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Beeoenue

AnbBeosisipHas padaomuocapkoma (APMC) — 370 310KauecTBEHHAsI OMyX0Jb COEAM-
HUTEJILHOM TKaHU, BOZHUKAIOIAsl U3 CKEJIETHBIX MBIILIEYHBIX KJIETOK, KOTOPBIE IOJHOCTHIO HE
muddepeHnmpoBaiick. Pa3zButue anbBeoasipHON pab1oMHOCAPKOMBI MATKUX TKAHEH CBS3bI-
BalOT C TpaHcyokamueil t (2; 13), kotopsrit coequnsier red PAX3 ¢ renom FOXO1 (FKHR), u
t(1;13), xotopsrii coenunsier red PAX7 ¢ renom FOXO1 (FKHR). OtHocuTCcs padaomuocap-
KOMa K pa3psiay KpaiiHe arpeCCHBHBIX OIyXOJIeH, /Uil KOTOPBIX XapaKTepeH OBICTPBIH poCT,
pPEeLMIMBBI U 4acTOE MEeTacTa3upoBaHue. DTO ObICTpopacTylas 3J0KaueCTBEHHAsl OIyXOJb
MSATKUX TKaHeH, kotopast y 25-30% manueHToB Ha MOMEHT ITOCTaHOBKY JMArHo3a COMpPOBO-
JKAAeTCs OTAAIICHHBIMY WIM PETMOHApHBIMU MeTacTazamMu. OHa BIIsS€TCS BTOPOH 110 pacmpo-
CTPaHEHHOCTH IOCJIe SMOPUOHATIBHOI, COCTaBIsIs OKOJIO 1/4 Bcex cityyaeB, U yallle BCTpeya-
ercs B Oojiee crapiueil BO3pacTHOU rpymrne, ¢ MMkoM 3aboneBaemoctd B 10-25 net, ogHako
JIMarHOCTUPYIOTCS CIy4au y JIeTei paHHEro Bo3pacTa M Jake BpokJeHHbIe. OCOOEHHOCTbHIO
JTAHHOM OITyXOJIH SABJISIETCS peAKasi HETUIIMYHAS JIOKAJIN3aLUsl METACTa30B B CEPALIE U MOIKE-
JYIIOUHYIO KeJe3y. PacipocTpaHEHHOCTh OIyXO0JIEBOTO MpOLiecca OLEHUBAETCS HA OCHOBA-
HUM JaHHBIX KOMIUIEKCHOTO OOCIEI0BaHMUs, BKIIOYAIOIIEr0 MarHUTHO-PE30HAHCHYIO TOMO-
rpa¢uio ¢ BHyTPUBEHHBIM KOHTPACTUPOBAHUEM, YIIBTPA3BYKOBOE HCCIIEJOBAHUE IEPBUYHOIO
oyara 30H PerHOHapHOTO U OTJAJIEHHOTO METAaCTa3MpPOBAHUS, KOMIBIOTEPHYIO TOMOTpa(HIO
Y paJron30TOIIHBIE UcciienoBanus. Ha ceronHamHmuil 1eHb B MEAUIIMHCKOM JTUTEpaType OINHU-
caHo He Oosee 45 KIMHUYECKHUX CIIy4aeB Pa3BUTHs MEPBUYHOM pagOOMUOCAPKOMBI KOXKH.
[TepBuunas anpBeossipHas pabaoMuocapkomMa Koxxu cocrasiser menee 0,7% Bcex BbIsBIIsie-
MBIX cllyyaeB pabaomuocapkoM. Y nauueHToB ctapiie 19-20 ner APMC nabmronaercs 3Ha-
YUTEJIBHO PEKe, JTOKATU3YeTC s, KaK IMPaBUIIO, B 00JIACTH KOHEUHOCTEH, a Ha Y4aCTKHU T'OJIOBBI
U LIeH IPUXOIUTCs 0KoJo 24 % Bcex ciyuaeB. Teuenue APMC y B3pocibix 6osee arpeccus-
HOE, YeM Yy JIeTeil, a mporuo3 6osee HeOmaronpusATHbIN. HecMOTps Ha nMpUMeHEHHE TaKoro
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K€ TOIX071a MPH JICIEHUH B3pOCIbIX 00bHBIX APMC, ycrexu mpoTHBOOITYX0JIEBOM TEpariu
OTPaHUYEHBI, a TTOKA3aTeTN BEDKMBAEMOCTH OCTAIOTCS HU3KUMH M COCTABIISIIOT 35—45 %.

