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BropuuHble MeTabOINYECKHE MUOTIATHH PA3BUBAIOTCS TIPU SHJJOKPUHHOI MTaTOIOTHH, PA3IHYHBIX COMATHYECKHX
3a00JIeBaHUAX, NEKTPOIUTHBIX PAcCTPOMCTBAX, a TaKXe IPH Je(UINTEe HEKOTOPHIX BUTAMHHOB. MHOIaTHYECKHU
CUHAPOM, OOYCJIOBJIEHHBIH NepUUUTOM BUTaMMHA D — pegkoe maTojJoruueckoe COCTOSIHUE, BCIEACTBUE YEro ero
JQUAarHOCTHKA BecbMa 3aTpyqHHUTeNbHA. [IpaBuibHAas NOCTAHOBKA AMATrHO3a HMEEeT BayKHelIIee 3HaUCHUE IS BEIOOpa
TaKTHKH JIeueHHs. B cTaTthe mpuBeneHo onmucanue peakoil GopMbl METabOINYECKOH MUONATHH Y MOJIOZOH MAIlHEHT-
KH, KOTOpasi ObLIa FOCIHTAIN3UPOBAHA B HEBPOIOTHYECKOE OTIEIEHHE B CBSI3H C BHIPAKEHHOW CITa0OCTBIO B HOTaX.
IIpu TmarenbHOM 00CIE0BAaHUY TATOJOIMH CO CTOPOHBI BHYTPEHHUX OPraHOB HE ObLIO BbIABICHO. OOBEKTHUBHO 3a-
PETHCTPUPOBAH HUKHUH BSUIBIH Tape3 yMEpPEHHOH CTeNeHH BHIPaXXEHHOCTHU CO CHIDKCHUEM CYyXOXKUIBHBIX Pe(IICKCOB.
MpblinIeuHbI# TOHYC (pU3H0IOrHUHbIH. OTCYTCTBHE CHCTEMHBIX BOCIIAIUTENBHBIX CABUTOB B aHAJIN3aX KPOBH, HOPMallb-
HBIE Pe3yIbTaThl OMOIICHY NO3BOIHIIN HCKIIOUHTh HAJINIHE IePMaTOMUO3UTA, HOJINMHUO3HTA y TAIIHeHTKH. B aHamm3ax
KpoBH ObL1 BeisiBIIeH Aedurut 25-OH-sutamuna D. Ha ¢hone neuenuns MoHoTepanueii BuramuaoM D cnabocth B Horax
MIOJTHOCTHIO perpeccuponaina. [Ipu pa3sBUTHN MEOIATHYIECKOTO CHHIPOMAa HEOOXOIUMO HMETh B BUAY H TaKHE PEAKHE
MIPUYUHBI €T PAa3BUTHUS, Kak AeUunT BuTamMuHa D.

KioueBsble c10Ba: MeTabonnueckas MUONATUs, fepUIUT BUTaMuHa D.

A RARE FORM OF METABOLIC MYOPATHY IN A NEUROLOGIST’S PRACTICE
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Secondary metabolic myopathies develop in endocrine pathologies, different somatic diseases, electrolyte disorders
and in some vitamin deficiency. Myopathic syndrome caused by vitamin D deficit is a rear pathologic condition, for
this reason it is difficult to diagnose it. Proper diagnosis has a vital importance for proper treatment choice. The article
describes a rear form of the metabolic myopathy in a young female admitted to the neurology department because of
significant leg weakness. A thorough examination revealed no pathology of internal organs. On physical examination
moderate lower flaccid paresis with reduced tendon reflexes was revealed. Muscle tone was normal. The absence of
systemic inflammatory changes in blood tests as well as normal biopsy results ruled out dermatomyositis and polymyositis.
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Blood tests revealed deficiency of 25-OH-vitamin D. On vitamin D monotherapy leg weakness completely resolved. In
case of myopathic syndrome it is necessary to have in mind such rear causes for its development as vitamin D deficiency.
Keywords: metabolic myopathy, deficiency of vitamin D.

