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Pe3tome. /Jobopoxauecmeennas monomenuveckas amuompous nudxcneii koneunocmu (AMAHK) — smo mednenno
npoepeccupyowee 3ab01edanue, KOMopoe KIUHUYECKU NPOSGIAEMcs ampoguell Mbliiy MOAbKO 0OHOU HUJICHEN KO-
HeuHocmu. Dmo 3a001e8anue 6cmpedaemcsi 00801bHO PeOKO, OHO Hauboiee pacnpocmpanero 8 cmpanax Asuu (onu-
cano oxono 80 cryuaes). Coenacro dannvim aumepamyput, 8 Eepone k 2000 2. onucano écezo 16 ciyuaes. dmuonozus
u namoeene3 3a601e6aHUsE OOCMOBEPHO He U3YHEHbl K HACMOosueMy epemeHu. B cmamve enepsvie 6 omeuecmeen-
HoU aumepamype npedcmagien Kaunuveckutl cayyat pazeumusi JMAHK y nayuenma 6 sospacme 42 nem. Ilayuenm
nocmynun ¢ xcaiobamu Ha ciabocmv 6 npasoll Hoze U yMeHblleHue Ho2u 8 obveme. 3a nepuod eocnUmMaru3ayuu
nposoounacsy ouggepeHyuanrbHas OUacHOCMuUKA ¢ OBOKOBbIM AMUOMPOPUUECKUM CKIEPO3OM, NPOSPECCUPYIOUUMU
MblUeyHbIMU ampo@usamu, 00ne3HbI0 Xupaama, cocyOucmuimMu u napaneoniacmuieckumu npoyeccamu. Taxowce Ovin
obcredosan omey nayuenma, y Komopo2o Habroodanact ampogus meiuty nesoi Huxcrell koneunocmu. Coenacto
OaHHBIM HACLEOCMBEHHO20 AHAMHE3d COeNAHO NPEONOLONCEHUE O HANUYUU (PEeHOMEHA AHMUYUNAYUU NPU HACTE008d-
nuu JIMAHK. Cemetinbiil cryyail 603HUKHOGEHUSL OAHHO20 3A001€8aHIUsL ONUCAH 6nepeble 8 MUpe.
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Abstract

The benign monomelic amyotrophy of the lower limb is a slowly progressive disease that is clinically manifested by
muscle atrophy in only one lower limb. This disease is quite rare, while it is most common in Asian countries (about
80 cases have been described). According to the literature a total of 16 cases of benign monomelic amyotrophy of the
lower limb were described in Europe by 2000. Etiology and pathogenesis have not been reliably studied now. The ar-
ticle presents a clinical case of the development of this disease in a 42-year-old patient. The patient was admitted with
complaints of weakness in the right leg and its decrease in volume. During the period of hospitalization, differential
diagnosis was carried out with amyotrophic lateral sclerosis, progressive muscle atrophy, Hirayama disease, vascular
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and paraneoplastic processes. According to the results of a comprehensive laboratory and instrumental examination,
the diagnosis was first established: benign monomelic amyotrophy of the lower limb. The father of a patient who had
atrophy of the muscles of the left lower limb would also be examined. According to the data of hereditary anamnesis,
an assumption was made about the presence of the phenomenon of anticipation in the inheritance of benign mono-
melic amyotrophy of the lower limb. This article describes for the first time a case of benign monomelic amyotrophy
of the lower limb in the domestic literature, as well as a familial case of this disease all over the world.

Keywords: spinal muscular atrophy, benign monomelic amyotrophy of the lower limb, “lost leg” syndrome, hol-
low foot, anticipation phenomenon
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Coxpawenusa: BAC — G0KoBOH aMHOTpOGUUECKUI
ckaepo3; IMAHK — noGpokauecTBeHHass MOHOMe-
nryeckas aMuoTpous HmwkHeld koHeuHocTH; KOK —
kpearuH(pochoknnaza; MPT — MarHUTHO-pe3OHaHC-
Has Tomorpadus; CMA — chnuHajIbHBIE MBIIICYHBIC
arpodum; LIJIK — mBeTHOE MOMIepoBCKOe KapTHPOBa-
Hue; L{C)K — uepeGpocnuHanbHas )XUIKOCTb.

BBenenue. CrnuHambHBIE MBIIIEYHBIE aTPOGUHU
(CMA) — aTo0 TpyImIa KINHUYECKH U TEHETHYECKHU Te-
TEPOTreHHBIX HACeICTBEHHBIX 3a0o0ieBaHMMi, 00yCiIOB-
JICHHBIX MIPOTPeCcCUpyIOILeil JereHepauneii MoToHeipo-
HOB TIEPEIHUX POTOB CIIMHHOTO Mo3ra. Bmepseie CMA
ObuTH onvicaHbl B 1891 1. HE3aBUCHMO JBYMsI aBTOpaMHU:
I. Bepnaurom u U. Topdmanom. I. Bepauur ommcan
aToMOp(OJIOTUIECKHE W3MEHEHHUS! Pa3IMYHBIX TPy
MBI, MepHUPepuIecKnXx HEPBOB M CIIMHHOTO MO3ra
npu CMA, 0TMETHB CUMMETPHUYHYIO aTpodHI0 KJIETOK
NEepeHNX POroB CIHMHHOTO MO3ra M MEepeaHHUX KOopell-
koB. W. [oddMaH mpaBUIIbHO OIpeeNuil CIIMHATBHBIN
YpOBEHb MOPAKEHUSI U BBEJ TEPMUH «CIHMHAJIbHASI MBI-
meynas arpodust». CMA sSBIAIOTCS BTOPBIMH 110 YacTO-
Te 3a00JeBaHUAMHU C PELECCHBHBIM THUIIOM HACJIEI0Ba-
HUS TIOCJIe MYKOBHCIMI03a. YacTtora BCTpeyaeMoCTH
CMA cocrapnser 1 Ha 6000—10 000 HOBOPOXKIEHHBIX
[1].

CormacHo pexomeHjanusM EBpomelickoro KoH-
cOpUMyMa IO M3YYECHHIO HEPBHO-MBIIICYHBIX 3a0oie-
BaHUH, KIMHUYEeCKUMH KpuTepuaMu CMA sBISIOTCS
CUMMETPUYHASI MBILICYHAsI THUIIOTOHUS U THUIOTpodus,
(dacuuKyISIMU B Pa3IMYHBIX MBIIIEYHBIX TpyIIaXx,
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TUIO- WK apediekcus TTyOoKuX pedlIekCOB ¢ KOHEU-
HOCTEW, OTCYTCTBHE YYyBCTBUTEIHHBIX, MO3IKEUIKOBBIX
Y MHTEJUIEKTYaIbHBIX pacCTpOCTB. [1aTorHOMOHIYHBIX
cumnromoB mpu CMA He obHapysxeno [2]. Komurerom
o uccienoBaHusaM BcemupHo#t dhenepannu HEBPOJIO-
rud B 1988 . CMA 6b11 knaccu(UIMpOBaHbl HA IPOK-
CHUMaJIbHBIE, TUCTAJIbHBIE, JHUIIe-JIOMaTOYHO-IIJICYEBBIE,
JIOTIATOYHO-MaJI00epIoBbIe B OyabO0O0CTUHANBHBIE (HOp-
MHI [3].