Ilenw

L1es1bt0 HACTOSIIETO UCCIIEI0BaHNA ObIIIO M3yUEeHNE aHAMHE3a i KIIMHUYECKOM KapTHHBI
y MaIUenHTa ¢ aJbBeOIIPHON pabJOMUOCAPKOMON MITKUX TKaHEH CKyJI0BOM 001acTH MpaBoit
LICKH C METAaCTa3aMU B JIEBOM KEJIyJJ0YKEe CEp/La U HAPyLIEHUEM CEPACUYHOI0 PUTMA, a TAKKE
BbIpa0OTKa aIrOpUTMa TUATHOCTUKH U JICUEHUS TAHHOH MaTOJIOTHH.

Mamepuansl u memoovt uccie0o08anus
PerpocrniekTuBHO TTpOaHAIM3UPOBAHBI JAHHBIC UCTOPUHU OOJIC3HU TAIMEHTAa, HAXOIUB-
IIETOCS Ha JIeUeHUU B YupexaeHun «l omenbckast ropojickast KnuHu4eckast 0ombHuIa Noly.

Pezynomamul uccnedoeanus u ux oocyrcoenue

[Tarment A., xenuuna 37 net, noctynwia B I'Y3 «I'TKbNel» B oTnenenue peanu-
Malliy U MHTEHCUBHOW Tepanuy ¢ JUarHo3oM: Jlucmerabonnyeckass MEOKApIUOAUCTPOHSL.
Kananonarus HeyrouHeHHas1? (OTATOIIEHHBIN HaclieACTBEHHbIN aHaMHe3 1o BCC B MonogomM
Bo3pacte). Yacras peunnusupyromas XKT. Kimanueckas cmepts ot 30.06.2023. Cocrosinue
nociie CJIP. Cynopoxusrii cunapom Ha Gone XKT. CocrosiHre MOoCie onepaTuBHOTO JICUCHUS
(2019) u 6 kypcos IIXT, nocieonepainOHHON JIy4eBOM Te€paruy Mo MOBOY albBEOISIPHON
pab1oMHOCapKOMBI MATKHUX TKaHEW cKynoBoil oOnactu npasoit mexku T2NOMOGS3. Tlocneo-
NepaloHHasi HEBPOIIaTHs MIPaBOro JIMLEBOTO HEPBA, JIETKUH ITpo3omnapes cripaBa. CocTosHue
nociie oneparuBHoro yeueHus 18.02.2022-ynanenue rpsixu MITJ] L5-S1.

[TanmenTKka nocTynana ¢ IpeaBapUTeIbHbIM JUarHo3oM: «CoCTosHuE MocCIe KIMHU-
gyeckoit cmeptu ot 30.06.2022. 3UMT? Ymmb HanOpoBHOM ayrH clipaBa, ymuo moadopoka.
CynopoxxHbiii pumnagok». [larenTka Ha MOMEHT MOCTYIUICHHS JKalo0 He IpeabsBisiia U3-
3a TshKeCTU cocTosiHUSL. COCTOSIHME HA MOMEHT MOCTYIUIEHUS KpalHe TSKEN0e, COZHaHNEe-CO-
nop, mynbe 59 ynapos B Munyty, AJl 80/40 mm. pr. ct., U/] 14 B MunyTY.

W3 anamHe3a ObUIO YCTAHOBJIEHO, YTO MALMEHTKA COCTOsIa HA JIUCIIAHCEPHOM yuéTe.
Enunnunseiii cynopoxssii npuctyn B anamHese B 2011 rogy. C 2019 no 2021 rr. noctostHHO
MPOXO/INJIa KOHTPOJIBHBIE OCMOTPBI U 00CIIEIOBaHNS Y Bpada-OHKOJIOTra-Xxupypra. beutn Ha-
3HA4YEHBbI JIOTOJIHUTENBHBIE NCCIIEIOBAHUS C LIENbI0 NCKIIIOUEHUS IPOTPECCUPOBAHUS (PEHT-
reHorpadus OpraHoB I'PYIHOM KIJIETKH, YJIBTPa3ByKOBOE HCCIIEOBAHHE OPraHOB OPIOLTHOMN
nojoctH). 3a nepuoa Habmoaenus 2020-2021 rr. 1aHHBIX 32 IporpeccupoBanue He Obu10. B
2022 roxy Ha pUEM HE SBISUIACH. Y MAIMEHTKH Oblja HU3Kas IPUBEPKEHHOCTD K JICUCHHIO
Y HAOJIOIEHUIO (COMIACHO MEIMLMHCKON JOKYMEHTAIMU 10 MECTY JKMTEIbCTBA). Takxke y
MAlKUEeHTKHU OTATOLIEHHBIN HacliecTBeHHbIN aHaMHe3 o BCC B Monionom Bo3pacte

