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PocTtoBckoro TOCYyJapCTBEHHOI'O MCIUITMHCKOI'0O YHUBECPCUTETA, T'. POCTOB'Ha'I[OHy

AnHoTauus. bonesnp Mak-Apans wiM rMkoreHo3 V Tuma — 3a0ojieBaHuE, NPUBOJSAIIEE K
HapyleHuo MeTabonu3Ma Melin. OpraHu3M 4ejnoBeKa, CTPAJAIOLIEro JaHHBIM PacCTPONMCTBOM, HE
CIOCOOEH pAIMOHAJIIBHO paclopskKaTbCs HSHEPreTMYeCKUMHU 3aracaMM IJIMKOI€Ha, 4YTO MOXKET
co3llaBaTh JUCKOM(OPT, BHI3BIBATh 0OJb M YPE3MEPHYIO YCTAJIOCTh NMPH (U3NYECKHX Harpys3kax. B
JAHHOM CTAaTbe€ pPacCMAaTPUBAIOTCSA KIMHMYECKHUE INPOSBICHUS IVIMKOI€HO3a 5 TUIIA U METOJBI €ro
JMArHOCTHKH, YIIOMMHAIOTCS 3THOJIOTHS U IIATOreHe3 3a00JIeBaHus, OIX0bI K Teparuu.

KiroueBble ciaoBa: rimkoreHo3s 5 tuma, Oone3nb Mak-Apans, MeTa0oIMuYecKUe HapyUIeHHS,

MbIteuHas pocdopunasa.

['mukoreHo3 5 Tuma — peakoe 3a0o0jieBaHHE, OTHOCAIIEECS K MBIIIEUYHBIM TJIMKOTEHO3aM,
3aKJIIOYaoeecss B CHIDKEHHMM AaKTUBHOCTH MbIIeYHOM (ocdopunasel. VHakTuBauus QepmeHTa
MIPUBOJUT K 3aMEJIEHUIO PACIIEIUIEHUS TJIMKOT€HA B MBIILAX, YTO IPUBOIUT K €r0 HAKOIIJICHUIO

bone3sns Mak-Apasis OTHOCST K HAcJI€CTBEHHBIM 3a00JI€BaHUSAM, TaK KaK B €€ OCHOBE JIC)KUT
reernueckuil aedexr B xpomocome 11. Hacnenyercst nanHoe 3a0oiieBaHHE ayTOCOMHO-PELIECCUBHO
[6], uTo onpenenser BaXKHOCTh CEMEHHOTO aHaMHE3a IPU TUarHOCTHUKE TAHHOM MaTOJIOTHH.

Yamie Bcero 6one3ns Mak-Ap/isi oOHapy>KUBAETCS y I€TeH U MOJIOJBIX JIIO/IEH. XapaKTEPHO
MEJIEHHOEe TeueHue 3a0oyieBaHUs — JeCATKH JieT. JlepUIMT TIMKOreHa BBIHYXKIA€T MBILIIbI
UCMOJIb30BaTh B KAYECTBE IYHEPreTUUYECKOro cyOcTpara cBOOOJHBIE XKHpPHBIE KUCIOTHL. ONMUCAHHBIE
HapylIeHHUs TPUBOAAT K PA3BUTHUIO XapaKTEpHBIX KIMHUYECKMX NposBiIeHU: 1) mioxoi
MEPEeHOCUMOCTH  (PU3UYECKUX HArpy30K; 2) TMOBBIILIEHHOW YTOMJISIEMOCTH; 3) MEPHUOIUUYECKUX
MBIIIEYHBIX 00Jeil; 4) BO3HMKHOBEHHE CYAOPOT B MBIIIIAX TOJEHH; 5) MOTEMHEHHUE MOYU IpU
MHTCHCUBHBIX (PU3UYECKUX HArpy3kax — MPU3HAK MHUOATOOMHYpHH [5]; 6) AnUTENIbHAs MbIIICUHAS
caboCTh Jaxe I0C/Ie HE3HAUMTENbHBIX HArpy3oK; 7) MbllleyHas runeprpodus; 8) Taxuxapaus,

omIyIIeHne cepaneouenus; 9) mosslicHHas MTOTIMBOCTH [4]; 10) B HEKOTOPBIX ClydassXx pa3BHBAETCS

cepieyHast HeIOCTaTOYHOCTh C COOTBETCTBYIOIIEH CHMITTOMATHKOM [ 7].
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[lepeuncieHHble ABICHUS OXBATHIBAIOT BCE MBIIIEYHBIE TPYIIIBI, IOBEPratoIUecs Harpy3KaMm.
XapaKkTepHO HUBEIMPOBAHUE CUMIITOMOB TIOCJIE IPEKpALIeHNs (PU3UMUECKON AeATEIbHOCTH.