Metabonuyeckue muonarun (MM) — rerepo-
TeHHas Tpymnmna 3a0ojeBaHNl, KOTOPHIE MPOSBIIS-
IOTCSI CHMIKEHHEM TOJEPAHTHOCTH K (hHU3MIECKOit
Harpy3ke. MM 1o npuyrnHe BOSHUKHOBEHHUS AEIAT
Ha nepBUYHbIe 1 BTopuuHbIe [6]. [lepBuunsie MM
pa3BHBAIOTCA B pE3YJbTaTe HapylIeHHs MeTabo-
JIM3Ma I'JIMKOI'CHA, JJUIIMJAO0OB B MbIIIIAX, MUTOXOH-
IpUaTbHON THCHYHKIIMH, PacCTpoiicTBa MeTabo-
nu3Ma mypuHoB. Bropuunsie MM npencraBiieHb
SHJIOKPUHHBIMH MHOIATHSIMH, MUONATHSIMHU IIPU
MOYE€YHON HEJJOCTATOYHOCTH, HIEKTPOIUTHBIX pac-
CTpPOHCTBAX, CHHAPOME MajbabcopOunu, aeduun-
Te BUTaMUHOB D u E, xapuuMHOMIHOM CHHApPOME
[6]. [IpaBunbHas oueHka s>tuoiorun MM ompene-
JeT JanbHEeHITe MPOTrHO3 U Je4eOHYI0 CTPATETUI0
TS TTAllMEHTA.

[ManuenTtka B. 21 roga 6b11a rocIUTaIU3UPOBA-
Ha B HEBpoJIOTHYeCcKoe oTencHue B perpaie 2016 T.
¢ ’kanobamu Ha cmabocTh B Horax. M3-3a cmaboctu
C TPYIOM ITOAHUMAJIACh MO JIECTHUIIE, HE TIocenIana
3aHATHSA QU3KYIBTYPOH B YHUBEPCUTETE, HE MOTJIA
OeraTh, BCTaTh 0€3 OMOIIHN PyK W3 TOJOKEHUS Ha
KOpPTOYKaX, HE CTOsJIa Ha HOCKaxX U msTkax. Kpome
3TOro, OTMeYajla «HEMOHSATHBIE» OLIYLIEHUS IpU
JMOTparuBaHuMU 10 Kok Hor. Cumrtana cebs 060Jb-
HOH B TEYEHHE HECKOJIIBKHX MECSIEB, KOra I1ocTe-
HIEHHO CTaJla MOSBISTHCS U HapacTaTh cabocTh B
CTOMax, Aajee MPUCOSTUHUIIICH HETIPUSATHEIC OIILY-
IIEHNS B HOTaX.

B anamHe3e y maMeHTKH B TeUeHUE 6 JIeT rup-
cyTusM 0e3 HapyIIeHHH MEHCTPyaJbHOTO ILUKIA
(perynsipHO ToOcCelana THHEKOJIora, TOPMOHAlb-
HbI TIpoGUIs B HOPME). BpenHBIX HMpPUBBIUCK HE
umena. [IpakTudecku He ynotpebiisia B ULy MO-
JIOYHBIE U MSICHBIE MPONyKTHL. Pociia 1 pa3BuBaiachk
HOPMAJIBHO.