[lo mepe HakomIeHUS NaHHBIX, B JIUTEpaType CTa-
JIM TOSBIAThCA omnmcanus cirydaeB CMA ¢ mopaxeHu-
€M MBIIII TOJLKO OJHOH KoHeyHocTH [3—6]. B 1959 1.
K. Hirayama omnucan 12 naigeHTOB ¢ HEOOBIYHOW KIIH-
HUYECKOH CUMIITOMAaTHKOH, KOTOpas MpOSsBISIACH MbI-
IIEYHON aTpodueii TONBKO OJHON BepXHEH KOHEYHOCTH
[7]. Yepes 25 nert, B 1984 ., M. Gourie-Devi, T.G. Suresh
n S.K. Shankar mpogemMoHCTpHpOBaTN HECKOJIBKO CIIy-
YaeB M30JMPOBAHHON aTpoQuu BepXHEH WM HUKHEH
KOHEYHOCTH W BBEIM TEPMHUH «MOHOMEIHYECKast aMHO-
Tpodus». Heckonpko mosxe naHHoe 3a00j1eBaHUE CTa-
JI0 BKIIIOYaTh B ceOs TUICUEBYI0 aMHOTPO(HUIO U aMHO-
tpoduto ronenu [4]. ComiacHO 3MUAEMHUOTOTUIECKUM
JAHHBIM JTOOpOKaYeCTBEHHAsT MOHOMEIMYECKAsl aMHO-
Tpous HrkHell koHeuHocTH (JJMAHK) wame Bcero
BCcTpedaeTcs B cTpaHax Asuu: okoimo 90 manueHToB
B UHnuu, enuHuyHble ynoMuHanud B Snonuu u Ma-
naitzum [3-5, 8]. B 3amagnbix crpanax k 2000 1. 66u10
ONMCAHO BCETo JHIIb 16 NarMeHTOB ¢ aCUMMETPUIHON
amuorpodueit HmwkHel koHeuHoctu [3—5]. AMAHK —
penkoe cropaguyeckoe 3aboiieBaHUe, yalle Mopaxka-
JOI[ee MOJIOIBIX MY)KYHH B T€UEHHE BTOPOTO-TPETHETO
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NECSITHIICTUS JKU3HU (CpeIHUN BO3pacT Hadaja 3aboie-
BaHUs — 29 JeT B 3alaJHbIX CTpaHax, 24,5 roga B cTpa-
Hax A3un). COOTHOIIICHUE MYXUUH U KEHIIWH B CPell-
HeM cocTtasiser 9:1 [5, 8].

Touynast mpuumaa Bo3HMKHOBeHUS JIMAHK nHewus-
BecTHa. HekoTopble aBTOPHI yKa3bIBAaIOT Ha CXOXKHH
raTtoreHe3 ¢ 0oJe3Hpl0 XupasMa (IOBEHUJIBHON acuM-
METPUYHON TUCTAILHOW aMHOTPOPHUEH — pPEIKuM 3a-
OoneBaHrEM, IPH KOTOPOM BBISBIISIETCS] OAHOCTOPOHHUI
U, pexe, aCHMMETPHUYHBIM ABYCTOPOHHUHN Mape3 MBILILL
JMUCTAJILHOTO OTAeNia KUCTH B muoromax C6-Thl) [7,
9]. Oba 3a00neBaHUs UMEIOT CXOXKHE YEPThl: Hauboee
4acToe pachpoCTpaHeHHe B a3MaTCKUX CTpaHax, aCHUM-
METPUYHOE TOpa)XEHHE TOJIBKO OJHOW KOHEYHOCTH,
CKpBITOE Havyaslo M AOOpOKadecTBEHHOE TeueHHue. Tak-
xe obcyxaanock, uto JIMAHK sBnseTcs kimnHu4ecKkoit
Pa3HOBUJIHOCTHIO OOKOBOIO aMHOTPO(GUUECKOTO CKIIe-
po3a (BAC), HO yOenuTEIbHBIX JaHHBIX K HACTOSIIEMY
BpEMEHHM He Tony4eHo |5, 9]. Haubonee yacTeie nmpuyun-
HBI TOPAXKEHHsI CIIMHHOTO MO3ra, TaKue Kak KOMIIpec-
CHOHHOE BO3/ICWCTBHE WJIM UIIEMUYECKOE MOpa)XKeHHE,
npu JIMAHK He uMeroT npsMoro OTHOIIEHHS K BO3-
HUKHOBEHHIO 3a00JIeBaHMsI, HO, BEPOSITHO, MOTYT OBITh
OJTHUM M3 MMaTOT€HETHIECKHX (akTopoB [5].

JIMAHK (cuHOpoM «IOTEpSHHONW HOTH») — 3TO
penkoe 3aboneBaHue C JOOPOKaYECTBEHHBIM TEUCHH-
€M M TIOPaXCHHEM OJHOW HWXHEH KoHeuHOCTH [3, 4].
B ennHNYHBIX CiTydasx B IMOCIEAYIOIEM B IIPOLIECC MO-
KET BOBJIeKaThCsl U Jipyras Hora [9]. [Tocne nebrora 3a-
OoneBaHUs KIMHUYECKAsk KapTUHA IPOrPECCUPYET B Te-
yeHue 2—4 JIeT, a 3aTeM CTaHOBUTCS 0oJjiee CTaOMIIbHOI
W HHUKOTIIA HE 3aTparuBaeT OyIb0apHyIO WIN AbIXaTelb-
HYyI0 MycKynarypy [8].

