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IMPOTEOMHBIN CIIEKTP MOYH Y IETEX, NEPEHECIIUX
FTEMOJIMTUKO-YPEMHUYECKHNHU CUHAPOM

Aéaceesa T.10.,
®edepasbHoe 2cocydapcmeeHHoe 6100 cemHoe 06pa308amebHoe yupexcoeHue
gblcwez0 obpazosaHus «Poccutickull yHugepcumem meduyuHsl» MuHucmepcmaa
30dpasooxpaHenus Poccutickoii Pedepayuu
Jemckas zopodckas kauHuveckas 6016HUYa c8simozo Baadumupa
Jlenapmamenma 30pasooxpaHeHust Mockewl
Imupoea X.M.,
®edepasnvHoe 2cocydapcmeeHHoe 6100 cemHoe 06pa308amebHoe yupercoeHue
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Jenapmamenma 3dpasooxpaHerust Mockabl
Mcmucnaaeckasn C.A.,
®edepasnvHoe 2ocydapcmeeHHoe 6100 cemHoe 06pa308amebHoe yupercoeHuUe
gblcule2o obpaszosaHus «Pocculickull yHusepcumem meduyutsvl» MuHucmepcmsa
3dpasooxpaHeHus Poccutickoti edepayuu
Jemckas 2opodckas kauHuveckasi 60/16HUYa c8s1mozo Baadumupa
Jenapmamenma 3dpasooxpaHeHust Mockabl
Mysypos A./1,
Jemckas 2opodckas kauHuveckasi 60/16HUYa cesimozo Baadumupa
Jlenapmamenma 30pasooxpaHeHust Mocksul
Poccutickasi meduyuHckasi akademusi Henpepbl8HO20 NPOPHECCUOHANbHO20
06pa3oe8aHusi
Opaosa O.M.,
®edepanvHoe 2ocydapcmeeHHoe 6100cemHoe 06pa308amesbHOe yupercoeHue
8vlcule2o obpaszosaHus «Pocculickull yHugepcumem meduyuHsvl» MuHucmepcmsa
3dpasooxpaHeHus Poccutickoti edepayuu
Jemckas 2opodckasi KAUHU4ecKas 60/1bHUYa cessmozo Baadumupa
Jenapmamenma 3dpasooxpaneHust Mockawl
Ilona A.B.,
Pocculickast MeduyuHckasi akademusi Henpepbli8H020 NPoPeccUoHaNbHO20
06pa308aHUsl
®edepasbHoe 2ocydapcmeeHHOe A8BMOHOMHOE 06pa308amesibHoe yupexcoeHue
8blcuwezo 0bpazosaHusl «Poccutickull HQUUOHA/IbHbBIU Uccaedo8amenbcKull
MmeduyuHckull yHugepcumem umeru H.H. [lupozosa» MuHucmepcmsa
3dpasooxpaHeHus Poccutickoti edepayuu
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I'enepanosa ' A,
Pocculickas meduyuHckas akademust Henpepbl8HO20 NpodeccuoHa1bHO20
06pa3oeaHusi

®edepasvbHoe 2ocydapcmeeHHOe A8BMOHOMHOE 06pA308amesibHoe yUupexcoeHue
8blcuezo 0bpazosaHusl «Poccutickull HAYUOHA/IbHLIU UccedosamenbCKull
MeduyuHcKull ynugepcumem umenu H.H. [lupozosa» MuHucmepcmesa
30dpasooxpaHenus Poccutickoii Pedepayuu
Ilankpamenko T.E.,

Jlemckas 2opodckas KAuHu4eckas 60o1bHUYa c8simozo Baadumupa
Jenapmamenma 3dpasooxpaHeHuss Mockabl
T'ocydapcmeenHoe 6100cemHoe yupexcdeHue 30pagooxpaHeHuss Mockosckoll
ob.1acmu «Mockosckull 06.1aCMHOL HAYYHO-UCCAe008aMeNAbCKUU KAUHUYECKUU
uHcmumym um. M.®. Baadumupckozo»

HluponuHna H.B.,
®edepanvHoe 2ocydapcmeeHHoe 61001 emHoe 06pa308amesbHOe yupercoeHue
8blcwezo obpazosaHus «Poccutickull yHueepcumem meduyuHsl» MuHucmepcmea
3dpasooxpaHeHus Pocculickoti Pedepayuu
Jemckas 2opodckas kauHuveckasi 6016HUYa csimozo Baadumupa
Jlenapmamenma 30pasooxpaHeHusi Mockebl
Keapayxeaus M.B.,

Jemckas copodckas kauHuveckast 6016HUYa c8simozo Baadumupa
Jlenapmamenma 30pasooxpaHeHusi Mockewl
Mocksa, Poccutickas ®edepayus

