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MbiweyHas guctpodus OiowenHa (MAJ) npencrasnset coboit X-cLuenneHHoe peLeccuBHoe ereHepaTriBHOE HePBHO-MbILLIEYHOE PacCTPon-
CTBO, XapaKTepu3aylolleecs HapylleHnem cuHTe3a 6enka anctpoduHa. bonbHble ML MMEOT NOBbIWEHHBI PUCK Pa3BUTKA OCTEOMNOPO3a,
nepesioMoB TPyOUaTbIX KOCTEN 1 MO3BOHKOB, 3a4acTylo BO3HMKAIOT MOBeeHYECKNe U KOTHUTVBHbIE paccTpoicTea. ButamuH D (BJ]) pekomeH-
OyloT npuHumatb npu MM, T.K. B page nccnegoBaHuid NokasaH ero aedpuuunr.

Lienb faHHOW paboTbl — KOHCONUAALMA AaHHbIX ONYOIMKOBaHHBIX McCeaoBaHuii o geduuute By 6onbHbix M, €ro BNUAHWM Ha pa3Butue
conyTcTByowmx MAJ} KOMOPOVAHBIX COCTOAHUI KOCTHO-MbILLEYHOW, SHAOKPVHHON 1 HepBHOI cucTeMm. [ogaepKaHue ONTUManbHOMO YPOBHS
B npv Ml nONOXMTENbHO BAUSIET Ha TeUEHMe 3a601eBaHMNSA U KQUeCTBO XIM3HM 60bHbIX. OCHOBHbIE KIMHUYECKME pe3yfbTaTbl yCTPaHEHNA
nedvumta B[l — npepynpexaeHue passButua octeonoposa (0cobeHHO nocie Havyana npriema rioKOKOPTUKOUAOB), NepesioMoB TpybuaTbIx
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Duchenne muscular dystrophy (DMD) is an X-linked recessive degenerative neuromuscular disorder due to a deficiency of dystrophin protein.
This protein is most common in skeletal and cardiac muscles, to a lesser extent in smooth muscles and the brain. With DMD, progressive
damage and muscle degeneration, a delay in motor development, and respiratory cardiac disorders are progressing. Patients with DMD have
an increased risk of developing osteoporosis, fractures of the tubular bones and vertebrae, and neurocognitive impairment. Vitamin D is
recommended prophylactically for DMD since many studies have shown its deficiency.

The purpose of this work is to consolidate the literature data on the vitamin D deficiency in DMD patients and its effects on the development
of concurrent comorbid conditions of the musculoskeletal, endocrine, and nervous systems.

The authors discuss data concerning the appropriate level of vitamin D throughout the life span of DMD has a positive effect on the course
of the disease patients’ quality of life ends. Primary clinical outcomes of vitamin D normalization include prevention of the development
of osteoporosis (especially after the start of steroid therapy), fractures of the tubular bones and vertebrae, prolonged ability to walk, more
effective treatment with bisphosphonates, including a decrease in the number of complications during initial use and lower jaw necrosis,
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positive effect on the expression of autistic spectrum symptoms. For patients with long-term steroid therapy, metabolic and liver disorders,
calcidiol could be used, allowing quick deficiency compensation instead of standard vitamin D preparations.

Keywords: Duchenne muscular dystrophy; vitamin D deficiency; bone mineral density; calcium; fractures; glucocorticoid; osteoporosis; au-
tism; bisphosphonates; calcitriol; cholecalciferol; ergocalciferol; calcidiol; review
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BBepeHune

Mpeimeynast nuctpodust Jdiomenna (M/1) mpencras-
JISIeT co00it X-CIIeTUICHHOE PEIIECCUBHOE IeTeHEPATUBHOE
HEPBHO-MBIIIIEYHOE PACCTPOMCTBO, XapaKTepU3YIOIIee-
cs HapyIIeHWeM CHHTe3a Oejika OTUCTPOdUHA B MBIIIIIAX
[1, 2]. AuctpocduH, KpymHEII (427 k/a) 0emoK, aKcmpec-
CHpYyeTCsS MPEUMYIIECTBEHHO B CKEJICTHBIX M CEpACUHON
MBIIIIAX, B MCHBIIICH CTEIIEHW — B TJAAKUX MBIIIIAX.
EnmHcTBeHHAST HEMBIIIIEYHAsI TKaHb, KOTOpast SKCIIPEeCCH-
pyeT nuctpoduH, — MO3T, TIe ero KOJIUYeCTBO COCTaBIIsI-
eT 10% OT ypoBHsI B CKeJIETHBIX MbIIILAX [3].

ITpu MJ1/1 HaGromaroTCsl Mporpeccupyloliee MoBpexK-
JIEHHE 1 IeTeHepaLvs MBIIII, 3a1epKKa MOTOPHOTO Pa3BH-
THSI, IIPOTPECCUPOBAHNEC CEPICUHOM M ITbIXaTeJTbHOM HElO-
cratrouyHocTd. bonbHbie M/I/] MMeIOT MOBBILLIEHHBI PUCK
pPa3BUTHSI OCTEOIIOPO3a, IEPEIOMOB TpPYyOJaThIX KOCTEH
1 TI0O3BOHKOB, YTO OKa3bIBaeT CYIIECCTBEHHOE BIMSHHE Ha
MX MOOMJIBHOCTD M Ka4eCTBO XM3HU [4—6]. [TomMmrmo mMuo-
IMaTUM, Y OOJIPHBIX 3aYacTyl0 BO3HUKAIOT ITOBEICHYCCKIC
1 KOTHUTUBHBIC HapylneHus. /1o TpeTh malreHTOB UMEIOT
CHIXEHHBIN MHTEIJIEKT U IPOo0JIeMBI ¢ 00yueHreM [3].

Buramuu D (B/l) mpodwmrakrnaeckn Ha3HAYAOT IIPU
M/I/I xak yacTb CTaHOAPTHOI Tepanuu [2], T.K. B pse uc-
clIeOBaHUI TTOKAa3aH ero BbIpaXeHHBINH meduuut [7—9].
B mocnemnme pecsitiiietdss cOPMHUPOBAHO IIPEIACTaB-
neHue o B/l kak o mporopmMoHe, KOTOPHI B OpraHU3Me
MEeTa0OIM3UPYETCSI B aKTUBHBINM CTepOMTHBINA D-ropMoH.
OH He TOJIBKO PeryIupyeT 0OMEH KaJIbIIMsI, HO TaKXe CTH-
MYJIIPYET 3KCIIPECCHIO BHYTPUSIIEPHBIX OCIKOB, B3aUMO-
nerictByronux ¢ reHomHou JIHK, 1 yuacTByer B ee ctabu-
JIN3alU1, THUIIMALINY KCIIPECCUM TeHOB M CUHTE3¢ OeJI-
koB [10, 11]. Hedumut B/l 0OyciioBIuBaeT ero N3BeCTHBII
KaJbLIHEeMUYECKH 2 GHEKT, a TaKXKe CIEKTP TUICHOTPOII-
HBIX 3¢ PEKTOB, KOTOPbIE HHTCHCUBHO M3y4alOTCS.