ITpu ocMoTpe: acTeHHYHa, SIBJICHUS THPCYTH3-
Ma. Ilatomorun co cTOpoHBI BHYTPEHHUX OPTraHOB
He BbIsBIIEHO. [Ipy orjeHKe HEBPOIOTHIECKOTO CTa-
Tyca MaTOJOTUU YEPEIHBIX HEPBOB, UyBCTBUTEINb-
HOH W KOOpAMHATOpHOU cepbl He OOHApYKEHO.
naL[I/IeHTKa HC MOrJia CTOATH Ha IIITKaX, HA HOCKax
crosiyia B TeueHue 3 ¢. He Moriia miiaBHO npucecTs U
HOAHATHCS ¢ KopTodek Oe3 momomu pyk. [Iponpuo-
pedieKch ¢ pyk paBHBIE, XKHUBBIC, aMIUINTya Kap-
HOpagualbHBIX peduiekcoB OblIa YyTh CHIDKCHA,
KOJICHHBIE peQIICKCHl HU3KHE, PAaBHBIC, aXHILIOBHI
pediexce 0OTCYyTCTBOBAH. PeructpupoBaics HIX-
HUH BsuIbId mape3 a0 3-3,5 6anaoB B Mbimax 0&-
Jiep U rojieHeH, 1o 3 6anyioB B cTonax. MbIIIeYHBINH
ToHyC (pusnonornunelii. epmorpadusm Oenblit He-
cTolkuil. MuacteHnyeckue IpoObl OTPULIATENbHBL.

KnuHyuueckass KapTHHA MO3BOJMIA OCTAaHO-
BUTBCS Ha IIpeJBAapUTENBbHOM auarHosze «Mmuoma-
THYECKUN CHUHIPOM HEYyTOYHEHHOM STHOJIOTHH B
(hopMe HEpPaBHOMEPHOT'O HMJKHETO Iapamapesa Io
3 6amnoB (G73.5)».

OOWEeKTNHNYECKIEe aHAIU3bl KPOBH, MOYH,
6MOXMMMUECKHE aHAIU3bl KPOBHU, KOAryJorpamMma,

YPOBEHb KallWsl, HaTpHs, KpeaTHH()OCHOKMHAZBI
KpOBH, THUPEOHJHBIN NpOodUIb, UMMYyHOTpaMMa,
conepxaHue B KpoBu C-peakTHBHOTO Oellka y manu-
eHTKH ObL1u B HOpMe. [IpoBenéHnas Ha amOynarop-
HOM JTale MarHUTHO-pe30HaHCHas ToMorpadus
TOJIOBHOT'O MO3ra U BCEX OTJEJIOB MO3BOHOYHHKA
He oOHapy»uJjia 3HAUMMOH matoyioruu. Pesynbra-
THl YJIBTPa3BYKOBOTO HCCIIENOBAHUS BHYTPEHHHUX
OpTaHOB, TaCTPOYOJCHOCKOIINN COOTBETCTBOBAIIHN
BO3pacTHON HOPME.

[lanueHTKe BBINIOJHEHA 3JIEKTPOHEHPOMHUOrpa-
¢ust (OHMI) BepxHUX U HIDKHEX KOHeqHOCTEH. Co-
riaacHo ctumyisanuoHHoi DHMI, napymenunit mpo-
BEJICHUS TI0 MOTOPHBIM BOJIOKHAM OOCJIEJOBAHHBIX
HEpPBOB BEPXHUX W HIDKHUX KOoHeuHocteil HeT. ITo
uronpuatoid DHMI BbIsiBIIEH HEBpallbHBIN Ipolece
B m. vastus lateralis c 06enx cTOpoH (Ha MOMEHT HUC-
ClIeJOBaHNsI HEaKTUBHBIA CIpaBa M CIabOH aKTHB-
HOCTH CJIeBa). BHOMCHS YeTHIPEXTIABOM MBIIIIIBI
Oenpa mokasaja HaJU4ue caabol BOCHAINUTEIBHON
TUMQOLUTAPHON HHPUIBTPALIMN, SBICHUS TUCTPO-
(rueckoro xapakrepa B MBIIIEYHON TKaHH.

OTCYyTCTBHE CHCTEMHBIX BOCHAJIUTEIbHBIX
CIIBUTOB B aHaJM3aX KPOBH, Pe3yJIbTaThl OHOIICHHI
TIO3BOJIVIIH HCKITIOUNTH HAJIMYHE IePMaTOMHO3HTA,
HOJMMHUO3UTA y OOIBHOM.