IIpeacrapisieM Halle KIMHMYECKOe HAOII01eHMeE.
B xnuaMKY moctynui nanueHt X., 42 rofa, ¢ xanodaMu
Ha 3aTpyJHEHHUE TOXOKH H3-3a CIIa00CTH ITPAaBOH CTOIIHI,
HEBO3MOXHOCTh CTOSITh Ha IATKE U HOCKE TPaBOil HOTH,
MOXy/AaHUE MBI IPAaBOW TOJICHH, OIIYLICHHWE XOJIO0Aa
C YPOBHS IIPABOTO KOJICHHOTO CYCTaBa, OHEMEHHUE OOKO-
BOM MOBEPXHOCTH MpaBoil ctombl. CO CIOB MalMEHTA,
cuntaeT ceds 6onpHBIM ¢ 2011 1, Korga cynpyra U MaTh
o0paTHi BHMMaHHME Ha TOSBICHHE MPUXPaMbIBAHUS
Ha mpaByto Hory. B 2011 r. Obul TOCIHTaIU3HPOBAH
B HaIlly KJIMHUKY C AUAarHO30M «XpOHHUYECKask BEpTeOpo-
TeHHas MOSCHUYHO-KPECTLOBAs PaJAUKyJIOMHUEIOHUIIIe-
Mmus ¢ pazsutueM L4, LS, S1-xopemkoBoro cuazapoma
cmpaBa». B mporecce rocnuTamM3anyil MPOBOAMICS
IuddepeHInaNbHbIi TMarHo3 ¢ aTUINWYHBIM BapuaH-
toM BAC (cunapomom Mapu—Ilarpuxoca), MoHOoMe-
nyeckoil GpopMol CMHAIBHON MBIILIEYHON aTpoguH.
Ha ¢done meamkameHTO3HOH Teparnuu (HeHpoTpodu-
YEeCKOM U aHTHOKCHIAHTHON) HE OTMEYAJIOCH MOJIOKH-
TeapHOro 3ddexra. B TeueHHE ATUTEILHOTO BPEMEHHU
NEPUOANYECKH HAONIONAJCs y HEBpOJIora IO MECTY
KHUTENBCTBA. Takke MONydan HEHpOMeTadOoINYEecKYIO
Tepanuto 6e3 nonoxutenbHoro 3¢gdexra. Co cioB posu-
CTBEHHHKOB, ¢ oceHU 2021 . oTMEYaIOCh yXyOIICHUE
B BHUJE YCHWJICHHUS NPHUXPAMBIBaHHS Ha NPaBylO HOTY,
B CBSI3M C YeM TAlMEHT ObLI MMOBTOPHO T'OCIHTATH3H-
poBaH. OTMETHM, YTO HA MOMEHT IOCITUTAIN3ALUN CaM
MAIMEeHT He 3aMedall yXYyAIIeHUS B CBOEM COCTOSHHH.
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ITammment mpoxkuBaer B Cankt-IlerepOypre, pabo-
taeT. Pabora cBsizaHa ¢ (U3NUECKOH aAKTHBHOCTEHIO.
Co cnoB manuenTa, BHIIMOIHAET €€ MOTHOIEHHO, HECMO-
TpsI Ha UMEIOIUECS JKAI00bl. AJIIEPruYecKie peaKuu
Ha JIeKapCTBEHHBIE mpemnaparsl oTpumaer. CormacHo
MIPEJICTABICEHHOW MEIUIUHCKON NOKYMEHTAllMH Malu-
€HT UMeeT TMIEepTOHNYECKYyI0 Oose3nb | cramuu, KoH-
TPOJIMPYEMYIO apTePHAIIBHYIO THIIEPTEH3HIO B TEUCHUE
5 ner. Ha noCTOSIHHOI OCHOBE IIPUHUMAET SHAJIAIIPUIL
5 wr 1 pa3 B nens. C ero cjoB, y 0TLA TaKKE 0TMEYaoch
MOXy/IaHUe JIeBOM HOTH 0e3 3HAYMMBIX (PyHKIIMOHAIb-
HBIX HapylWeHWH. Y OpyTHUX POACTBEHHUKOB IMOXOXKEH
CHUMITTOMATHKH HE HaOIroall.

Hesponozuueckuti cmamyc.: QyHKIMN YepEIIHBIX He-
PBOB He HapymeHbl. ViMeeTcs pe3koe CHIKEHUE aMILIH-
TyZbl TIOIOLIBEHHOTO cruOaHus M pa3ruOaHus MpaBon
CTOIIBI, B PyKaxX U JIEBOM HOT€ aKTUBHBIE W MACCHBHBIE
JBUKEHUSI HE OTpaHMUYeHbl. MBIIEUHBI TOHYC B Ipa-
BOI HOTE CHIKEH, B OCTAIBHBIX KOHEYHOCTAX JOCTATO4-
Hbii. [lonoxuTtenbHblit cuMnToM OpIIAHCKOTO CIpaBa.
CHWXeHHWe MBIIIEYHOH CHIIBI B crubarensx W pasru-
Oarensx mpaBoil cTomel 10 2 0ayioB, MPOKCUMAJILHO
B MPaBOi HOTE MBIIIEYHAs CHJIA YIOBIETBOPUTEIbHAS
(mo 5 GanyoB). HeBO3MOXKHOCTE CTOSTH Ha MATKE M HO-
cke cmpasa. Ileponeanbnas moxonka (cmpasa). CrioH-
TAHHBIX W BBI3BAHHBIX (ACUUKYIAUUN HET. MBIIIIIBI
HWKHUX KOHEYHOCTEH TpH Majblianiu 0e30071e3HCHHBI.
B npyrux KOHEYHOCTAX MBIIIEYHAs CHUJIA JOCTATOYHAs,
cUMMeTpu4Has. [Umorpodust MBI TpaBol HUXKHEH
KOHEYHOCTH — OKPY>KHOCTH TOJIEHH Ha YPOBHE BEpX-
HeW TpeTu crpasa 27 cM, OKpYKHOCTh MpaBoro Oempa
Ha ypoBHe cpeaneit Tpetu 41,5 cm (puc. 1). [lmyGokue
pednekcer ¢ pyk xuBble, S > D. [myOokue peduiekch
C HOT: KOJIEHHBIE kUBbIe, D > S, axuiioB cripaBa He BbI-
3BIBAETCS, CieBa )KUBOH. [laTonornyeckue nupamuaHbIe

Puc. 1. BeipaxkeHHas arpousi MBIIII] PaBO CTOIBI U MPaBO
rojieHu (OKpYXXHOCTh TOJICHH Ha YPOBHE BEPXHEH TPETH CIipaBa
27 cM, cneBa — 39,5 cM), runotpodus Meimi o6eapa (OKpyx-
HOCTB TIpaBoro Oeqpa Ha ypOBHE cpenHel Tpetu 41,5 cM, 1eBoro
oenpa — 45 cm)

Fig. 1. Pronounced atrophy of the muscles of the right foot and
right shin (the circumference of the lower leg at the level of
the upper third on the right is 27 cm, on the left — 39.5 cm),
hypotrophy of the thigh muscles (the circumference of the right
thigh at the level of the middle third is 41.5 cm, the left thigh is
45 cm)
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KucTeBble pedrekchl: JKykoBckoro, [opdmana crpasa,
Poccomnmo ¢ obenx cropoH. Ilatomormueckux mupa-
MUJIHBIX CTOIHBIX pediekcoB HeT. HapymieHue mo-
BEPXHOCTHOH UYyBCTBUTEIHHOCTH B BHUIE THUIECTE3UU
M0 JaTepabHOU TIOBEPXHOCTH IIPABOU CTOIBI, APYTUX
HapylIeHWH 4yBCTBUTENHFHOCTH He MpemabsBisul. Koop-
JMHATOPHBIE TIPOOBI C KOHEYHOCTEH (TMablie-MOJIOTOY-
KOBYIO, TAJIbIIe-HOCOBYIO, NS TOYHO-KOJICHHYIO) BBIMOJ-
HSUT YIAOBJIETBOPUTENBHO ¢ 00euX CTOpPoH. CHUMITOMBI
HaTsDKEHUS oTpularenbHble. DYHKIMN Ta30BBIX Opra-
HOB HE HapyIIeHb. MEeHUHTeaIbHBIX 3HAKOB HET.