30.06.2023 r. Ha paGouem mMecTe y MalMeHTKH 0TMEUAIOCh PE3KOE YXY/IIIEHHE CaMOTyB-
CTBHS: 2 31IM30/1a CY/I0POT, TaXUKaP/Hsi, TOJIOBHAs O0Ib (BO BpEeMsi BTOPOTO 3MH30/1a CYA0POT,
NalyeHTKa yrana BHU3 JIUIOM, B pe3ysibTare yero o0pasoBaiach reMaroMa B 001aCTH MPaBoi
Ha/IOpOBHOM ayru. Mencectpoii 3apaBinyHkTa npennpusatst BeizBana CMII, Bemmonnena SKIT
(cunycosiif put™, YCC 90 B MmunyTy, DOC BepTukaibHasi, cyO3HJ0KapIuaabHas HIIEeMUs Te-
penHel CTeHKH JIeBOro kenynouka). [lanuenTtka Obuia Hampasiena B [OKB k Heiipoxupypry
¢ nuarHozom: 3UMT? Ymub nanOpoBHO# 06aacTu cripasa, ymub nogdoposaka. CynopoxHbIH
npunagok (cocrosBuuiics). B myTu cienoBaHus 11 NAalMEHTKU HACTYIMJIA OCTAHOBKA JbIXa-
Hust. Hauara CJIP. bbuto npuHsTO perienue TpaHCIOpTUPOBATh MAMEHTKY B 0¥ KaIImii cTa-
LIMOHAp B peaHuManuoHHoe otaenenue. Ha monutope OKI' orMedanach NOCTOSHHO peLyUan-
BUPYIOIIAsi HEYCTONYMBAs KETyJ0OUKOBas TaXUKapAusi, mposeneHa aepuodpmusims (300 [Ix),
BOCCTAHOBJIEH CHHYCOBBIN puTM. O0l1iee cOCTOSIHUE AalMEHTKH KpaiiHe Tsokenoe. Co3HaHue
cnytannoe. Ilynsc 81 B munyty. AJ] 140/80 MM pt. ctT. U/] 16 B 1 MmunyTy.

58



B nepuon nevenns nmanueHtku B otaeneHnn OAuP npoBoauics KIMHUKO-1a00paTop-
HBIi MOHUTOPHUHI, KOHCYJIbTAllUU Bpauei-CIeMaIUCTOB: Bpaya-oPTalIbMOJIOra, KapaAHOXu-
pypra, HeBpoJiora, HEHpOXHpYypra, J1epMarojora, OTOPUHOJAPHUHIOJIOra, KOMOyCTHOJIOra,
HEOJTHOKPATHO MPOBOAMIICS KOHCHJINYM. Bbljla BBINOJHEHA NMOCTAHOBKA BPEMEHHOTO JJIEK-
TPOKApAHOCTUMYJISTOPA, TPAXEOCTOMMUSL.

