCS PEAKO, B PE3yJIbTaTe Yero OTCYTCTBYIOT KOHTPOJIHUPYEMBIE
HCCIIeI0BaHNsl, KOTOpPhIE MO3BOJIMIN Obl BBIBECTH €AMHYIO CXeMy JieueHMs. Tepamnus, HalpaBieHHas
Ha KOPPEKIHIO COCTOSIHUS HE MO3BOJSAET JOCTUTHYTh KOMIIEHCAIIMH, B PE3YyJbTaTe Yero HacTyHaeT
cMepTh[3].
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