Ha ocHoBanmu xanno6, anamHe3a 3a00JIeBaHHS, OCMO-
Tpa YCTAHOBIICH MPEABAPUTEIBHBIN JUATHO3: «CIIMHAIb-
Hasl MBIIIIEYHAsT aMHOTPO(dHs, MOHOMENTUIecKas opma,
C TIOpa)KEHHEM IpaBoOi HIDKHEN KoHeuyHOCTHY. C 1eNbio
npoBefieHus AudepeHIanTpHOTO TMarHo3a ¢ CUHAPO-
MoM Mapu—Ilarprkoca, AMCTAIBHOM CIMHAIBHONW aMUO-
Tpoueli, Oone3npr0 Xupasma (AaTUITMYHBIA BapuaHT),
COCYIMCTHIMU aHOMAIHMSIMH W TIApaHEOIUIACTUYECKIM
IIPOIIECCOM TPOBEIEHO KOMIUIEKCHOE Ta00paToOpHO-HH-
CTPYMEHTAJIBHOE MCCIICIOBaHNE, BKIIOYAIOIIECEe B ceOs,
IIOMHMO CTaHAAPTHBIX METONOB, JIOMOATIhHYIO MyHK-
IIUI0 C OOIIMM ¥ OMOXUMHUYECKUM aHAJIM30M JIMKBOPA,
YABTPa3BYKOBOE WCCIIEZIOBAHUE OPTaHOB OPIOIIHOW TO-
JIOCTH, MaJiOTO Ta3a ¥ 3a0PIOIIMHHOTO MPOCTPAHCTBA,
ANEKTPOHEHPOMHUOTPadHUI0 U IEKTPOMHOTpaduIo, Mar-
HUTHO-PE30HAHCHYIO TOMOIrpaui0 TPYJIHOTO U TOsC-
HUYHO-KPECTIIOBOTO OT/IETIOB TO3BOHOYHHUKA.

3a mepro/ TOCUTATN3AIlNY TAITUEHTY OBLITH BBITIOJ-
HEHBI CTaHJaPTHEIE JTA0OpaTOpHBIE UCCIeaoBaHUs (00-
U 1 OMOXUMUYECKHUI aHau3 KPOBHU, OOIIHI aHaIN3
MOYH), TI0 pe3yabTaTaM KOTOPBIX OTMEYAllOCh HE3Ha-
YUTENBHOE TIOBHIIICHUE KOHIIEHTpAIUu oOmmel Kpea-
tuHpochokuaazsl (KOK) mo 251,4 E[l/n (mpu HOpME
0,0-171,0 EJ/n), Bce ocranbHbIe MOKa3aTeau (TITFOKO-
3a, KpeaTHHHH, O0uii OeloK, MOYeBHHA, allaHMHAMH-
HoTpaHcdepasa, acmapraraMuHoTpaHcdepasa, oOmuit
OmnmupyOWH, SIEKTPONHTHI) ObUTH B Tpenenax pede-
PEHCHBIX 3HAYECHUM.

[Ipu BBITONTHEHNY JTFOMOANBHOMN MYHKIIMY TTOJTyYeHa
OccrBeTHas Mpo3pavdHas IepeOpPOCTHHAILHAS )KUIKOCTh
(ICX), nukBopHOE naBieHHe cocTaBisio 160 MM Bo.
ct. Ilpn omenke obmiero m OMOXMMHYECKOTO aHAIH3a
HCX obOpamano Ha ce0s BHUMaHWE HE3HAYUTEIBHOE
noBbltieHue 6enka g0 0,76 r/n npu Hopme ao 0,4 /1,
OCTaIlbHBIE MIOKA3aTeNN OBLIH B Mpeeiax peepeHCHBIX
3HAUYECHUH.

s MCKIIOueHHs KOMIIPECCUOHHBIX BO3IEUCTBUIA
U UIIEMUYECKAX U3MEHCHHH CITMHHOTO MO3Ta, KOTOPEIE
MOTJIM OBl TPUBOUTH K JJAHHOW KIIMHUYECKOU KapTHHE,
ObL1a BBINIOJIHEHA MarHUTHO-PE30HAHCHAsT TOMOTpadus
(MPT) rpymHOrO M TMOSICHUYHO-KPECTIIOBOTO OT/AEIIOB
MMO3BOHOYHUKA C KOHTPACTHBIM ycwieHueMm. I[lo pe-
3ynpTaTaM HEWpOBU3YalM3allMOHHOTO WCCIICAOBAaHUS
3HAYUMBIX MATOJIOTHYCCKUX M3MEHEHUH MO3BOHOYHHKA
Y CIIMHHOTO MO3Ta BBISIBIICHO HE OBLIO.

[lo pesynapraTam HWroipdaToON 3IEKTPOMHOTpAdUN
y MalyeHTa PEeruCTPUPOBAIUCH MPU3HAKHA TPyOOTO T0-
paXeHUsl C BBIPAXXECHHOW HEWPOIECHHOM IMepecTpOMKON
B mm. tibialis anterior, gastrocnemius dextra (V cra-
s TeHEePBAIlMOHHO-PEHHHEPBAIIMOHHOTO TIPOIECcca)
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Y eIWHUYHBIMH (DaCIUKYIISIHUSIMH, YTO ABISETCS CIe-
CTBUEM XPOHUYECKOIO HEHPOHAIBHOIO MOpa)KEHUs.
B m. rectus femoris dextra — ymepeHHas HelporeHHas
nepectpoiika (III cragus nenepBaunOHHO-PEMHHEPBA-
[MUOHHOTO TIpoIlecca), EAMHWUYHBIC (PACIUKYIISIHH.
B m.m.rectus femoris, tibialis anterior, gastrocnemius
sinistra — nerkas HeiiporenHas nepectpoiika (I-1I cra-
sl ICHEPBALMOHHO-PEMHHEPBALMOHHOTO TpoLecca)
0e3 CIoHTaHHOI akKTHBHOCTH. 110 pe3ympraTam IeKTpo-
HelipoMHuorpaguyu HEpBOB HM)KHUX KOHEYHOCTEH OBLIO
UCKITIOYEHO TIOpa)keHue Tepu(epruuecKoil HEpBHOW CH-
CTEMBL.

C 1enpro NCKITIOUEHUS TapaHeoIIaCTHIeCKOTO TeHe-
3a 3a00J€BaHUs MALMEHTy HNPOBOIMIOCH YJIBTPa3BYKO-
BOE HCCIIEIOBaHUE OPIOLTHOM MOJIOCTH, 3a0PIOITMHHOTO
MIPOCTPAHCTBA U NTOJIOCTH MAJIOTO Ta3a, MaTOIOTHYECKUX
WM3MEHEHHH He BBIABIICHO.