BBeaeHue

['eMonuTuKo-ypeMmuyeckud cuHzpom (I'YC), accouuupoBaHHBIMA C LIUra-
TOKCHHOM, B HACTOsI1Ilee BpeEMS OCTAeTCsI OCHOBHOU MPUYUHON BHEOOJbHUYHOTO
OCTPOT0 NOBPEX/JEHHUS MOYEK y JeTeh OoT 6 MecdaneB A0 6 JjeT u3HU. ['YC
SIBJISIETCS »KHU3HEYTPOoKawlUM 3aboJsieBaHUEM, JIETaJbHOCTb B OoCTpou ¢aze
koToporo aocturaet 1,4-2,9% u 1o 1% aeTel He BOCCTAaHABJIMUBAIOT PYHKIUIO
MOoYeK M OCTAlTCS JUaAn3-3aBUCUMBbIMU. [Ipy KaTaMHeCTHYEeCKOM HaOJII0JeHUH
6oJsiee 5 seT nocse octpol ¢pasbl ['VC 10 30 % aeTeit UMEIOT CHUXKEHUE CKOPOCTH
KJIy004KOBOM GUJIbTPALIMH, IPOTEUHYPHIO U apTepHUaIbHYI0 runepTeHsuio (Al),
a 1,4% netell JOCTUTAIOT TEPMHUHAIBHOM CTAaIMU XPOHUYECKOUN 60JiIe3HU MOYeK
(XBIT). Tlouck wMapkepoB mnporpeccupoBanuss XBIl B katamHe3e [YC wu
BO3MO>XHOCTb yINpaBJieHUs] MPOTrHO30M 3a00JieBaHUSl OCTAIOTCS aKTyaJbHbIM
BOIIPOCOM COBPEMEHHOTO 3/IpaBOOXPaHEHMUS.

MaTepuajibl M METObI

BeinosiHeHO wucciefgoBaHue yponporernHorpamMMm (YIII) 37 manueHTOB
JleTCKOro Bo3pacTa, nepeHecuiux ['YC 0,6-10,8 sieT Ha3azn (B cpeaHeM 4,80+0,52
jget). Cpegnuii Bo3pact coctaBua 6,59+0,57 aner. Y 8 mnanueHTOB
JIMarHOCTUPOBaHa Jierkas uiu cpegHetskesasa popma ['YC (anypusi <7 gHeH), y
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29 - Tsxesasg dopMa 3abosieBaHUA (aHypusi>7 AHeu). KadecTBeHHBIM COCTaB
0eJIKOB MOYM H3y4asiCd METOJOM aBTOMAaTU3UPOBAHHOIO 3JjeKTpodope3a B
NOJIMaKpUJIaMUAHOM resie. PasnenieHre 0esIKOB Ha (QpaKLMU OCYILLECTBJSAIOCH
B Jyana3oHe MoJieKyasapHbiX Macc (M(m)) ot 10 mo 330 k/la. B YIII' BeigesieHo
4 Thna 6esKoBbIX ¢pakyuil: 1-MukponpoTerHnl (M(m)=10-57 k/la) - Mapkepbl
TyOyJISpHOU AUCPYHKUMU ([B2-MUKpPOTJI00YJIUH, MOHOK/JIOHAJIbHbIA T€MOTJIOOUH,
peTrhHON-CBA3bIBawOMi  6esok  (PCB), al-mukporjio6ysuH, ol-KUCIbINA
rJIMKonpoTens; 2-aaboyMuHbl (M(m)=58-75 k/la); 3-cpegHeMoJieKyJisipHBIE
rob6ynHbl  (M(m)=76-160 k/la) - Mapkepbl TIJIOMepyJIIPHbIX HapylleHUH
(TpaHCcpeppHrH, ranToOrJoO0WUH, UMMYHOIJIOOYJIUH G); 4-BbICOKOMOJIEKYJISIPHbIE
npoTtenHbl (M(m)=161-330 k/la).

Pe3ybTaThI M UX 00CYKAeHUE

Y 9 mayuenToB (24,3%) YIII' cooTBeTCcTBOBa/Ia HOPME, T.e. ONpeaessiach
TOJIbKO anbbyMuHOBas ¢pakuud. Y 10 geteid (27%) BbIsIBJIEH IJIOMEPYJISIPHBIN
TUIl MPOTEUHYPUU (aJbOYMHUHBI M CpeJHEMOJIEKYJISIpHbIE TJIOOY/JIUHBI), ¥ 18
nauueHToB (48,7%) - cMellaHHass NPOTEMHYPUS C Pa3JUYHOM CTeNeHbI0
TyOyJISIPHOU AUCOYHKLINH.

