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Hean. M3ydyenne 0COOCHHOCTEH albBEOSIpP-
HOM pabJOMHOCapKOMBI Y peOCHKA.

Marepuajsl 1 MeToabl. [lepBuanas mopdo-
JoTUYecKas TMarHOCTUKHU OMYXOIH Y JIEeBOYKH 12
JIET OCHOBaHA HAa MU3YYEHUH ONEPAIMOHHOTO MaTe-
puana B MATKHX TKaHEH TOJIOBBI M T€HETHYECKOM
nccienoBanuu. [locMepTHas qUarHocTUKa MpoBe-
JIHA C WCIIOJIb30BAHMEM OKPACKH THCTOJIOTHYe-
CKHMX IpernapaToB OINYXOJW M BHYTPEHHHMX Opra-
HOB TeMaTOKCUIIMHOM-303UHOM ¥ UMMYHHOTHCTO-
XUMUYECKUX PpEaKUud C MOHOKJIOHAJIbHBIMU
anTuTenamu Kk Myogenin u Desmin.

Pesyabrarsl. 113 aHamMHe3a W3BECTHO, YTO Yy
JICBOUKM B 12-JIeTHEM BO3pacTe ObLIO OOHaApyxe-
HO OITyX0JIeBO€ 00pa3oBaHNe Ha KOXKE BOJIOCUCTON
4acTH TojioBbl. PeOeHOK KOHCYIBTHPOBaH JiepMa-
TOJIOTOM, BBITIOJHAJIOCH YABTPA3BYKOBOE HCCIIEIO-
BaHUE, MOCJIe KOTOPOTO Bpad pacleHus 3To odpa-
30BaHHE KaK aTepoMy M PEKOMEH0BaJl ylalieHue.
[Ipu rucTonornyeckoM UCCIETOBAaHUH YIATCHHON
OITyXOJM OBUT YCTAHOBIIEH AMATHO3 «AJIbBEOJISIP-
Hasg pabmomMuocapKoMa BOJOCHUCTOW HYacTH TOJIO-
Bb». [IpM MyHKIIMM KOCTHOTO MO3ra BBISIBIEHBI
OTyXOJIEBBIC KIIETKH. PeOeHKy mpoBOAMIOCH 6
KypcoB xumuorepanuss no mportokony COG
ARST. JlaHHBIC TEHETHYECKOTO UCCIICIOBAHUS TH-
CTOJIOrMYECKOro marepuana: onyxonb ALK-no3u-
THUBHas, nosoMka rea FOXO1. B nanbueiimem y
pebeHKa 0TMeYaIrch CUMIITOMBI HHTOKCUKAIIUU 1
neBouka Obuta gocraieH B MJII'KB . Mocksbl,
rne npu cepun KT u MPT-uccinenoBanuii BbIsiB-
JIEHBI THIPOTIEPUKAPA U MHOXKECTBEHHBIC OITyXO-
JIeBbIE Y3JIbI B CEpALe U TOKETYA0UHOMN JKeTese.
CmepTh pebeHKa HACTyNHHIIa OT OCTPOH cepied-
HOI HeloCTAaTOYHOCTH 4yepe3 1,5 rona or MoMeHTa
MEepPBUYHON OCTAHOBKHU JIMArHO3a.

Ha BckpwiTHH cepjiie mapoBHIHON (HOPMBEL,
maccoit 420 r (mopma = 203 1), nmepukapa yToi-
IeH, CpalleH C OJIHKapIOM, MHOTOUYHCICHHBIS
OITyXOJIEBBIC Y3JIbI CIMBAIOLIMECS MEXIY CO00ii,

CEpO-JKENTOr0 1BETa IJIOTHOMW KOHCHUCTEHIIWMH, pa3-
mepamu ot 0,2 10 7,0 cM, mpopacTaroT BO BCE CIOU
CTEHKH TPaBbIX U JIEBBIX OTAENOB. [lomkenynounas
kKeneza CyOTOTalIbHO 3aMelleHa aHaJOTUYHBIMU
OITyXOJIEBBIMH Y3JaMH. B MSTKHX MO3TOBBIX 000-
JIOYKaX M BEHIECTBE TOJIOBHOTO MO3Ta ONPEJIeNsIoT-
Csl MHOXKECTBEHHBIE MEJKHE CKOIUICHHS OITyXOJIe-
BBIX KJIETOK.

[Ipu THCTONMOTHYECKOM UCCTIEIOBAHUH B CEPIIIE,
MOKETYAOYHON >KeJe3e, MSTKUX MO3TOBBIX 000-
JIOYKaX M BEHIECTBE TOJOBHOTO MO3Ta OITyXOIb
MpeZCTaBIeHa MPEUMYIIECTBEHHO OKPYIIBIMH U
OBaJIbHBIMH KJICTKaMH, O6pa3yIOHII/IMI/I CKOILJICHHSA C
HEPOBHBIMH TPAHUIIAMH, OT/IEIEHHBIMH MHOTOYHC-
JIeHHbIMH (PHOPO3HBIMU TIEPETOPOKAMH, KOTOpBIE
MNPUIAIOT OIYXOJIM JKEJIE3UCThIM BuA. Pa3posHeH-
HBI XapakTep PAaCTOJIOKECHUS KIETOK BhIPAXKEH B
LHEHTPAITBHBIX OT/EaX OIYXOJH, MO HX Nepudepun
npeoOnafaroT conuaHble Tons HeauddepeHmpo-
BAaHHBIX OKPYDJIBIX UM TOJHMIOHAIBHBIX KJIETOK.
Berpeuatorest muddepeHmpoBanabse  padaoMuo0-
JIACTHl B BUJE JICHTOBUAHBIX M TIOJIOCOBUIHBIX Ke-
TOK C BBIPOKCHHOM 303MHO(UIIBHON ITUTOIIIA3MOM.

[Ipy MMMYHOTHCTOXMMHYECKOM HCCIIEI0Ba-
HUMU — TO3UTHUBHAA pEaKlrsA B OIIYXOJIEBLIX
kjeTkax ¢ Myogenin u Desmin. Jlanuas mopdo-
JIOrHYecKasi KapTHHa XapaKTepHa /i allbBeo-
JSIpHOUM ~ pabmoMmocapkoMbl.  OOHapyKeHHBIE
MHOXXECTBEHHBIE ONYyXOJIEBBIE Y3JIBI B CEpIIIe,
MOJIKETYIOUHOH Kejle3e U I'OJIOBHOM MO3Te pac-
[IEHUBAIOTCS KaK METACTa3bl.

OOcyskneHue 1 BbIBOABI. AJlbBeossipHas padao-
MHOCAapKOMa SIBJIETCS 3JI0KAYECTBEHHBIM HOBOO-
Opa3oBaHUEM C BBICOKUM TEMIIOM POCTa B JIETCKOM
W TOAPOCTKOBOM BO3pacTe, 4YTO JIEMOHCTPUPYET
MIpeCTaBICHHOE HAOIIOICHUE OITyXOJIH MITKUX TKa-
HEll roJIOBBI Y peOeHKa.

OCOOCHHOCTRIO JAHHOU OITyXOJH SIBIISICTCS Pell-
Kasi HeTUITMYHAs! JIOKAJIM3alMsl METacTa30B B Ceplle
1 NOJPKEITYIOYHOM JKesese.
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