K pa3BuTHio acuMMeTpUN HUKHUX KOHEYHOCTEH MO-
KET TPUBOIUTH B TOM YHUCIIE M COCYIUCTAas MATOJIOTHS,
HanpumMep cuHapoM [lapkca—BeOepa, s HCKITIOYEHUS
KOTOpOTO OBLIO POBENEHO YABTPa3ByKOBOE HCCIIE0BA-
HHUE a0pTHl U apTepuil 00enx HOT, OCMOTP aHTHOXHUPYP-
ra, MaToJIOTUHU HE BBISBICHO.

i OLEeHKH BBIPA)KEHHOCTH MBIILIEYHOH aTpoduu
BBITIOHAJIOCH  YBTPAa3BYKOBOE HCCIEIOBAHNUE MBIIII]
HWKHHUX KOHeuHocTel. lccnemoBaHue NIpPOBOAMIIOCH
Ha YNBTPa3BYKOBOM CKaHEpe OKCIEPTHOTO Kiacca
PHILIPS EPIQ 7 c ucnonp30BaHUEM JIMHEHHOTO daT-
guka ¢ amarma3zoHoMm 4—18 MIm. Ilpu oreHke nByria-
BOM MBIIIIBI Oepa W3MEPEeHHs IPOBOIUINCH B CUMMeE-
TPUYHBIX YYaCTKaX Ha 5 CM HWKE ATOJUYHOMN CKIIAIKHU.
[Tpy Bu3yanu3auuy NMpaBoW IBYINIaBOM MBILIBI Oeapa
OTCYTCTBOBaJIa TIpaBWIbHAs JuddepeHupoBKa MbI-
neyHol TkaHu. OINpenensyioch € YMEHbIIEHUE U He-
OTHOPOIAHOCTH C HEPAaBHOMEPHBIM YIUIOTHEHHEM H CO
3HAYUTENBHBIM YBETMUEHUEM 3XOT€HHOCTH, YTO MOKHO
OBLIIO pacIieHMBaTh KaK pa3pacTaHHe COEIMHHUTEIHHON
TKaHU. XapaKTEpHbIM PUCYHOK MBIIIEYHON HCUEpYEH-
HOCTH OTCYTCTBOBAJI, BACKYJIAPU3AIUS MBIIII] B PEXKU-
Me IBETOBOro aomiepoBckoro kaptupoBanust (LIJIK)
Opl1a obemHEeHa. AHAIOTHYHBIE H3MEHEHUSI CTPYKTYPBI
MBILIEYHBIX BOJIOKOH HAOIIOAANNCh B MBILIIAX TOJICHU,
C MakCUMaJlbHOW BBIPaKEHHOCTBHIO U3MEHEHUH B HKpPO-
HOXHBIX MbIIIIAX. [Ipy BU3yanu3anuu 1eBoi AByIIIaBoi
MBIIIIBI Oeipa CTPYKTYpa MBIIMIEYHBIX BOJIOKOH W HX
IuQQepeHIupoBKa COXPAHsIIUCh B IOJIHOM OOBEME,
MCYEPUYEHHOCTh MBIIIEYHOW TKaHU OblIa TPaBUIHHOMH,
Backyispusanus B pexxume L[JIK Obima He m3MeHeHa
(puc. 2).

OnHMM U3 KITFOYEBBIX MOMEHTOB MOCTAHOBKH AMAr-
HO3a SABJSUICA HACIEICTBEHHBIH aHaMHE3 TalHieHTa.
ITpu 6onee noapobHOM cOOpe aHaMHEe3a OBUIO yCTaHOB-
JIEHO, 9TO arpodus HIKHEH KOHEYHOCTH TaK)Ke OTMe-
yanachk 1y otna nanuenta X. K Hacrosmemy BpeMeHu
B JIUTEpaType OTCYTCTBYET ONMHMCAaHWE CEMEWHBIX CIy-
yaeB 3a0osieBanus. B Hamem HaOmoneHUH NpUBENEHBI
2 ciydast 60Je3HM B OJHOW CEeMbEe — Y CBIHA W OTIa
(puc. 3).

Orerlr manueHTa Takke ObUT aMOyIIaTopHO 00CIeno-
BaH. Hauano pa3BuTHs KIMHUYECKOH KapTHHBI B JIEBOH
HOTE caM OTeIl U MalueHT Ha3BaTh He MorH. DyHKIusI
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JIEBOM HOTM HE HApyIIEHA. B HEBPOJOTHYECKOM CTaTy-
ce oOpamano Ha cebs BHUMAaHUE CHHMKCHUE MBIIIEY-
HOU CHJIBI B CTHOATENSIX M pa3rudaTensiX JeBOW CTOIBI
JI0 CTETeHU YCTYnuuBOCTH. [yOokue pediexchl ¢ HOr:
KOJICHHBIE JKUBBIE, S > D, axmIoB cieBa OTCYTCTBYET,
crpasa xuBoil. Knonyc npasoii cronsl. Ilonas croma
(pes cavus) (puc. 4). CHOHTaHHBIX U BBI3BaHHBIX (ac-
MUKy He ObUI0. MBIIIBI HIDKHUX KOHEYHOCTEH
npu mnanenainuu  0e30one3HeHHbl.  KoopauHaTopHbIe
npoObl ¢ KOHEUHOCTEH (Hajible-MOIOTOYKOBYIO, Malb-
11e-HOCOBYIO, IISITOYHO-KOJIEHHYIO) BBITIONHSUI YIOBIE-
TBOPHUTEIBHO ¢ 00enx cTopoH. B octampHOM HEBpoIo-
rUUeCKHii craryc 0e3 ocobenHocteil. [lo pesynsratam
WTOJIBYaTON MuOrpaduu perucTpUpOBAIUCh MPU3HAKU
XPOHMYECKOTO HEHPOHATBHOTO MOpPaKEHUS Ha YpPOB-
He L5-S1 crnesa (Il cramus neHepBaIlIOHHO-PEHH-
HEpPBAIIMOHHOTO TMporecca) 0e3 TNPU3HAKOB aKTHB-
HocTH. CrmpaBa Takke PETUCTPUPOBAIMCH MPU3HAKU
XpOHHYECKOTO HelpoHanmpHOro mopaxkenus (I cragus

Tis0.: TiS0.3

B =

+ Pacer 522 W——J e Pacer 438

= Y

Puc. 2. Tosmmaa KOPOTKOM TOJIOBKH JBYIJIAaBOM MBIIIIEI Oeapa
cneBa (a) cocTaBusieT 5,2 CM, TOJIIMHA KOPOTKON TOJIOBKH JBY-
IJ1aBOi MBI Oeapa cripasa (6) cocraisier 4,3 cM