VYuutsiBas pa3BuTHE 3a00JICBaHHUS Ha TPEThEM
JECATUICTUH )KU3HU MAIlUEHTKH, OTCYTCTBHE ApPY-
TUX CHUMOTOMOB, XapaKTE€PHBIX IJIsI MHTOXOHJPH-
aJIbHOM MATOJIOTUU M 00JIe3HEH HAKOIJICHUS, OBLIH
BBITIOJTHEHBI J1a0OPaTOPHBIE HCCIIEIOBAHUS, [T03BO-
nsI0IKe BepUPUIMPOBATh MPUYMHBI BTOPHYHON
MHONaTuH. B yacTHOCTH, IpH OLleHKe MoKa3areneit
KaIblus U BUTaMHHA D, OOHApy>XeHbI CHHKCHUE
YpOBHA HOHU3UpOBaHHOTO Kanbius (1,05 MMomns/n
npu HopMme 1,12-1,23 Mmmons/n) u gepuuut 25-OH-
ButamuHa D (9,40 ur/mn npu Hopme 30—80 Hr/mu,
Mmenee 10 HI/MI — 3HAYUTENBHBIN AedUUNT). Ypo-
BeHb o01iero kanpius (2,370 MMoOIb/MT), comepika-
HUE IIapaTropMoHa ObUIH B HOpME.

TakuM o00pa3oM, COBOKYHNHOCTb KJIMHUKO-
1abopaTOpHBIX ~M3MEHEHUH, pPe3yJIbTaToB HH-
CTPyMEHTANbHBIX HCCICIOBAaHMK ®  OHOICHHI
MBIIIIBI [T03BOJIMIA YCTAHOBHTH AHMAruo3 «Mmu-
OMaTUYECKUl CHUHIAPOM, OOYCIOBICHHBIN BHTa-
MuH D-nepunuroM, B (GopMe HepaBHOMEPHOTO
HIDKHero napamnapesa (G73.5)».

IManneHTke OBUIH TPEIIOKEHBI MOHOTEPAIHS
BuTaMuHOM D [KonekambuugeponoM (akBaleTpH-
Mom)] B no3e 50 000 ME exeHenenbsHO BHYTpH B
TeueHue 7 HeJ ¢ AAJIbHEHIINM IIepexooM Ha ITOA-
nepkuBaromyro Tepanuio B 1o3e 7000 ME [10, 11],
HOPMAaJIU3alxs PAOHA TUTAHUS IS JOCTHKEHHS
ONTHMANBHBIX CYTOYHBIX JI03 MHUKPO3IEMEHTOB U
BUTaMMHOB, NIOJIy4aeMbIX ¢ nuIIel. B Teuenune 5 mec
JeYEeHHUsT  KOJIeKaIbIU(peposoM  (aKBaJeTPHUMOM)
MOJIHOCTBIO perpeccupoBala c1abocTh B HOTax.

ITpu ocMOTpe MaMeHTKH B HACTOSIIIEE BPEMs B
HEBPOJOTHIECKOM CTATyCe BBISBICHO JIMIIb HE3HA-
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YUTENbHOE CHIDKEHUE aXHIIJIOBBIX peduiekcoB. OT-
IaNEHHBIN KaTaMHe3 cocTaBiseT 11 Mec, mpu 3ToM
MalMeHTKa He MPeAbsIBIsIeT HUKAKUX Kanob K CBO-
€My CaMOuyBCTBHIO, aKTUBHO 3aHUMAETCs CIIOPTOM
(coBMeriaer 3aHATUSA (GU3KYIBTYPOH B MHCTUTYTE
¥ (HUTHEC), He UCTIBITHIBACT TPYAHOCTEH Mpu Oere,
xoab0e Ha KalyKax.