[To pe3ynbraTam oOcienoBaHMil: 00IIEro aHanau3a KpOBU (aHEMHS JIETKOM CTENEeHH),
OMOXMMHUYECKOTO aHalIM3a KpOBU (MOBBIIIEHBI acrapTaTaMHUHOTpaHcdepasa, alaHMHAMU-
HoTpaHcdepasza, MUOII00uH, /[-numepsr). Ilo manHbIM 3XOkapauorpaduu (HEOAHOKPATHO
nmpoBoaMIach): [mobGanpHas cuctonudeckas (pyHKIMs MHOKap/a coxpanena. Kamepsl cepaia
He pacmmpensl. Perypruramus Ha MK 2 crenenun, TK 2 crenenu. Jlerounas runepreH3us
(40). IlepukapauanbHbIi BBIIIOT B yMepeHHOM konuuecTse (okoio 90 mut). UBP. KomnbroTtep-
Hasi ToMorpadus OpraHoB IPyIHON KIETKU: BpoHXHONUT B BEpXHEH /10J1€ cripaBa. ATENeKTas.
Onexrpokapauorpadust (MOCTOSIHHBIM KOHTpoJb): Yactas peuupuBupytomas KT, vacTteie
MTAPOKCU3MBbI YCTOWYMBOM KEITYTOYKOBON TaXUKAPAHH, KEITyAOUYKOBOW TAXUKAPAUU I10 TUITY
Upy3T, Taxukapaus torsades de pointes, SMU30/bl YCTOMYMUBOTO TPETIETAHUS JKEITYIOUYKOB C
YCC no 300 B MunyTy, HeogHOKpaTHO Kynuposansl JUT (300 J12K).

[IpoBonuMoe sieueHue: pecnuparopHas Tepanus 3 ypoBHs, Ba30IPeccCOpHasi MOAIEPK-
Ka, aHTHApUTMUYECKasl Tepanusi, aHTUOaKTepUalibHasl Tepanus, MapeHTepaIbHOE MUTAHUE,
HOOTpPOIHAs Tepanus, NpoQuiIakTUKa cTpecc-uHAyLUupoBaHHbIX 513B, UT ans xoppexunu
BOb, KIIC, anTHOKCHIaHTHAs, aHTUTUIIOKCAHTHAS Tepamnusi, TpodriakTuka TpoMO0IMO0-
JMYECKUX OCJIIOKHEHUH, TpaHCc(y3noHHAs Teparnus, 00paboTKa KOKHBIX TOKPOBOB.

CocTrosiHiEe MaUEeHTKH ObUIO TSHKEIBIM C MOMEHTA MOCTYIUIEHUS], IPOTPECCUBHO YXYI-
I1aJI0Ch, HECMOTPSI HA TPOBOJIMMOE KOMIUIEKCHOE JIEUEHHUE, UTO MPUBENIO K CMEPTH MALIUEHTKH.

BricTaBieH 3aK/II0UATENbHBIN KIIMHUYECKUNA quarHo3: Kapauomuonarusi HEyTOUHEHHAS
(oTsrom€HHBIN HaciencTBeHHbI anamue3 o BCC B monoaom Bo3pacte). HegocrarounocTh
MK 2 crenenn, TK 2-3 crenenu. Yacras penuausupyromas JKT, yacTeie mapoKCU3MBbl yCTON-
YUBOM JKEITYI0UYKOBOM TaxUKapAUH, KEITYJ0YKOBOM TaXUKAPAUU 10 TUILY MUPYIT, TaXUKAPAUS
torsades de pointes, anu304b! ycToHUMBOrO Tpeneranus sxenyaoukoB ¢ YCC no 300 B MUHYTY,
HeonHokpatHo KymupoBaHbel DUT (300 JI2K). OcTpas runokcuueckas dHiepanonaTus.

Ocnoscnenus: Knuanueckas cMepTs (aBaxkbl). Cocrostaue mocie CJIP. IToctpeannma-
1uoHHas 6one3Hb. OTEK rosoBHOro Mo3ra. CyqopoXHBIH CUHIPOM Ha (POHE JKEITYyI0UYKOBON
taxukapauu. CoCTOsHUE MTOCIIE CEpUU F€HEPATM30BAHHBIX TOHUKO-KIOHUYECKUX TIPUIIAIKOB.
CIIOH (cepneuno-cocyaucTasi, Ieu€HOUHAs, TOY€YHAs, AbIXaTelIbHAs HEIOCTAaTOYHOCTH ).

Conyrcrytomuii: CocrosiHue nociue oneparuHoro jgedenus (2019) u 6 kypcos [1XT,
MOCJIEONIEPALlMOHHON JTy4eBOM Teparnuu Mo MOBOAY aJbBEOJISIPHON pabaoMUOCApPKOMBI MsIT-
KX TKaHeH cKynoBoi obnactu npasoii meku T2NOMOG3. ITocneonepariionHasi HeBpomaTHs
IIPABOro JIMIIEBOIO HEPBa, JIETKUI mpo3onapes cnpasa. CocTosIHUE MOCIE ONEPaTUBHOTIO Jie-
yenus 18.02.2022 — ynanenue rpsbku MITJL L5-S1. KpoBonoaTék B oOmactu mpaBoit Haji-
OopoBHoO# ayru. [Iponexxau B 00acT KpecTiia u 00X BEpTEIOB.