Fig. 2. The thickness of the short head of the biceps femoris
muscle on the left is 5.2 cm (a), the thickness of the short head of
the biceps femoris muscle on the right is 4.3 cm ()

HKenmmna/
Female

MysceiHa/
Male

Ipoaenenne
saboeBans/
Disease

manifestation

Puc. 3. I'eneanornueckoe npeso nauueHra X. Co cI0OB naiueH-
Ta X. M €ro OTIa, HA y KOTO B pOAy HE HAOIIOmaNoCch Mmoxoxeit
KJIMHUYECKOW KapTUHBI HU CO CTOPOHBI JKEHIIWH, HH CO CTOPO-
HbI My>Xx4iH. Ha HacTosmuii MOMeHT y manueHTa X. ecTh CecTpa
B Bo3pacTe 68 ner 6e3 mpu3HaKoB aTpodun kKoHeuHOCTEH. CHIH
nanueHTa X. B Bo3pacre 14 ner, 310poB

Fig. 3. The family tree of patient X. According to patient X. and
his father, no one in the family had a similar clinical picture,
neither on the part of women nor on the part of men. At the
moment, patient X. has there is a sister at the age of 68, with no
signs of limb atrophy. Patient X’s son at the age of 14, healthy
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Puc. 4. a, 6 — npu ocMoTpe OTIa HaryeHTa X. ONpenesieTCs
arpodus MPEeHMYIIECTBEHHO MBIIIII JIEBOH T'OJIEHH; OKPYKHOCTh
neBoro oenpa — 48 cM, npaBoro 6eapa — 50 cM, OKPYKHOCTh
neBoi roneHu — 29 cM, npaBoii ronenn — 33 cM; 6 — pes cavus
ciieBa

Fig. 4. a, 6 — during the examination of patient X’s father the
atrophy of mainly the muscles of the left shin is determined; the
circumference of the left thigh is 48 cm, the right thigh is 50 cm,
the circumference of the left shin is 29 cm, the right shin is 33 cm;
6 — pes cavus on the left

Puc. 5. a — ¢oro nanuenrta X. Onpenensiercss acHMMeTpUYHas
aTpodus MBIIII TOJCHH 1 Oelpa mpaBoi HOrH; 6 — (OTO OTIA
nanpenTa X. Onpenensiercs aCMMMEeTPAYHasT aTPO(HSI MBIILII] TO-
JIeHU ¥ Oenpa JISBOW HOTH

Fig. 5. a — photo of patient X. The asymmetric atrophy of the
muscles of the right shin and thigh; 6 — photo of patient X’s
father. The asymmetric atrophy of the muscles of the of the left
shin and thigh
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JIeHepBaIlMOHHO-PEMHHEPBAIIMOHHOTO TIpoIiecca) C MU-
HUMAaJIbHON aKTUBHOCTBIO.

C y4eroM KIMHUYECKOW KapTHHBI, BPEMEHHU pa3BU-
THS U XapakTepa TeueHHs 3a00NieBaHus, JaHHBIX J1a00-
PaTOPHO-UHCTPYMEHTAJIBHBIX METOZ0B O00CIeOBaHMUSA,
0COOCHHOCTEH CEMEHHOTO aHaMHe3a MalueHTy X. BIep-
BbIe ObIJT yCTaHOBIIEH AMArHO3: «CITMHAIBHAS MBILIIEYHAs
amMuoTpo(dusi, MOHOMeNn4eckas GopMa, C MOPaKeHUEM
MIPaBOM HIKHEW KOHEUHOCTHY. 3a MEPUOJT TOCTTUTAIH3a-
UM IpoBoawiICs nuddepeHuInanbHbIA JUarHo3 ¢ ICeB-
JIOTIOJIMHEBPUTHUYECKUM cuHApoMoM Mapu—Ilarpukoca
(MM CMHIPOMOM «CBHCAIOIIMX HOT» — aTUIHYHBIM
BapuanToM BAC ¢ mpenMyniecTBEHHBIM MOpPaKEHUEM
HWD)KHETO MOTOHEHpOHA, ¢ Pa3BUTHEM BSUIOTO HMXKHETO
JIUCTAJIBHOTO TIapamapesa), JUCTATbHOW CHHHAIBHON
amMuoTpoueli, cerMeHTapHOW CIHWHAIBHONH aMHOTpPO-
¢ueit, HenuphepeHIMPOBAaHHBIMA (OPMaMH CIIHHAIIb-
HOW aMuoTpoduu. beuin MCKIIOYEHB! MapaHeoIIacTH-
YeCKHe MpPOIeCcChl, aHEBPH3MBI COCYJOB B OpIOIIHON
[IOJIOCTH U MOJOCTH MAJIOTO Ta3a, COCYAMCTasl MaTolo-
rusi HwkHell koHeuHocTu (cuHuapom Ilapkca—Bebepa),
MoceCTBUA MH(EKIMOHHBIX 3a00JIeBaHui (KIeIeBon
3HIIeaUT, oiMoMueIuTrdIeckas gopma). B mporecce
TOCHHUTAIN3ALMN HalUeHT IONy4al PEeMHUEITHHU3UPY-
IOITYI0 (THOKTOBAas KHCJIOTAa), CHMITOMAaTHYECKYIO Te-
panuio (JIEBOKAPHUTHH), BUTAMUHOTEPANUIO (THAMUH,
aHokoOanaMuH), (U3NOTEpPaNeBTHICCKOE JICUCHHUE,
Macca)<, MPOBOAWINCEH 3aHATHUS JiedeOHON (PHU3KYIBTY-
poii. Ha doHe npoBeieHHOTO JieueHUs ObLIa TIOCTUTHY-
Ta HE3HAYMUTENIbHAsI MOJIOKUTENIbHAS TUHAMUKA B BUJE
yAy4IIeHUs] OOIIET0 CaMOYYBCTBHUS, YBEIHUYCHUS MBbI-
IIEYHOM CUJIBI B IPaBOM CTOIIE.

O6cyxnenue. Jlnarnoz JIMAHK wame Bcero ycra-
HaBJINBACTCSl PETPOCIEKTUBHO MPH BO3MOXKHOCTHU JIJIH-
TENBHOTO HaONofeHUs 3a manueHToM. Ocolyr Tpyi-
HOCTb COCTaBJISIET 3aIlONO3PUTHh OAHHYIO IATOIOTHIO
IpU MepBoil BcTpede ¢ maruentoM [3]. Jluarnoctuue-
CKMIl TOHMCK NOJDKEH OBITh HampaBieH Ha HCKIIIOYe-
HUE MapaHeoIIaCTUYECKUX M COCYIHUCTBIX MPOIIECCOB,
a Takke OOJIE3HM JIBUTATENbHOTO HerpoHa. [uddepen-
[UATBHBIA JMAarHO3 HEoOXoauMo mpoBoauTh ¢ BAC,
MIPOTPECCUPYIOIIEH MBIIIEYHOH arpodueld, 00Ie3HBIO
JIBUTATENILHOTO HelipoHa Manpaca [4].