Buramun D — npousBogHOe XonecTepuHa U 1o
cBoeilt cytu ropmoH [5]. Otkpsitre De Luca Hector
(1998) cneunpuuecKkux penenTopoB ISl BUTAMH-
Ha D Bo MHOTHX TKaHSX OpraHm3Ma 4eJoBeKa I0-
3BOJINJIO BBIJBUHYTH IPEATIONOKEHHE O TOM, 4TO
(yHKIIMOHATBHOE 3HaYeHUe BUTaMuHa D He orpa-
HUYHMBAETCS PETYIISAIHei KalbI[IeBOr0 OOMeHa.

Haubonee wm3BecTHBI [1Be aKTHBHBIC (HOPMBI
BUTaMHMHa D: sprokansuupepon (sutamun D)) u
xonekanpuupepon (Butamun D). Tlpupoxpusrii
CHHTE3 BUTaMUHA D, MPOU3BOANTCA M3 NMPOBUTA-
MHMHA — 7-IeruapoxosecTepona — Moj ACHCTBU-
eM conHeuHbIX Jyueill. Tor Butamun D, xoTopbIi
obpa3yeTcss MOA AEHCTBHEM YIbTPadHOIETOBBIX
Jyueif, SIBISIeTCS HEaKTUBHOH ()OPMOI, U TOJIBKO
npu Bo3zeiicTBuu ¢pepmenta D-25-ruppokcuiiassl B
neyeHu obpasyercs 25-(OH)-Butamun D, koTopblit
THAPOKCHIINPYETCs] IOBTOPHO B MOYKAX IIPH ydac-
tnu 25-(OH)-D-la-rugpokcnnasst (CYP27B1). Pe-
3ynbTaT — 00pa3oBaHUE OMOIOTNYECKU aKTHBHOM
¢dopmer Burammna D — 1,25-(OH),-Butamuna D
(xampruTpuona) [1, 11].

Kanpnurpron obnazaeT MUPOKUM CHEKTPOM
JeWCTBHS, BBIIOTHSIET TaKNe QYHKINHU, KaK MOaB-
JIeHne KJIETOYHOH mponupepanudl u HHIYKIHSL
OKOHYATeIbHOH AuddepeHINpPOBKH, CTUMYIAIHS
CEeKpeLUN WHCYINHA, PETyNALHUs KalblUEBOTO U
¢dochopuoro odbmena u ap. [1, 7]. Buramun D cro-
coOcTByeT abcopOIMK Kajdblus B KHIICYHHKE U
noaacp >KuBacT HeOGXOI{l/IMbIC YPOBHU KaJibLUs U
dbocdator B KpoBHU A 0OeCIeUeHUST MUHEpaIn3a-
MY KOCTHOM TKaHU U MPEIOTBPAIEHHS THITOKaIIb-
nueMHuueckoi reranuu [1].

Bueckenernsie a3 dextsl BuTaMuHa D o0mup-
HBI U BKJIIOYAIOT aHTHIPONHU(GEPATUBHEIH 3P HEeKT
Ha KEPaTHHOIUTHI, aHTHUATEPOCKIEPOTHIECKOE
nerictue [3, 14]. B uccienoBaHusX Ha dKUBOTHBIX
MOKa3aHbl CyNpeccus PeHUHA U MPEeTyNpexIeHNe
nmoBpexxaeHus1 Muokapza [3, 14]. JlokazaHo Bo3mei-
cTBHE BUTaMUHa D Ha MMMYHHYIO U PEIIPOLyKTUB-
HYI0 cucTeMHl [3, 14].

Cnenyer OTMETUTh, YTO OCOOEHHOCThH KIIH-
MaTHYECKUX YCIOBUH NPUBOAUT K TOMY, YTO BBI-
pakeHHBIH neduuuT BUTaMMHA D BO3HHMKaeT Ha
teppuropuu Poccun, Kazaxcrana, Kuras, Unaumy,
IOAP, nexoropeix crpan EBpomnsl, Torma kak B
CIIIA, Kanane, Anscke u bpazunuu ypoBeHb BUTa-
MuHa D HaxomuTcs Ha ypOBHE HOPMaJIBHBIX 3HAYe-
Huii [2, 8, 9, 12, 13].