KonnuectBo 6es1koBbIX ppakuui B YIII' 3aBrcesio OT cTeneHU NPOTEMHYPUH.
CpenHve mokasaTesM CYyTOYHOM 3KCKpelUH OeJsika COCTaBWJIM B 1-U rpymne
(<100/cyTt; n=23) 12,09+£3,80 mr - u Bo 2-u rpynmne (>100 mr/cyrt, n=14) -
221,00+40,64 mr (p<0,0001), kosin4ecTBO 6eNKOBbIX GpaKIUKl B 3THUX TpyIlnax
paBHsLJ10Ch B cpegHeM 3,59+0,48 u 7,67+0,45, COOTBETCTBEHHO.

Hopmasibubin Bug YIII' yame BbIABJAJICA y NALMEHTOB C apTeEpUA/IbHOU
HOPMOTeH3Wel (pa3/iuuusi CTaTUCTUYecKH 3HayuMmbl, p=0,039), Torma Kak
3aBUCUMOCTH OT JJINTEJIbHOCTU aHYPUHX He 00HapyKeHO. [luchyHKIMSA KaHa/IbLeB
Pa3/IMYHOM CTENEeHU BbIPAXEHHOCTH AuarHoctupoBaHa y 80% mnanueHTOB ¢ Al
(n=15), B TO BpeMs KakK y AeTel C HOpMaJbHbIM apTepUaIbHbIM JlaBjieHueM (A/l)
(n=22) suwb y 27,3% BbIsABJIEHAa MHWHUMaJbHasA TyOyJspHasaA JUCPYHKLUS
(pasnuuus craTUCTUYeCcKU 3Ha4MMbl, p=0,002).

Cpein mauueHTOB 2-U TPyNNbl Masible MUKPONPOTEWHbI 3HAYMMO Yallle
BbISIBJISIIMCH TPY Hain4uuM Al'. X BbIsiBJieHUe CBUZIETE/ILCTBYET O 60JIe€e TSHKEJ0N
TyoysisipHOr AvucdyHkuuu. B YIII' nanuentoB ¢ AI' (n=8) PCB BbisiBsieH B 80%,
TOrZ@a Kak Npu HOpMOTeH3uH (n=6) - y 16,7% (p<0,05). MoHOK/JIOHA/IbHBIN
reMmorJio6uH ooHapy»xeH B YIII' 50% nauuenTtoB c Al' u 16,7% c HopMmoTeH3uew. 32-
MUKPOTJIOOYJIMH 0OHapY»KeH B Mode 2-X maiueHToB ¢ Al (28,6%). B aToi rpynne
NalueHTOB rJIoMepyasipHas AUCPYHKIMS BbIsIBJIEHA Y BCEX MAIUEHTOB.

Cpenu 23 peTell ¢ MUHMMaJIbHOM mNpoTeuHypueir (1-9 rpymnma) Masible
MHUKPOINPOTEUHDI HE BBISIBJISIJIUCD,  CPe/IHME — 3HAYUMO Yallle 0OHAPYKUBAJIUCh Y
nauueHToB ¢ Al' (n=7). a1-KKCJIbIF TJIMKONPOTEU/], BbISIBJIEH TOJIBKO Y 4 MalMEHTOB
c AT" (p<0,01), a1-Mukpor/s106yivH — B 3,5 pasa vaile y geteii c Al

B 006111€#1 C/I0)KHOCTH TYyOyAsipHasi AUCPYHKIMS AUarHoctupoBaHa y 71,4%
netet ¢ AT' u 12,5% - 6e3 AI' (pa3/imuvs cTaTUCTAYECKU 3HayuMmbl, p<0,01).
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YactoTa rsiomepysisipHON AUCPYHKIMUA B 3TOM rpymnmne coctaBuaa 50% y neTteu c
HopMoTeH3uel U 71,4% c Al" (pa3inuus CTaTUCTUYECKU HE 3HAYUMBI).

3aK/IloyeHue

[I[pOTEOMHBIM CHEKTp MOYMU y [JleTed, I[epeHeClIMX LIUra-TOKCUH
accouunpoBaHHbId ['YC 3aBHUCUT OT CTelleHU BBIPAXKEHHOCTU INPOTEUHYPUH,
KOTOpasi CBA3aHa C TSHKECTbIO IepeHeceHHOro 3abosieBaHus. HcciemoBaHue
OeJIKOBOrO CHeKTpa MOYM I[O03BOJIAET OLEHUTb CTelNeHb MW ypPOBEHb
NOBpEX/JeHUs CTPYKTYp HeppoHa. Al' ABJisieTCA OCHOBHBIM MOAUGULIUPYEMbBIM
$aKTOpOM NMporpeccMpoBaHUsl HE TOJBKO IJIOMePYJISIPHOTO, HO U TyOYyJISIPHOTO
noBpexzaeHus. [lng 3amennenus nporpecca XbIl y geteut nocse I'YC Heo6xoaquM
KoHTposb A/l U nojJepKaHUe HOPMOTEH3MM He3aBUCMMO OT CpOKa
KaTaMHeCTU4YeCKOro HabJII0IeHUS.