Junaraoz JIMAHK sBisercs auarHo3oM HCKITIOYE-
Hus. B Hacrosiee BpeMs OTCYTCTBYIOT JIOCTOBEpHBIE
KJIMHUYECKHE KPUTEPUHU H3-332 PEAKOH BCTPEYaeMOCTHU
3aboneBanust. CoIIacHO JaHHBIM JIUTEPaTyphbl, OCHOB-
HbIE 0COOEHHOCTH 3a00JIeBaHUS:

1) cnopaaudeckoe BOSHUKHOBEHHUE;

2) arpodust MBIIIL, KIMHAYECKH OrpaHUYCHHAs O[-

HOH KOHEYHOCTBIO, B TeueHue 6—40 jerT;

3) cKpBITOE HayaJlo C Ha4aJbHbIM MEIUICHHBIM IPO-
rpeccupoBaHUEM, 332 KOTOPHIM CIIEAyeT CTaOuiIn-
3auus;

4) HempomOpLWOHANbHAS MbIIIEYHast aTpodus co
cJ1a00CThI0, MHOTJA NPUBOASALICH K MHBAJIHIHO-
CTH;

5) OTCyTCTBHE NPHU3HAKOB OyIHL0ApHOTO Mapainda
Y TIOpaKEHHSI KOPTUKOCITUHAIIBHOTO TPAKTA.

Hannumne mnonoil crombl XapakTepHO IpaKTHUe-
cku ana Bcex mamueHtoB ¢ JIMAHK [3]. Hamuume
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B KJIMHUYECKOH KapTWHE TMOBBIMICHHUS TIYyOOKHUX pe-
(rIeKCOB B OPaKCHHONH KOHEYHOCTHU, HE3HAYUTEIbHBIX
HapyIIeHUI TOBEPXHOCTHON 4yBCTBUTEIHLHOCTH B BU/IE
TUIIECTE3UH, (aCUUKYIAIUH, OOJEe3HEHHOCTH MBbIIII]
Y TUTMEHTAIlMM KOKM TakXe He MpOTHBOpeyar auar-
HO3y. 13 nabopaTopHbIX MoKa3aresieil B HeKOTOPBIX CITy-
gasx BO3MOXHO ToBhIeHne ypoBHs KOK [9]. Jlnarxnos
JAMAHK ycranapnuBaeTcs, KOrja KIMHUYECKUE POsIB-
JIEHUsI OTPaHUYEHB! OHON KOHEYHOCTHIO B TEUEHHE HE
MEHee YeThIpeXx JIeT 0e3 MPU3HAKOB MOpPaKEHHs Oyib-
0apHOI M ABIXaTeNIbHOW MYCKYJIATypbl M MMUPaMHUIHOTO
Tpakra [8, 9].

V¥ nauuenta X. HaOIIOAANOCh HE3aMETHOE Hadalo
3a0oneBaHus, aTpoust MBIIIL IPAaBOX HIKHEH KOHEY-
HOCTH, a TaKXe€ OTCYTCTBHE KIMHHUYECKHX MPHU3HAKOB
nopakeHusi OynbO0apHOI U IBIXaTeNTbHOH MYCKYJIaTyphbl
W THPAMHUIHOTO TpakTa. BeICOKMiA KOJEHHBIH pediekc
CIIpaBa, TUIIECTE3US M0 HAPYXKHOMY Kparo MpaBoil CTo-
eI, He3HauuTeNnbHOe ToBhImieHHe KOK Takxke He mpo-
TUBOPEYNT JAaHHOMY IWarHosy. B nmurepaType Mbl He
BCTPETWJIM OMHMCAHMA CIIy4aeB HACIIEICTBEHHOH mpen-
pacnonoxkeHHoctd kK [IMAHK. BepositHee Bcero, 3To
CB3aHO C TEM, YTO MHOTHME HCCJIEIOBAHHS MPOBOAU-
JIUCh PETPOCIEKTUBHO, U IOCTOBEPHO OLICHUTH HATNUNE
y ONMXKaMIero poICTBEHHMKA MAAHHOM MAaTOJOTHH HE
MIPECTABIAIOCH BO3MOXKHBIM. B Hamewm ciaydae cxoxas
KapTHHa Habofanach M y OTHA MaluueHTa X., Cleo-
BaTeJIbHO, 1O pe3ynbTaTaM >kajo0d, aHamHe3a 3aboie-
BaHUS, OOBEKTUBHOTO OCMOTpa M HMHCTPYMEHTAJIBHBIX
JAaHHBIX MOXXHO MNpeanonoxutb, uro JMAHK moxer
HacJeZioBaThcsl ¢ (peHOMEHOM aHTUIMManuu. [lomoi
CTOINBI IPH OCMOTPE y MalMeHTa X. BBISIBJICHO HE OBLIO,
HO y OTIIa JJaHHBII (PEHOMEH OBLT MpeICTaBIIEH.

ITpumepno B 60% cnydaeB npu JJMAHK nopaxa-
€TCs 3a[lHss TpyIIa MBIIII] TOJIeHH, pexe — B 25% —
MopakeHne mepoHeanbHbIX MbIm [5]. CoBmecTHOE
BOBJICUEHHE MBI TOJICHU M YETHIPEXIIIAaBOW MBIIIIIBI
Oeapa BCTpeyaeTcs NMPAKTUUYECKH Y BCEX MAIMEHTOB
(90% cnygaeB). HTEepecHass 0coOEHHOCTH 3aboseBa-
HUS B TOM, YTO YEThIpEXIIaBas MbIIILA Oeapa IpakTH-
YeCKH HUKOT/Ia He BOBJEKAeTCs B MAaTOJIOTHYECKHI Mpo-
ecc U30JaupoBaHHO [4]. BeposiTHee Bcero, CyliecTByeT
MOCJIEZIOBAaTEIbHOCTh BOBJICUCHHS] MBIIII], CBS3aHHAsA
C IPOJOJKUTEIBHOCTHIO 3a00JI€BaHus: BHAYAJIC MEIM-
aJbHAas TOJIOBKA HKPOHOKHOM MBIIIIIBI, 3aTEM JIaTepalib-
Has TOJIOBKA M IPYTHe MBIIILBI 3a{HEN TPYIIIBI TOJICHU.
[Tozxe mpucoenuHseTCsS MOpakeHWe MepeaHel U jare-
pajbHOM Ipynmbl MbIIII ToneHu. [lepBoit BoBIEUeHHON
MBIIIIEH Oespa sBIsSeTCS ATUHHAS TOJOBKA JIBYITIaBOM
MBIIIIBL, 3aTEM MOJYyCYXOKUJIbHAS U MOJTyMEMOpaHO3-
Has MBIIILBI, ¥ TOJIBKO 3aT€M — YeThIpeXIyiaBasi MbIIIIa
oempa [3].