Ieab 1aHHOIT pabOTH — KOHCOIMIAIMS JAHHBIX OITY-
OJIMKOBAaHHBIX MccienoBaHuii o nepunute B/l y 60J1bHBIX
MJ1/I, ero BIUSTHUM Ha pa3BUTUE COMYyTCTBYtommx MJIJI
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ITounck muTepaTyphl O KITIOYEBBIM CJIOBAM OBLI IIPO-
Ben€H 1o 6a3aM Scopus, Web of Science, MedLine, Global
Health, CyberLeninka.

3HIIO-

UcToYHNKN n meTabonusm ButammHa D

TepmuH «ButamMuH D» clleyeT OTHOCUTD K 3pTOKallb-
uuepony (ButamuH D)) m xonmekanbuubeposy/Kose-
Kanbuudepony (Buramun D,). Bripabotka Butamuna D,
B KOX€ 3aBHCUT OT MHTCHCHUBHOCTH COJTHEYHOTO M3JTyde-
HUS W, COOTBETCTBCHHO, OT Teorpam4ecKOil IMMPOTEHI,
BpPEMEHHU TOIa, BPEMEHM CYTOK, a TaKKe OT O0JaYHOCTH
¥ cTeNeHu 3arpsa3HeHus Bo3ayxa [12]. ConmHeuHoe o0myde-
HUE B 3UMHUIA TIeproJ Ha TeorpaMIecKnX MUPOTaX BbI-
mre 33° (mpakTuaecKu BCsI TeppuTopus Poccnm) He Bemer
K BbIpaboTKe BuTamuHa D, B xoxe [13].

B omnuue or Butamuna D,, yenoBeueckuii opraHusm
He NPOU3BOAMT BUTaMUH D,, a mosry4aer ero u3 npoaykToB
IMUTAaHMST PACTUTEIFHOTO IIPOUCXOXKICHNS (3IaKOBBIE pac-
TEHUsI, pEIONI XHpP, CIMBOYHOE MACJI0, MOJIOKO, SMIHBIN
XKenTok). [Ipy moCcTyIIeHN B OPTaHU3M 3pToKalbIde-
pojila B KOJIMYECTBE, MPEBBIIIAIONMIEM (QH3HOIOTMICCKYIO
NOTPeOHOCTh, «IMIIHWI» BUTaMMH D, nenonupyercs
B >KUPOBOM TKAHW M MOXET COXPAHSITHCA TaM HECKOJIBKO
MecsmeB. Ha 3ToM 0CHOBaHBI HEKOTOPBIE CXEMBI ITPOhH-
JIAKTAKY ¥ JICYCHHS €T0 Te(pUIINTa, KOTIa SpToKaIbIIde-
pOJI BBOOUTCS B OOIBINON mo3e 1 pa3 B Hemelo, B MECSIT
wm gaxe B 6 mec [12, 14].

Buramunbl D, u D, MUIneBoro mMponucxoXaeHuUs Bca-
CBIBAIOTCSI U3 KUIIICYHNKA U TIOMANal0T B KPOBOTOK B CO-
enruHeHuu ¢ BJI-cBsi3biBaloliuM O€JIKOM M JIMOO OTKJIA-
IBIBAIOTCSI B XMPOBOI TKAaHU, XPaHITCSI TaM U BEICBO-
00XJaloTCsI 0 Mepe HEeOoOXOOUMOCTH, JUOO II0IamaroT
B TIEYCHb W TIOOBEPraloTCs THUAPOKCIIMPOBAHHUIO C 00-
pazoBaHMeM 25-TUAPOKCHBATAMMHA D, MM KaabLMINO-
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na (D(25-OH)). B nmoukax KaipIuanuoa TpaHCHOpMUpPY-
ercd B 1,25-muruapokcuButaMuH D, MM KaabLIMTPUOI
(1,25(0OH)2D), conep:xaHue KOTOPOTO B OPTaHU3ME PETy-
JIMpyeTCcs 0YeHb XKECTKO, 1 ero Ipuoim3uTeabHo B 1000 pa3
menble, yuem 25(OH)D. 1,25(0OH)2D umeet HU3KOE CpoI-
cTBO K BJ/I-cBsi3bIBaolleMy O€JIKYy, HO BEICOKOE — K sIIep-
HoMmy peuentopy BJI, KoTopslit TipencTaBieH BO MHOTI'MX
TKaHgx [12, 15].

Cunres 1,25(OH)2D ctumynupyeT napatupeougHbIi
TOPMOH, KPOME€ TOTO, €T0 MOBBIIICHUE ITPOUCXOIUT TIPU
TUTIOKaJIbLIMeMun 1 ruriodocdaremun. Y, Haoboport, 00-
pazoBanue 1,25(OH)2D nonmapsieTcst Ipu BBICOKOM KOH-
LEHTpallM KanbLus U pocdopa u onocpesoBaHHO — MPHU
MOJABJIEHMN CUHTE3A ITapaTropMoHa [16].

HepgoctatouHocTb 1 gepuunTt ButamnHa D

Hedwumur B/l ompenesnsiercss Ipyu 3HAYEHMSIX B KPO-
Bu 25(OH)D menee 20 ur/mn (50 amonb/n). Cuuraercs,
yto ypoBHU 20—30 Hr/mi (50—75 HMOJIB/J) TOJKHEI pac-
LIEHMBAThCS KaK «HeaocTaTouyHoCTh» BJI [14, 17].

BonbImMHCTBO  MEXTYHApPOIHBIX 3HIOKPUHOJIOTH-
YECKMX OOINECTB, B TOM YMCIIe DHIOKPUHOJOTMYECKOE
obmectBo (CIIIA), a TakKe MHBIE OpraHM3allMy, KOTO-
pble 3aHMMAIOTCSI BOIIPOCAMHU 3MOPOBbS KOCTEH, CYUTAIOT
koHueHtpauuw 25(0OH)D Bbime 30 Hr/Ma MUHUMAaIBHO
HEOOXOAMMOM ISl 3MOPOBbS OpraHM3Ma 4YejoBeka. Drta
BEeJIMUMHA TaKKe ObLIa OIpee/ieHa KaK HUXKHSIST TpaHMUIIA
onrtuManabHOM KoHIeHTparuu 25(OH)D B pekomeHnarm-
sx ms LenrpansHoii EBporner (2013 1.) [14].