CToHUT OTMETUTH, YTO BHIPAKEHHOCTh CUMIITOMOB MOXKET 3HAYUTEIBHO Pa3InyaThbcs y pasHbIX
OOJIbHBIX. Y YacTH MAaLMEHTOB 0O0JIE3Hb BBIPAXKAETCS JIUIIb B CHU)KEHHOW BBIHOCIMBOCTH, B TO BpEMsI
KaK y JAPYruX OTMEYaroTCsl MPOrPEeCcCUpYIONasl MbIIIeYHasi caaboCTh, YacThle CYAOPOTU M TSKEIble
OCJIOKHEHUS: CepAeYHast ¥ MoYeuHasi HeJOCTAaTOYHOCTD U JIp. XapaKTep TeUCHUsI U CKOPOCTh Pa3BUTHS
CHMIITOMOB TOXE€ pa3in4aercs: 0oNe3Hb MOXET MaHH(ecTUpoBaTh B JETCTBE, @ MOXET JOJr0
HPOrPecCHPOBATh U JIaTh O ce0e 3HATh JIMIIIb B OYCHB [TO3HEM Bo3pacte [4].

ITpu ocmoTpe y OOJBHBIX INIMKOT€HO30M 5 TUMA MOYHO BBIIBUTH CUMITOM «MHOTOHUYECKOTO
POBHKa»: COXpaHEHHUE YTIyOJIEHUS B MECTE MEPKYCCUH MBIIII] MOJIOTOYKOM B T€UCHHE 2-4 CEKYH/I.

JlaboparopHo y 00IBHBIX 00se3HBI0 Mak-Apais 0OOBIYHO OOHAPYKUBAIOTCS THUIIOTIMKEMHUS H
HOBBIIICHHE KpeaTHHKWHa3bl B KpoBu [1, 2]. Takke B JAMAarHOCTHKE MHpPUMEHSETCS OHOICHS
MBILIEYHOI'O BOJIOKHA C IOCIEAYIOIUM ONpPEIENCHUEM AaKTUBHOCTH MBIIIEYHOM IJIMKOI€H-
dochopminazel. MoIeKyIIpHO-TCHETHUECKUN aHAJIN3 TO3BOJISIET OOHAPYKUTh MYTallUd B XPOMOCOME
11 8 11913, B rene, peryimpyromeM CHHTE3 MBIIIEYHON dochopritassl.

OCHOBHbIC THArHOCTHYECKUE MPU3HAKKU Oose3Hn Mak-Apmisi: 1) He yBeIMYHMBAIOLUIMUACS MPU
¢u3nveckoil Harpy3Ke ypoBEHb JaKTaTa U MUpyBaTa B KPOBH; 2) HAKOIJICHUSI TIIMKOT€HA B MBIIIEYHON
TKaHu; 3) orcyrcTBUe Gochopuiazsl B OnonTarax mMpimi [3].

MeTabonuueckyl0 MHUOMATHIO TMO3BOJISIET OOHApPYXHUTh HILEMUYecKas mpoba ¢ (puanyecKout
Harpy3koi. OTCyTCTBHE MbIIIEYHON (Pochopuiiasbl BBISBISETCS MyTeM ONpEIeICHHUs YPOBHSA JIakTaTa
¥ aMMHaKa B KPOBU: B HOPME JIAKTAT JOJDKEH MOBBIIIATHCS MPU MBIILIEYHONW padoTe, MpH TITMKOTeHO3e
5 3TOrO HE MPOUCXOJIUT, B TO K€ BPEMsI OTMEYAETCS YBEIIMYCHNE KOHIICHTPAIIMN aMMHaKa B KPOBH.

B HekoTophIX ciydasix i AUArHOCTUKHM Oojie3Hu Mak-Apmiia 1enecooOpa3HO MPOBEACHUE
MarHuTHO-pe3oHaHCcHOW Tomorpaduun ¢ ¢ochopoM(31P-MPT), kotopas mo3BosisieT OOHAPYKUTh
HU3KYI0 aKTHBHOCTB KpeaTuH(ocdara y 00JIbpHBIX NpH (Hu3ndeckor Harpyske [4].

HacnenctBenHslii  xapaktep 3a0o0JjeBaHUs OOYCIOBIMBAET BBICOKOE 3HAUCHHE W3YUCHHS
CEeMEHHOT0 aHaMHEe3a B TMarHOCTUKE 3a00JIeBaHus. Y JIUII, POJCTBEHHUKH KOTOPBIX CTPATAIOT TaHHON
00J1€3Hb10, CYIIECTBEHHO BBIIIE PUCK BOSHUKHOBEHHS pacCMaTpUBAeMOil TaTOIOTHH.