CyneOHO-MeIUITMHCKHUI TUarHO3:

OcHoBHOe 3a0o0sieBaHue: AJBBEOIIPHON paboMUOCapKoMa MSATKUX TKaHEeH CKylI0BOM
o0nacTu MpaBoil LIEKK ¢ METacTa3aMH B JIEBOM JKEIYIOUKE CepAlla U HapyLICHHEM CepJied-
HOTO PUTMA.

OcnoxueHnne 0CHOBHOTO 3a0omneBanus: OcTpast cepevyHasl HeJoCTaTOYHOCTh. KimnHu-
yeckas cMepTh. OTEK TOJIOBHOTO MO3Ta.

ComyrcTByromiue 3a0oneBanus: [lopranbubiii GuOpo3 nmeueHn. XpoHUYECKUI TaHKpe-
atuT. Henoctarounocts MK 2 crenenu, TK 2—-3 crenenn. KpoBomnoarék B BUcouHyto 001acTh
U BEpXHEE BEKO MPABOro Iasa.
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[TanmenTka cTpamana peaKuM 3JI0Ka9eCTBEHHBIM HOBOOOpPA30BaHUEM, OBLIO BBITTOTHE-
HO KOMILJIEKCHOE pa/IuKaJIbHOE JICUEHHUE, 3a MEePHO HAOMIONEHUs JAHHBIX 33 IPOrPecCUpo-
BaHue He ObUT0. HO M3-3a HU3KOM MPUBEPKEHHOCTHU K JICUCHHUIO (MPOIILIa HE TIOTHBIA KypC
Jy4eBOM Teparnuu), JTUCHaHCEpPHOMY HAONIOEHHIO, 3a00JIeBaHUE BBIABIECHO B TEPMUHAIb-
HOM CTaJIMM U MPUBEJIO K CMEPTHU MalMeHTKU. Ha cTanimoHapHOM 3Tarne JaHHBIX 32 METacTa3
aJIbBEOJISIPHON pabloOMHOCAPKOMBI B JIEBBIM JKEITyI0UEK CepJilla HE BBISABIECHO, HO OKa3aJcs
CITy4ailHOM HaXOAKOM MpU NPOBEACHUU CyAeOHOM MEIUIIMHCKOMN 3KCIIEPTU3BI.

3aknrwuenue

JlaHHBIM KITMHUYECKUH cydail MOATBEPKIaeT HEOOXOAUMOCTh OHKOHACTOPOKEHEHHO-
CTH, Y Bpaueil IepBUYHOTO 3B€HA, BTOPUUHON MpoUIaKTUKH pereansa 3adoneBanus. C yue-
TOM aHaMHe3a 3a00JIeBaHHUS U ONMMCAHHBIMU CIIy4asiMH METacTa3MpPOBAHUS Il YTOUHEHUS
nuarHosa 6buta nokaszana YI1 ODXOKI, Bentpukynorpadus. s neueHus nokasana ycTaHOB-
Ka KapAuoBepTepa-nehudpmiisaTopa, Xupypruueckoe sedenue. Ho ¢ ygerom nosasero o0-
paleHus, He TPaHCTIOPTA0ETLHOCTH MAMEHTKH TaHHBIC BUIbI 00CIIEIOBAaHUS U JICUCHUS HE
IIPEICTABISUINCH BO3MOXKHBIMU. JIaHHBIN CiTydail ABIsSETCS PEJKUM, CIIOKHBIM KIMHUYECKUM
U TMarHOCTHUYECKHUM CIIy4YaeM.
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Beeoenue

Octpoe noueunoe nospexaenue (OIIII) sBusercs pacnpocTpaHeHHBIM, TPOrHOCTH-
YECKHU HeOJIaronpusiTHBIM OCJIOKHEHHEM JIEeKOMIIEHCHPOBaHHOTO nupposa neuenu (LI1) u
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