OrnpeneneHbl CIeayoIIe 3K30TeHHBIE U SHIOTCHHBIC
MPUIMHBI BOSHUKHOBEHUS HENOCTATOYHOCTH U Ne(hUITNTA
B [18]:

* YMEHBIIIEHNE YPOBHS MHCOJISIINM;

* HapymieHue (OTOCHUHTE3a B KOXKE;

* HeaIleKBaTHOE MUTAaHUE;

* HapyIlIeHUE BCACHIBAHMS B KUIIICYHUKE;

* HapylleHue npeBpaiieHus: B/l B akTuBHbIe MeTa0O-
JIUTHI BCJIEICTBYE TICYCHOYHOM WIIM TIOYEYHOM HEIOCTaTOU-
HOCTH;

* YCTOMYUBOCTh K OMOJIOTUUYECKOMY JEWCTBUIO
1,25(0H)2D;

* YCKOpeHHas MHaKTuBausg Metadbonutos Bl (6apou-
TypaThbl, PEHUTONH U PUGAMITULIVIH);

* MEIMKAMEHTHI: IIPOTUBOCYIOPOKHBIE ITPENapaThl, CU-
creMHBIe TmokokopTukounsl (I'K), keTokoHa30:1, aHTHpe -
TPOBUPYCHBIE TIPETIapaThl.

Huskuit ypoBeHb 3HI0reHHOro cuHTe3a BI B Koxe u He-
JMOCTAaTOYHOE €T0 MOCTYIICHUE ¢ TUIIEH BeIeT K CHIDKECHUIO
cBIBOpoTOYHOTO YpoBHS 25(OH)D, B pe3dynbraTe BO3HMKAET
TUTIOKAJIBLIMEMUSI, TIPM 3TOM YpOBeHb ocdopa ocraeTcs
HopMmasibHBIM [19]. [To Mepe manbHeIero CHIKEHUS YPOB-
Ha 25(OH)D mnsa nmommepkaHuss HOPMaJIbHO KOHIICHTpA-
mn Ca?" B KpOBM 3aITyCKAaeTCs] CMHTE3 apaTUPEOMIHOrO
TOPMOHA, KOTOPBII ITOBBIIIIAET €T0 YPOBEHb B KPOBU 3a CUET
JEMUHEPATIM3ALIMU KOCTEN Y ONHOBPEMEHHO YMEHBLLAET pe-
abcopbumio (pocopa B IMOYKAX, B pe3yIbTaTe Yero YpOBEHb
docdopa B kpoBu cHikaercs [16, 19, 20].
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ITpu ypoBre 25(OH)D Menee 20 ur/min (50 HMOb/T)
y IeTeil MPOUCXOIUT MEKOMIICHCAIIUS MEXaHU3MOB ITOMI-
JIepxXaHus HopMaiabHoro yposHst Ca?>" B kposu. PasBuBa-
eTCS TUITOKAJIbLMeMUsi, TurodocdaremMusi, 3HAYUTEITHLHO
MOBHIIIAETCSI YPOBEHb IIEJIOUYHOM (pocdarasbl B KPOBHU,
TIOSIBJISTIOTCSI TIPU3HAKU IeMUHepaau3alnu Kocteir [12],
B pe3yJIbTaTe HapyllaeTcs OnopHast GyHKIIUS KOCTEH U 10~
BBILLIAETCSI PUCK TIepeoMoB [5]. ¥V meTeii ¢ BhIpaxkeHHbIM
nedunmtoM B/l oTMeuaroTcs 3agepkka MOTOPHOTO pPa3BU-
THSI, pocTa, AedopMaliuy KocTeli, 001 B MBIIIIAX M KO-
crax [12, 21]. IIpu ypoBHe 25(OH)D menee 40 HMONb/1
MOTYT MOSIBIISITCS] PEHTTCHOJIOTMIECKIE TIPU3HAKU OCTEO-
Massumm [16].

B rucromopdoMeTprueckoM HCCISIOBAaHUM KOCT-
HBIX OMONTAaTOB 675 4YeENOBEK IMOBPEXIEHUS, Xapak-
TepHBIC IS OCTCOMAJISIIIUM, BBISIBICHBI IIPU 3HAYCHM-
sx 25(OH)D 21-29 ur/mi. IToBpexXneHUSI OTCYTCTBO-
BaJIM y JINII, B OmonTaTax KoTopsix 3HadyeHUs1 25(OH)D
npesbimanau 30 Hr/ma [22].

Knuanueckue cumnromsl nepunmra B moryt Bo3-
HUKaTbh WJIM OTCYTCTBOBATh KaK B 00Jiee BHICOKUX (Iedu-
LIUT), TaK ¥ B OoJiee HU3KUX (TSDKEIbIN OeUIInT) Tuarma-
3oHax KoHueHTpamuii 25(OH)D (<10—20 u 0—10 \r/™Mn
COOTBETCTBEHHO), UTO MOXET OBITh CBSI3aHO C MHIVUBUIIY-
aJIbHOM YyBCTBUTEJIBHOCTBIO K ypoBHIO BJI, mpomomkum-
TEJIbHOCTBIO Te(UIINTA, a TAKXKE C COCTOSTHUEM MUHEPAJIb-
HOTo 0OMeHa, BKJIIo4ast MoTpedyieHne Kanbuus [14].

Aedununt BuTammuHa D npn MAL

B kauecTBe OTIpaBHON TOUKMU OIpeAeacHUs] Cepbe3-
HocTH TTpobJieMsl aeduiuta BJI mpu M1/ mpuBeneM naH-
HBIC PETPOCIIEKTUBHOIO MCCJIEIOBAHUS, TIPEICTABICHHBIC
Q. Bian u coasr. [7], B KOTOpOM aBTOpbI CPaBHUBAJIN YPOB-
HU ceiBopoTouHOTo 25(OH)D B Tpex meamnaTpuyecKmx Ko-
ropTax C TsSKeJIbIMA CUCTEeMHBbIMU mnartojiorusimu: MJIJI,
cucteMHOM KpacHoi Bomyankoii (CKB) m HecoBepieH-
HbeIM octeoreHe3oM (HO). Bribop Ho30m0TMIT M1t cpaB-
HEHUS aBTOPHI 00BICHSIOT TeM, uTo ipu CKB manuentam
JIOCTaTOYHO 4acTto HaszHavatoT 'K, Torma kak mauueHTbl
¢ HO umeror aHanornyHble peKOMEHIALMH IO MPUEMY
Bl ¢ uenbio nmommepxkaHUsI MPOYHOCTU KOCTHOM TKaHU,
a yacTtb 60sbHBIX ¢ HO MMeloT nmpobJieMbl ¢ XOXISHUEM.
Bo Bcex Tpex kKoroprax npoduaakTuiyecku HazHauaoT B/]
KakK 4acTb CTaHAapTHOI Tepanuu [7]. B pabore nbiTaauch
BBISICHUTD, YTO UMEHHO OKa3bIBaJI0 HANOOJIbIIEE BIMSHIC
Ha coxepxaHue cbiBopoToyHoro 25(OH)D: aHTporome-
TpUYECKHE NAaHHBIE OOJIBHBIX, MX CIIOCOOHOCTh XOIUTH
Wwiv Ho3ojorusi. Ha MoMmeHT cbopa JaHHBIX MOAABJSIIO-
mee 6oabnHCTBO (~80%) uccaenyembix ¢ M u CKB
nnutenbHo npuHuManu 'K, Takoii ke mpoLeHT 00JIbHBIX
¢ HO mpoxomun teparmio 6uchocdoHaramu. bonbHbIe
M/ u ¢ HO npeuMyIiieCTBEHHO MOTJIM XOIUTh, CPETHUI
Bo3pacT — 9—10 nerT.