Kak Ob110 cKa3zaHO paHee, pH INIUKOTeHO3€ 5 THUIAa HEPEIKO Pa3BUBAECTCS MUOTTIOOMHYPHS, UTO
B HEKOTOPHIX CIlydasiX MOJKET TMPHBOJUTh K IIOYEYHOW HEIOCTaTOYHOCTH. TakuM oOpazom,
UCCIIEIOBaHNE MOYM U TOYEYHON (YHKIIMH TaK)Ke MOKET ObITh HHPOPMATHUBHBIM.

Ha snexTpomMuorpaMme MOKHO OOHApYXUTh AJIEKTPHUUECKOE «MOJYaHUE» IOcie (PU3UUECKO
Harpy3KH, 4YTO 00YCJIOBJICHO SHEPreTUYECKUM UCTOIICHUEM H CIIa3MOM MBI, [Ipy mepKyccHu MBIy

OTMEYaeTCsl OMMCAHHBIN paHEe CUMIITOM «MUOTOHUYECKOTO POBHKa» [4].

YcTaHoBUTH AUarHo3 TIIMKOreHo3 5 Ttumna mno3Bojsier Takke [IHK ananu3s, xoTopblidi MOXKET
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O0OHApYXHUTh MYTaIlUIO B TEHE, PETYIUPYIOIIEM CUHTE3 MUOGOCHOPUIIA3HI.

B Hacrostiee Bpemst criennuyueckue METOIbI JICUSHUs TIMKOTeHO3a 5 TUIa He pa3paboTaHsbl.
Tepamnvs B OCHOBHOM CHMITTOMaTHuyecKas. Bo3MokeH mpuemM u3ajapuHa, BuTamMmuHa B6; Obu1 3amedeH
ClTydaii JICueHHs MMalieHTOB ¢ 3a00jieBanneM Mak-Apist ¢ IOMOIIbIO0 TiasMadepesa [3].

[TaruenTamM Ha3HayaeTcsl JUETa C BBICOKUM COJEPKAHUEM CJIOXKHBIX YIJIEBOJAOB M HU3KUM
conepkanueM kupa. Ilepen ¢usmueckoil Harpy3koi OOJBHBIM TIUKOT€HO30M 5 pPEKOMEHIYeTCs
yIoTpeOieHHE MPOCTHIX YTIIIEBOIOB.

BonbHBIM ~ peKOMEHAYeTCS  MCKIIOUUTh  4Ype3MepHble  (u3Myeckue  Harpy3kd, HO
KOHTPOJMPYEMbIE YMEpPEHHbIE Harpy3kd U a’poOHbIE YIPaKHEHUS 3HAYUTENBHO YIIyYIaloT
COCTOSIHUE TTAllMEHTOB ¥ MTPOTHO3 3200JIeBaHUSI.

Ha ceromHsmHui 1eHh METOMBI IMOJHOTO M3JicueHus: OoyiesHn Mak-Apmis He pa3paboTaHE.
[Ipu xoHTpoNe TeueHus 3a00JIeBaHUS MPOTHO3 ONArONPHUATHBIA. B HEKOTOPBIX CIIy4asX BO3MOXKHO
pa3BUTHE TSHKEIBIX OCIOKHEHUN: pabI0MUOIN3a, TOYECYHON WK CEPIICYHON HETOCTATOYHOCTH.

Oco0oro BHUMaHUS TPEOYIOT MAIMEHTKU C TIIUMKOTCHO30M S5 TUTIA, INTAHUPYIONIHE poKaTh. s
MIPEIYIPEKJACHUS BOSHUKHOBEHUS OCJIOKHCHHU BO BPEMsI POJIOB y IMOJOOHBIX MAIMCHTOK MOKA3aHO
orepatuBHOE pojaopaspemcHre [8].

HecMoTpsi Ha HEBBICOKYIO pacIpOCTpaHEHHOCTh Oone3Hu Mak-Apmaiis, ciydau 3aboseBaHUs
BCE €lIe OTMEYAloTCs, YTO TpeOyeT OT HaydHOro M MEAMIIMHCKOro cooOIIecTBa JajbHeHIero

HU3YyUCHUA }laHHOﬁ I1aTOJIOTHuH, pa3pa60TK1/1 HOBBIX METOJ0B IMAIrHOCTUKHU U TCPAIINH.
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