L. Wang u coaBT., OCHOBBIBAsICb Ha PacIpeleICHUN
3aJIeICTBOBAaHHBIX MBIIII], C KIMHHYECKON TOUKHU 3pEHUS
onpenenuiu yetbipe Tuna JIMAHK:

* [ Tum meIIeyHOM arpoduu, Hanboee peaKuit cpe-

I OCTaNbHBIX, XapakTepusyercs MOopakeHHeM
Kak IepegHe, Tak W 3aAHell rpynn mbimn Oenpa.
Cpennuii Bo3pact Havajia 3a0ojeBanus — 44 rona;

* II TM — NpenMyIIeCTBEHHOE MOPaKEHNE MBI

roJieHH ¢ MU PYy3HOU KUPOBOH MHPHUIBTpAIIUCH.

75



POCCUNCKIA HEBPONIOTYECKI XKYPHAN, Ne 6, 2022
DOI 10.30629/2658-7947-2022-27-6-70-76

WNCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

Cpennuii Bo3pacT Hadasa 3aboneBanus — 45 JeT.
SBnsercs HaWMeHee ONATONPUATHBIM, TaK Kak
€CTh PHCK nepexona naHHoit gopmsl B BAC;

e IIl Tun xapakTepusyeTcsi HENPONOPLUOHAIBHON
arpodueil MBI TOJIEHH W Oepa ¢ IpeuMylle-
CTBEHHBIM BOBJICYCHHEM 3aJHEH TPYIIbl MBIIIL]
roieid. JKupoBas WHQUIBTpaNUs NpPEeUMYIIe-
CTBEHHO BBIpa)K€Ha B MBILIIAX TOJICHU U 3aJHEU
rpynmne mbimnn Ooeapa. CpemHuil Bo3pacT Hauyana
3aboneBanus — 33 roaa;

* IV Ttun XxapaktepusyeTrcs MporopLUOHAIbHON
arpodueii MbImn roneHu u Oenpa. CpeaHuii BO3-
pacT Hauasa 3aboneBanus — 12 yet [9].

CortacHO JaHHOM KIIACCHU(HMKAIMK y HAIIIETO IalH-
€HTa | ero oTIa, BepostHee Bcero, [l tun JIMAHK, tak
Kak arpo(us MBIIII] TOJICHN BBIpaKeHA B OOJBIIEH cTe-
TIEHU B CPaBHEHUU C MBIIIIIaMu 6eapa (puc. 5).

V¥ nanuentoB ¢ IMAHK npu BeinonHeHUN uronpya-
TOW MHOTpa(uU BBIABISIOTCSA MPU3HAKK XPOHUUECKOIO
HEHPOHATBHOTO MOPAKEHUS OTHOW KOHEYHOCTH 0e3 MITH
C MUHHUMAQJIBHOW aKTUBHOCTBHIO TOpaxeHus. DeHoMeH
«KOHTPAJIATepPaIbHOIO BOBJICUCHUS] KOHEUHOCTID TaKkKe
MOKET HAOTIONMAThCS B PEIKUX CIIyYasx B JIETKOU cTere-
HU. JIByCTOpOHHHUH Mpoliecc He SIBISETCS MoKa3areieM
MIPOTPECCUPOBAHUS U YXYIIICHUS KIMHIYSCKOW KapTh-
bl JIMAHK [9]. V otna manmenTa X. HaOI0maI0Cch BO-
BJICUEHUE JBYX HIDKHUX KOHCYHOCTEH B IATOJIOTUIECKUI
MpoIiecc, KOTOPBIA UMEET XpOHUIeckoe u Oornee 100po-
Ka4€CTBCHHOE TCYCHHE 0 CPABHEHHIO C pE3ybTaTaMu
WCCIIEIOBAHMUS Y ChIHA. Y MaIMeHTa X. TaKke HaOIrona-
csl (peHOMEH «KOHTpaIaTepaIbHOTO BOBICUCHUS) C HAU-
OoJbIell BHIPAKEHHOCTHIO aKTHBHOCTH JICHEPBAIlMOH-
HO-PEUHHEPBALIMOHHOIO IIpoLEecca B IPABOM HMXKHEHN
KOHEYHOCTH U ¢ O0Jiee BRICOKUM YPOBHEM ITOPAKESHUSI.

Y manuentoB ¢ JJMAHK mipu BEITIOTHEHUN MarHUT-
HO-PE30HAHCHOW TOMOTpadui TO3BOHOYHHKA HE BBI-
SIBJISTFOTCSI TIPU3HAKU OTEKA, KOMIIPECCUU W HIEMUU
CIIMHHOT'O MO3Ta, KaK U B IPEACTABICHHOM KIMHUYECKOM
HaOmoneHn. ComIacHO TOJIYYCHHBIM KIIMHUKO-JIa00-
pPaTOpHO-WHCTPYMEHTAIBHBIM JAaHHBIM OBLT YCTaHOB-
JICH JIMarHO3: «CIHMHAJIbHAs MbIIICYHAs aTpodus, MO-
HOMeTn4Yeckast hopMa, C MOpaKeHUEM MPaBOW HIDKHEH
KOHEYHOCTH». [[aHHBIA AMArHo3 sBJISETCS JIUarHO30M
HCKIIIOYEHUS M YacTO YCTAaHABIMBACTCS PETPOCHEK-
THBHO TIPU JJIUTECIHLHOM HAOIONCHUH 32 TMAI[UECHTOM.
[To pesynbraTam cpaBHEHHS] KIMHUYECKOM KapTHHBI,
CTETIICHU €€ MPOTPECCUPOBAHUSI U PE3YIBTATOB HHCTPY-
MEHTAJIbHBIX METOAOB y MAlMEHTa U €ro OTHa MOXKHO
npennonoxutb, uro JJMAHK wnMeer reHeTHUECKYrO
MPEIPACIONOKEHHOCTh U HaclienyeTcs ¢ (PEHOMEHOM
apturunanuu. s neuenus [JMAHK wucnonssyrores
HelipomMeTa0onauuecKas Tepanus W 3aHATHS JedeOHOM
(U3KYIBTYpOA.

KonpuukT uHTepecoB. ABTOpHI 3asBIAIOT 00 OT-
CYTCTBHUH KOH(MINKTA HHTEPECOB.

duHaHcupoBaHue. VccienoBanre BEITIOIHEHO 0e3
(hMHAHCOBOH MOANCPIKKH.

ABTOpBI HECYT TIOJIHYIO OTBETCTBEHHOCTD 32 TPEJIO-
CTaBJICHUE OKOHYATEIIbHOW BEPCUU PYKOIHCH B I1€YATh.
Bce aBropbl mprHUMAIH yuacTue B pa3paboTKe KOHIETI-
UMM CTaTbH W HANMCaHUM pykKomucH. OKoHYaTeIbHas
BepCHsl PYKOITUCH ObLIa 0100peHa BCEMH aBTOPAMHU.
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