PesynbraThl uccnenoBaHus BbIIBUIM geduunt BT
(<50 HEMOITB/1T) Y 3HAYMTEIIBHO OOIBIIETO TIPOIICHTA AeTei
¢ M — 25%, Torma kaxk B rpymne ¢ HO Takux 60JbHBIX
6bL10 Beero 10%, a B rpynie ¢ CKB — 14%. DTu naHHbIe
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COIJIaCyIOTCSI C pe3yJibTaTaMH 0oJyiee paHHUX MCCIIeIOBa-
HUI, B KOTOpbIX nedunuut BJl Habmomanu y 35% GObHBIX
MIJ [8, 23].

CpenHue 3HaY€HUS YPOBHS ChiBOpoTodHOro 25(0OH)
D B xoropre M/IJI Takke ObLIM TOCTOBEPHO HUXE, He-
CMOTps Ha 0oJice BRICOKME Ha3HaYaeMble KOPPEKTUPYIO-
mue 103sl (~1700 ME ipu MJIJ1 mpotus ~700 ME mpu
HO). ABTopnl yKa3pIBalOT Ha TO, 4TO y OOJBHBIX M/IJI
pe3yabTaThl KOPPEKTUPYIOIIEH Teparuy, HeCMOTPsS Ha
0oJiee BICOKME BOCIIOJHSIOLIME 103bl, ObLIN CYILIECTBEH-
Ho Huxe [7]. Tem He MeHee, BocnoJiHsOLIMA puem BJ]
6oabHbIMU MJIJI mpuBoAua K KOPpPEeKLUU YPOBHSI Chl-
BopoTouHoro 25(OH)D. BrisiBaeHa Koppenassuus MexXmy
HEOOXOIMMOCTBIO TIpYeMa BOCITOJHSIoINX 103 B/l 1 Ho-
3onorueit (MJIIJ1), IpOmOJIKUTEIHFHOCTBIO 3a00IeBaHUS
1 Maccoil 6osibHOTO. YTO KacaeTcs BOBJI€YEHUSI OOMEHA
Ca?*, To y Bcex uccieayeMbIX BO BCeX KOropTax ero 3Ha-
YeHUs] HaXONWINCh B Tipeneiax HoOpMbl [8]. Eme omwH
HEOXHUIAHHBIM M KPUTHMYECKU BaXXHBIN PE3yIbTaT HC-
clienoBaHusl — nauueHTol ¢ MJIJI umMenn HauMeHbIIYIO0
MHHEpaIbHYIO TUIOTHOCTH KocTu (MITK) mo cpaBHeHUIO
He ToabKo rpynmnoii ¢ CKB, Ho u rpynmoit ¢ HO Toro ke
BO3pacTa, 1 OHAa YMeHblllajach ¢ Bo3pacTom [7].

Koppekuusa gepuynta Butamuda D npn MAJ4

BaxkHble pe3ynbTathl 110 Koppekiuu aedumra BJI mo-
JIy4eHBI B IIPOCIIEKTUBHOM UccienoBaHnu B Utanmmm rpym-
noit M. L. Bianchi u coaBr. [24]. B TeueHue 3 neT aBTOpHI N3-
y4aJii BO3MOXHOCTh BocoTHeHU aeduunTa B/ kanbum-
nrojoM (25-tunpoxcuxoiekanbidepon wim 25(0H)D)
B mo3e 0,8 MKI/KT B CyTKM (3KBUBAJICHTHO MPUOJIN3N-
tesbHO 32 ME/Kr B cytku) ¢ KoHTposeM Ca?* rmyTém Kop-
PEKILIMU OVETHI Y BIMSIHUAC TAKOTO JICYCHMST HA COCTOSTHIE
KOCTHOI cucTeMbl AeTeit 1 moapocTtkoB ¢ MJIJI.

Bre16op 25(OH)D aBTOpBI 00BSICHSIIN OBICTPOTOM €T0
BCACBhIBaHUSI, CTAOMJIBHBIM YPOBHEM B KPOBM, MCKITIOUE-
HHEM 3Tara GepMEeHTaTUBHOM aKTUBAIIMK TIPEOIICCTBEH-
HUKOB B IIEYCHMU. DTO CYIIECTBEHHO MJIS IETEH, yKe TIpH-
HuMamoomux apyrue npenapatel (I'K, mHrnéuropsr mpo-
TOHHOI mNOMITBI M [3-0JI0KaTOpbl), MeTabOIM3UpyEeMBbIC
B rtieueHu cuctemoii CYP (P450), koTopast yaacTByeT B TOM
quciie B THApoKcuaposanuu D,u D,

Koppekiust comepxanuss Ca’* ocyliecTBisiach Iy-
TEM BKJIIOYCHUSI B TUETY IPOAYKTOB, OOTaThIX KaJbIIMEM
(1236 % 215 mr/cytku). M3BectHO, uto conu Ca?* mioxo
MePEHOCSITCS MEeThbMU (B3MyTHE XWBOTA, OOJb, 3aIlOPHI,
nuapesi), B TO BpeMsI KaK IUeTa C BBICOKMM COACpKaHUEM
Ca’", ocHOBaHHas1 Ha MOJIOYHBIX MMPOAYKTaX, o0ecrieyrBa-
€T JOCTATOYHOE CyTOuHOe moTpedienue Ca’t ¢ mpomyKra-
MM uTaHus. [IpucyTcTBre B pallmoHe He MeHee 3 TTOpLMii
MOJIOUYHBIX TIPOIYKTOB B JI€Hb MOXET IMPUHECTH KOCTHOM
TKaHU HamOosblyio moab3y [17, 24—26]. K omHoit 1mop-
LIMA MOKHO OoTHecTH, Hanpumep, 30 T coipa, 100 T TBOpo-
ra, 150 r itorypta, 200 M1 Mosioka (B 1 cTakaHe MOJIOKa CO-
nepxutcs 240 Mr KajabLus).