Knuanaeckue nposiBiIeHus JeQUIUTa BUTAMU-
Ha D BO3HMKAIOT, KOT/Ia CHMKAETCSI KOHIEHTPAIHs
ceiBopoToyHOTrO 25-(OH)-Butamuna D. Ero ceiBo-
pOTOYHAsT KOHIEHTPALUsS CIYXUT ONTHMAIbHBIM
MoKa3aTeneM cTaTryca BUTaMHHA D, NOCKOIBKY
OTpakaeT CyMMapHO€ KOIHMYECTBO BUTaMHHa D,
CHHTE3HMPYEMOT0 B KOXE U T0JIy4aeMOro U3 Muliie-
980

BBIX MPOJIYKTOB M MHIIEBHIX 100aBOK (BUTaMHH D
B BHJIE MOHONpeENapara uil MyJIbTUBUTAMUHHBIX U
BUTaMHHHO-MUHEPAJIbHBIX KOMILIEKCOB), 1 UMEET
JIOBOJBHO MPOJOKUTENBHBIN MEPUOA MOy pacma-
J1a B KPOBH — OKOJIO 15 cyT.

Haubonee penkoe nposiBieHne aeuIInTa BUTA-
muHa D y B3pocabix — ¢GopMupoBaHHE MHOIMATH-
yeckoro cuaapoma [14, 15]. I1pu 5ToM KIMHUYECKH
OyZeT perucTpupoBaThCs CiIa0OCTh B TPOKCH-
MaJbHBIX I'PyNIaXx KOHEYHOCTEH, a MamHueHT Oy-
JIeT UCTIBITHIBATh TPYIHOCTH TpU xoab0e. 1o Beeit
BUIMMOCTH, XpPOHHUYECKOE HapyIIEeHNUE TUETHI, JH-
neMuaHOCTh B Poccnu mo nedumnury Buramuna D
MIPUBETH K (OPMUPOBAHMIO 3a00T€BaHUS y HAIICH
ManueHTKU. JloKa3aTeNbCTBOM TaKOH STHONOTHHI
3aboneBaHus cTas 3QGEeKT OT Ha3HAYCHHONH MOHO-
Tepanuu BUTaMHHOM D.

Oxcneptsl Poccuiickoii accounanuu 3HA0KPHU-
HOJIOTOB pPa3paboTayii KIMHHYECKHE pPEeKOMEHMa-
LMY 1O JUAarHOCTHKE, MPOQIIIAKTUKE U JEYCHUIO
BuTaMuH D-medunutHeix cocrostauit [4]. lupo-
KUl CKpUHUHT Ha ypoBeHb BUTaMuHa D B Poccuu
HE IIPOBOJAT. DTO UCCIIEIOBAHKE [IOKA3aHO TOJIBKO
ManueHTaM, UMEIOINUM (aKTOpbl pHCKa ero pas-
BUTHSI, K KOTOPBIM OTHOCST 3a00JIeBaHUs KOCTEH,
HOXHIJION BO3pacT, OKUPEHHE, XPOHUUYECKYI0 00-
JIe3Hb NOYEK, IeYEHOYHYIO HEAOCTATOYHOCTb, IIPH-
&M onpeieIEHHBIX JIEKapCTBEHHBIX Mpenaparos [4].
OnHako HEOOXOAMMOCTh TIOHMMaHUS CyTH MaTOJIO-
TUH U €€ BBISBICHHS (C y4€TOM JOBOJIBHO HU3KUX
3aTpar Ha JieueHHe U MPOPUIAKTUKY MOCIEACTBUI
nedunura BuTamMuHa D) — Haumydmuii apryMeHT
IUIs1 pacpocTpaHeHus: HHYOPMAIUHU CPEIH Bpadeit
Pa3IHYHBIX CHEUANTBHOCTEH.
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