B TeueHume mepBoro roma McCaeHOBAaHMS ITAIIMECHTHI
MOJIy4YaJIu TOJIbKO oborauieHHyo Ca?t nuety 6e3 B/, uro
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npuselio K ymeHblneHuo MIIK ucneityembix. B crnemyro-
e 2 roga OOMOJHUTEIbHO K oboraiieHuto auetbl Ca?t
IIPOBOIMJIN TEPAITHIO KaTbIUANOIOM. OCHOBHBIC PE3Yib-
TaThl IBYXJICTHETO MCCIICAOBAHUS: yCTpaHEHNUE AeUIINTA
U HexoctatouHocTu BJl, HopManau3auusi CBIBOPOTOYHBIX
MapKE€pOB KOCTHOI pe3opOLuU, MapaTUPEOUTHOTO TOp-
MOHa, yBeJInyeHue, a He ymeHblueHrue MIIK no pe3ynbra-
TaM JIBYSHEPreTUUYeCKOM PeHTreHOBCKOU abcopOLMOMET-
pUH, COKpAIIICHNE B Pa3bl KOJIMYECTBA IIEPEIOMOB KOHEU-
HOCTEl, HM OJHOTO mepeioMa Mmo3BoHKa [24]. OTMeueHbl
HE TOJIPKO TTOJIOKUTEIbHBIC PEe3yIbTaThl — B XOIE MCCIIC-
IOBaHUS Y BCEX MCITBITYEMBIX HaOII0AAIOCH TIPOrPECCHUB-
HO€ CHIDKEHUE IBUTATEJIbHBIX CITOCOOHOCTEHl B COOTBET-
CTBUU C OXHMIACMbBIM TeUeHUEM 00JIe3HN. MBIIIeUyHasT CH-
JIa TaKKe MIOCTeTICHHO CHIKAJIaCh, B OCHOBHOM B HMKHMX
KOHEYHOCTSIX.

K HacTosiiieMy MOMEHTY HET €IMHOTO MHEHUS O TOM,
KaKUMM [OJKHBI OBITH KOppeKTupylolue no3bl B/l mis
BoCIIOJIHeHUsI ero nedunmra npu MIJI. B paboTe kaHan-
ckux uccienosateneit Q. Bian u coasr. [3], roe aHanMM3M-
pOBai PETPOCIEKTUBHBIC MTaHHBIC, KOPPEKTUPYIOIIYIO
tepanuio B mpun MJ1J1 ocymectBnsiau B go3ax ~1700 ME
€XEeIHEBHO. B Ipyrom peTpoCneKTUBHOM UCCIENOBAHUM,
npoBeaeHHOM B BenukoOputanum N. Alshaikh u coaBT.
[23], cpaBHMBanU KoppekTupymoime 1036l B/ y Manbum-
KoB ¢ MJI/I, mprHUMAIOIIUX U HE TIPUHUMAIOLIMX CTEPOU -
IIbl. ABTOPBI TOKa3ajI, YTO BhIBeleHNe KOHIeHTpauuu B/I,
Ha ONTUMAJIbHBIN YPOBEHDb MTPAKTUIECKU Y BCEX IMaIlMeH-
T0B (84%) MOCTUTanoCh mocjae 3-MeCSIYHOM eXeaHEBHOI
teparmuu BJI, mozamu 6000 ME. C moHuXeHreM BOCITOJ-
Hstroreit 1o3el BJ1 10 3000 ME nuius 52% nauneHToB BbI-
XOIVJIY Ha ONITUMAJIbHBIN YPOBEHbD, a TIPYU CHIKCHUHN TO3BI
B no 800 ME ontuManbHBI ypOBEHb JOCTUTAJICS TOIBKO
y 22% GOJNbHBIX. ABTOPHI Ipeajaralor s obecredyeHust
onTtuManbHoro ypoBHs1 BJI mipu ero nedpuuure npu M
MPOBOAUTH BOCITOJIHSIOLIYIO Tepaluio B TeueHue 2—3 Mec
nmozamu 6000 ME, a 3aTeM repeBoaMTh MaleHTa Ha MO/ -
nepxuBatomuii pexkum 1000—1500 ME [23]. B uccnenona-
Husx F.M. Sertpoyraz u coasr. [9], neduniur BIl otmMeueH
y 96% 6oabHbIX M/I/T.

B Ta6a. 1 npuBeneHs! pekoMeHmauuy HarnmoHanbHO
CITy>KObI 3apaBoOXpaHeHUs BenukoOpuTaHMM 1O IMArHO-
CTHKE M KOPPEeKLMH AehUILINTa WM HeaocTaTouHoCcTH BJI
y 6ombHbIX ¢ M [2, 27]. IIpemiaraembie KOPPEKTHUPYIO-
111€ TO3bI U JAHHOM HO30JI0TMYECKOM IPYIIIIBI PA3JIMYHbIX
BO3pacTOB TOPA3[I0 BHIIIE IO CPABHEHUIO C OOIICIIONYJISI-
LIMOHHBIMM PEKOMEHIALIMSIMU M COITIACYIOTCSI C JaHHBIMU
N. Alshaikh u coasr. [23], 3aBucaT ot Hanmuus ['K-teparmmn.

Takxe nmokazaHa 3((HEeKTUBHOCTh BBICOKOIO3HOM Te-
panuu, TIipu KOTopoii ob1mas ieuedHas go3a B/ (300 000—
500 000 ME) BBomuTcst B TeueHue 1—4 mo3, XOTS OITH-
MaJIbHBIH TIPOTOKOJI ellie He pa3pabdoraH [28].

HaubGonee pacrnpocTpaHéHHBIM U PEKOMEHIYEeMbIM
ImpernapaToM ISl TPOMWIAKTUKA W JiedeHUST neduImra
B/l B Espone sBisietcsa xosnexanbuudepon (D,), B oTin-
yue ot CIIA, rie mmpoKo UCIOb3yeTcsl 3proKaibiude-
poxn (D,) [14].
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Ta6nuua 1. CogeprkaHue B[l B cbiIBOpOTKe KpOBIU U BapnaHTbl KOppeKuun Ao Hopmbl npu MAJ [27]
Table 1. Vitamin D (VD) content in blood serum and options for correction to normal in Duchenne muscular dystrophy (DMD) [27]

YpoBeHb Vposens B/I, HMoIb/T Bospact Bocnonuenune, ME TMonnepxusatonias tepanusi, ME
Level VD level, nmol/1 Age Replacement, U Maintenance therapy, [U
1=3u 1l mec 3000* 400—800*
Teduumr < 1-3 and 11 months
Deficit 4—18 et 6000 exxeTHEBHO B TeYeHUeE 3 1000
4—18 years Mec 6000 daily for 3 months
1-3u 11 mec 3000 400
HemocratouHocTs 30—50 1-3 and 11 months
Failure _
418 zer 3000 10001500
4—18 years
1-3u 11 mec Her maHHBIX Het maHHBIX
ANeKBaTHBII i 1-3 and 11 months Not data Not data
Adequate 4—18 ner Her nanHbIX Hert naHHbBIX
4—18 years Not data Not data
1-3m 11 mec He tpebyeTcst He tpebyetcst
ONTUMATBHO - 1-3 and 11 months Not required Not required
Optimally 4—18 et He tpebyercs He tpe6yercst
4—18 years Not required Not required

TIpumeuanue. * — BepXHsIsl 1034 [UIsI IETEM, MOMYYAOIINX CTEPOUIIBI UITH C TIOBBILIEHHBIM PHCKOM MEPETOMOB. YMEHBIIUTh 103bI TPU OTCYTCTBUM TEPAITK CTEPOUTAMHU.
Note. * — the upper dose for children receiving steroids or with the increased risk of fractures. Reduce doses in the absence of steroid therapy.

25(OH)D pekomenayetcs ajs Tepanuu nepunura B
y MallMeHTOB C HapylIeHUEM €ro MeTaboJM3Ma B MeYeHU
(Ipy  XpOHMYECKUX 3a00JIeBaHUSIX ITEYCHU, XOJIecTase,
nnutenbHor Tepanuu 'K 1 mpoTMBOCYIOPOKHBIMU TIpe-
napatamu) [14]. Ilo pe3ynabrataM NpPUBEIEHHBIX BBILIE
KJIMHUYECKUX TMPOCIIEKTUBHBIX HMccaenoBaHuii [24], ato
Takxe TpenapaT BeiOopa 1151 00abHbIX MJIJI Ha nuTenb-
Hoit 'K-Tepanuu, ¢ u30LITOUHBIM BECOM, IMA0ETOM, ITPO-
GJIeMaMH C TICUCHbBIO U TTOYKAMM.

B HeckonbKuX MCClIenI0BaHUSIX, TOCBSIIIEHHBIX OMO-
noctyrmHocTu BJI, moka3zaHO CXOICTBO €ro pa3HbIX JeKap-
CTBEHHBIX (hOpM (MaCJISTHBINM/CITMPTOBOI pacTBOP, MOPO-
IIIOK), XOTs Y MallMeHTOB ¢ MaJbabCcopOIueil KUPOB UC-
MOJIb30BaHUE CITMPTOBBIX PACTBOPOB M ITOPOIIKOB 00Jjce
3 HEKTUBHO U MPEINOUYTUTEIBHO [12].

Cnyyau miepeno3upoBku B/l ¢ pa3ButueM ToKcUue-
ckux 3 dekToB KpaitHe penku: ypoBeHb 25(OH)D B kpo-
BU JTOJDKEH OBbITh BhIIe 250 HMOJB/J, a IO HEKOTOPHIM
naHHbIM, gaxe Bbime 500—750 HMoJb/A, YTOOBI pa3BU-
JIUCh ToKcuueckue peakuuu [29]. OcHOBHOII TOKCUYE-
ckuii apdpekt Bl — runepkanbiyemusi. [1possieHusMu
runepBuTaMrHo3a BJI MoryT OBITh CHMIKEHUE alIeTUTa,
MmoTepsl Beca, 00U B KMBOTE, pBOTA, 3aIlop, IMOJUYPUSI,
TMOJUIUTICYSI, apTepyuaibHasl TUNIEPTeH3UsI, apUTMUU, He-
dposnTHa3 U MoYeyHast HeloCTaTOUHOCTh [29—31].

B Hactosiiee BpemMsi He peKomeHnyeTcs npueM BJI
B BUJIe KOMOWHALIWM, colepKalleil KaJblIni WU BUTAMUH
K2 (MK7) wnn ux coueranue. DpGhEeKTUBHOCTh OTHO-
BpeMeHHoro TpueMa ButamuHa K2 u BJI kak ¢dakropa,
MpeaoTBpallaloIero KaJbliM(PUKAIIMIO COCYI0B U MSTKUX
TKaHel, a TaKXKe MOBBIIIAIONIETO MUHEPAIN3alI0 KOCTEI,
He nokasaHa. B/l He ciemyeT mpMHUMAaTh BMECTE C 3¢pHO-
BBIMU KYJIBTYPaMH C BBICOKMM COIEPXKaHUEM KJIeTYaTKU
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(oBcsIHKa M OTpYOM), CpeaCTBaMU, IIPEISATCTBYIOIIMMU
BCAChIBAHUIO XETUYHBIX KMCJIOT M XOJIECTEPUHA B KUIIICY -
HMKE (KOJIeCTUPAMMH), CJIAOMTEIbHBIMU WM CPEICTBAMU,
pasmsryarommumu ctyn [32].

ButamuH [1, KanbLuii 1 KOCTHbIN MeTabonnsm

OCHOBHOI KaJbLMeMUUeCKUI 3 (HEKT KaabLUTPUO-
Jla — ToBbIIeHYe BcachiBaHUst Ca’" B TOHKOM KHIICUHUKE,
obecrieueHue repeHoca Ca’* MPOTHB TPagUeHTa KOHIIEH-
TpallMM M3 3HTEPOLIMTOB B IUIa3My KpoBu. Kanbluii He-
00XOIUM JUIsS COKPAILEHUS] MBIIIIEYHBIX BOJIOKOH, BHYTPU -
KJIETOYHOTO TpaduKa 1 9K30LMTO3a BE3UKYJT (BKITIOYast CU-
HaNTU4YeCKUe My3bIpbKu). OH SIBJISIETCS BHYTPUKIETOYHBIM
MTOCPEAHUKOM JIJISI MHOTHUX CUTHAJIbHBIX COSMMHEHMIA, yJa-
CTBYET B ITpolieccax AeaeHus u anornro3a [18]. KonueHrpa-
uust Ca?* B KpOBU MOMAEPXKUBACTCS HA TOCTOSTHHOM YPOBHE
C BBICOKOI TOYHOCTBIO 3a CUET ACMCTBUS psida TOPMOHOB,
HanboJjiee 3HAYMMBIMU 13 KOTOPBIX SIBJISIIOTCS TapaTrop-
MOH, KaJIbLIMTOHUH U TopMOHaJibHas (opma B/ (kanbuu-
TpUOJ). B TOHKOM KHUIIIEYHUKE KaJbIIUTPUOJ ITOBHIIIAET
BcackiBanue Ca?* (¢ 10—15 mo 30—40%) u docdopa (¢ 50—
60 mo 80%), a Takke ycuiamBaeT peabcopOLmio dhochaToB
B ITOYKaX, B KOCTHOI TKaHK CTUMYJIMPYET CO3PEBaHUE OCTE-
00J1acTOB B ocTeoKJIacThI [12, 13].

YV nanuenros ¢ M1/l HaOm0gaeTCsT JOBOJABHO CIIOXK-
Hasg B3aMMOCBA3b MeXIy rorpedieHneM Ca?" U1 KOCTHOM
Maccoif, MockoybKy JjedeHre 'K BBI3BIBaeT pe3opOIuio
KOCTH, BbIMBbIBasl KOCTHBII Ca’* B KpoBb. BhICOKMIi ypo-
BEHb B KPOBHU IPETISITCTBYET €0 MOC/IeAyIOIeMy BcachIBa-
HMIO B KullleyHrKe. OgHAKO ONTUMAJIbHOE MOTpeOIcHIe
Ca’" MOXeT 3aMeIIUTh PE30POLIMIO KOCTU U CITOCOOCTBO-
BaTh YJYUYIIEHUIO 310POBbSl KOCTEH Y MaJIbUuMKOB U IOM-
poctkoB ¢ MJIJI [24].
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B1 obnagaet cmocoOOHOCThIO HAMIPSIMYIO 1 OIOCPEH0-
BaHHO PETyJIMPOBaTh IMponudepannio, uddepeHIIPOBKY
1 CO3peBaHUE OCTEODIACTOB U OCTEOKIACTOB, PE30POIINIO
1 MUHepanIu3auuio KocTHoil TkaHu [18]. TIpennomaraer-
cs, uro 1,25(0OH)2D mocpencrBom peneritopa BJI ycn-
JINBAET IKCIIPECCUIO TEHOB, KOAUPYIOLIMX KOJJIAreH TH-
ma 1, OCTeOKaJIbILMH 1 OCTCOTIOHTUH, KOTOPHIE 3aITyCKaIOT
ocreoreHes. JleiictBue B/l Ha KOCTHBIN METa0O0JI13M OIIOC-
pemyeTcsl peleTOPHBIM aKTUBAaTOPOM CHUCTEMBI (paKTopa
tpancoykuuu NF-xB (RANK)/RANK-nuranm, otserct-
BEHHBIM 3a OCTeokjactoreHes [14]. Drta mociaegoBarTeib-
HOCTh METa0OJIMYECKUX MPOLIECCOB PacKpPhIBAET CIIOCO0-
HocTh BJI oka3biBaTh Kak aHaboJIM4YecKoe, Tak U KaTtabo-
JINYEeCKOE BO3ACHCTBHE Ha KOCTHYIO TKaHb [18]. Ha doHe
HU3Koro ypoBHst Ca?" B KpoBM, HE3aBUCHMO OT ITPUYUHBI,
komruiekc 1,25(0OH)2D—penenrop B/I 3ammyckaeT pe3opo-
LIMIO KOCTHOM TKaHM IS ToaaepXaHus romeocraza Ca?*
[18]. OnHako Ha hoHe HOpMaTbHOTO ypoBHS Ca’* B KpoBu
Bl perynupyeTr ocTeoreHe3 OINoCpeaoBaHHO 4Yepe3 BIUsI-
Hue Ha BcachkiBanme Ca’" B KMIIEYHUKE U PeadbCcopOLIMIo
B IOYKAX, YTO 00eCIeYnBaeT MoaaepKaHue HOpMaJIbHOTO
ypoBHs1 Ca?* B chIBOpoTKe KpoBH. Ellle OZHMM BaXXHBIM
MMPOKATBINEMIYECKUM AEHCTBHEM KaJbLIMTPUOJIA, TIPU-
BOJSIIIIUM K YBEJIMYEHUIO KOHILIEHTPALIMU Kanblius 1 dhoc-
(aToB B KpOBH, SIBJISIETCSI MHTMOMPOBAHME CEKPEIIMH IT1a-
patupeougHOro ropmMoHa [13].

BaxHo, uro aHTupe3opoTuBHOE AeiictBue BJI ocyiect-
BJISIETCS TOJTBKO B IIPUCYTCTBUU JOCTAaTOYHOTO KOJIMYECTBA
Ca”" B ycBamBaeMoit (popme. J1Jtst mernaTpmyecKoii KOropThl
60abHBIX M1/ 3TO 03HauYaeT 00s13aTEIbHOCTD KOPPEKTHOM
HYTPUTUBHOMN MOAAEPKKM KAJbLXEM IIPYU OMHOBPEMEHHOMU
HopMayiM3auuu ypoBHs1 BJI 1o ontumanbHoro.

ButamuH [ n rmokokoptukouabl npn MAA

Bzaumopeiicteue B/l u I'K ci1oxHO ¥ 1O0BOJIBHO MpoO-
tuBOpeunBo. VX meiicTBue omocpemyeTcs 4epe3 B3amMO-
NIIEVCTBUE C SAIEPHBIMU PELIENTOPAMU C MOCIEAYIOLIEN pe-
TyJIsiiuei 3KCIpeccu MHOXECTBAa TeHOB-MullleHei. Me-
tabonmuecku 'K BMelIMBalOTCS B MPOLECChl aKTUBALUU
U neakTuBaluu MetabonuToB B/l mocpenctBoM Momynsi-
uuu nuroxpoma P450, 3aMenyisas oopa3oBaHue aKTUBHBIX
METa0OJIMTOB B IIEYCHH 1 AKTUBUPYS KATA0OIM3M KaJIbII-
Tpuoja B noukax. 'K Takke yCHUJIMBAIOT TOYEUHYIO 3KC-
npeccuio CYP24A1, koTophlii, B CBOIO o4Yepenb, KaTabo-
mmsupyet 25(OH)D u 1,25(OH)2D B BomopacTBOpuMBbIE
HEaKTUBHbBIC areHThI, BbI3bIBasl Aecduut BJl npu ero no-
cratoyHoM noctyruieHuu [18]. TToBbIlieHHasT MeTaboIM-
3aius B/l sBaseTcs oqHUM U3 KJIIOU€BbIX MOMEHTOB pa3-
BUTUS ero neuliuTa Mpu XpOHUYECKOI BBICOKOIO3HOM
I'K-tepanuu. [To6ouHble 3¢GeKThl IINTETLHOTO TTPUME-
Henus 'K, Takue Kak oxupeHHe, TaKKe CIIOCOOCTBYIOT
ycunenuto neuumta BJI [14, 33].

I'K u B/l ogHOHanpaBie€HHO MOJABJISIOT BOCIIAJIEHUE
IyTeM MHTMOMPOBAaHUS aKTUBHOCTHU (paKTOpa TPaHCKPHUII-
1 NF-%B, Ho 0Ka3bIBaloOT MPOTUBOMONIOXHBIE 3(PPEKTHI
Ha KOCTHYIO TKaHb, COXpaHEHNE KOCTHOTO KaJIbLIMsI, Bca-
ceiBanve Ca’" n3 kumeynuka [34]. MyabTuBapuaHTHBIA
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aHanu3 pe3yabraToB I'K-tepanuu npu MJIJI mokasai, 4to
nobasnenue BJI moctoBepHO NpomieBano CHOCOOHOCTb
OOIBHBIX K XOXIeHUIo [35].

B To Bpemst kak 'K siBas110TCSI cTaHIapTHOI Tepanuei,
WUCIIOIB3YeMOI  IJIT  3aMEUICHUSI  IIPOTPECCUPOBAHUS
M/, 3HaUMTEABHO MPOIEBASI CTOCOOHOCTb K CAMOCTOSI-
TEJILHOMY TIE€PEIBUKEHMIO, YIyJIast AbIXaTeJIbHbIC (hyHK-
I ¥ YMEHbBIIAsl MOTPEOHOCTh B XUPYPIrUICCKOM JieUe-
HUU CKOJIMO03a, MX OTPHULIATEJIbHOE BIMSIHME Ha KOCTHYIO
TKaHb obmenpu3HaHHo [2, 5]. ¥ manuentoB ¢ M/ Ha
I'K-tepanuu MIIK 3HaunTEIbHO HUKE, YEM Y TTALIMEHTOB,
He nosyyaBliux ctepouanl. Tepanusi ['K BbI3bIBaeT nepe-
JIOMBI IO3BOHKOB y 19—38% mnaiuueHTOB, 4YTO OYeHb PEAKO
BCTpEYaeTCs y MAllMEHTOB, HE TTOIyJIaBIINX CTEPOUIBL. 3a-
IepKKa IOJIOBOTO Pa3BUTHUSI — €IIIe ONMH ITOOOYHBIN 3¢h-
ekt tepanuu 'K, siBnsieTcst nonomHUTEILHBIM (haKTOpOM
pucKa JJisi c1aboro 310pOBbs KOcTel [5].

I'K-tepanus Ml yacTo COINPOBOXIAETCS OCTEOIO-
PO30M, UTO MPOSIBJISIETCS B 00JIee paHHEM BO3pacTe B BUIE
MePeIOMOB TPYOUaThIX KOcTeit (OOBIYHO B TUCTATBHOM OT-
nelie 6enpa, O0JbIIEOEPIIOBO KOCTH MU MaIo0epiioBOii
KOCTH), B 00JIee IMO3THEM — B MaJOTPaBMaTUYHBIX TIepe-
JIOMax IMO3BOHKOB [5, 36]. MHOro4yuciaeHHbIE UCCIIEN0Ba-
HUS TIOKa3aJid, YTO MaJOTPpaBMaTUYHBIC ITePEIOMBI IJTH-
HBIX TpyOuaThiXx Kocteit y neteit ¢ M/IJI Ha miuTenbHOMI
I'K-tepanuu u ¢ Hu3kumu 3HaueHusimu MIIK Bctpeuaror-
cs1 B 40—50% ciyyaeB, CTOJIBKO Xe CIydaeB OeCCUMIITOM-
HBIX TIEPEJIOMOB ITO3BOHKOB BBISIBIISIIOTCS PEHTTEHOJIOTH -
yecku [37]. KonmuyecTBo TepeoMOB TpyOYaThIX KOCTeit
y GOJIbHBIX, IPUHUMAIOLIMX KOPTUKOCTEPOUIbI, B 2—6 pa3
OosbllIe, YeM y TeX, KTO HUKOIIa MX He mpuHuMan [38].
BeposiTHOCTH TIepBOrO TepesioMa HIDKHUX KOHEYHOCTEH
coctasisteTr 50% Kk Bo3pacty 12,8 roma, Haubosiee YyacThie
MecTa IepeJIoMOB — 6eapo U roieHsb [37].

B pa6ore M. Quattrocelli u coaBt. [39] mpuBomsATCS
HOBBIC CPABHUTENIBHBIC TAHHBIC O Pe3y/IbTaTax IpuéMa CTe-
pounoB nipu MJIJI B AByX pexumax: exXeAHEBHO U I10 BbI-
xomHbIM. Kak Tmokasaau pesysabTaThl ABYIHEPIeTUIECKOM
PEHTTEHOBCKOI abCOpOLMOMETPUN W OMOXMMMWYECKO-
0 aHaJIu3a CHIBOPOTOK NALKMEHTOB, IMPUEM CTEPOUIOB
B BBIXOIHBIE JHU, TIO CPABHEHUIO C €XXETHEBHBIM ITPUEMOM,
KOppeaupoBal ¢ yiyudieHueM nokaszatesnaein MITK u noBbi-
IIEHUEM YPOBHST KOPTU30J1a, YTO CBUIETEIHCTBYET O MEHB-
el BRIPAXKEHHOCTH OCTEONOp03a 1 CYIIPECCUU HaaIouey-
HUKOB. ABTOPBI OTMEYAJIN TaKKe CHIDKCHUE HOJU XKUPO-
BOM MacChl U YBEJIMYEHHUE MBIIIECYHON MACChl B CPaBHEHUH
¢ nanueHTamu, noaydasimmmu 'K exenneBHo. I[Ipuem 'K
TOJIBKO B BBIXOIHBIC THM KOPPEIMPOBAI C 0ojice HU3KUM
CBHIBOPOTOUYHBIM YPOBHEM IIIOKO3bI, MHCYJIMHA, CBOOOTHBIX
KUPHBIX KMCJIOT U aMUHOKHCJIOT C Pa3BETBIEHHOI LIETIBIO.

0O6a pexuma I'K-tepanuu comocTtaBUMO BIWSIIM Ha
CIIOCOOHOCTb XOAWTh, YPOBEHb KpeaTUH(OCHOKMHA3HI
B CBIBOPOTKE KPOBU U ¢yHKIMU cepaua. CHUXeHue 61o-
MapKE€pOB OXHPEHMUSI U PE3UCTEHTHOCTH K WHCYJIMHY,
HaOnogaemoe y nauveHToB ¢ MJIJI, monyyaBiiux jede-
HHUE B BBIXOIHBIC, MOATBEPXKIACT, YTO MHTEPBAJIBHOE T0-
3MpPOBaHUE NIEMOHCTPUPYET KIMHUYECKHE TTPEUMYIIECTBA
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W 3HAYMTENIbHOE CHIDKEHHWE METabOJIMYECKOIo cTpecca,
OOBIYHO BBI3BAHHOTO UIMTEIBHBIM €XETHEBHBIM IIPU-
€MOM CTEpPOMIOB.

OHTOreHeTUYECKMI aHAJIN3 IO BCEM 3aIeCTBOBaH-
HBIM TeHaM, TPOBENEHHBIA Ha MbImax mdx u Dysf-null,
MOKa3ajl, 4TO 3KCIIPECCHSI TeHOB, BOBJIICYEHHBIX B MeTa-
60M3M 1 (PYHKIIMOHUPOBAHUE MBIIIII, ObLIa 3HAYUTETb-
HO 0oJiee BbIpaxkeHa MMpY MHTEPBAJIbHOM pexXuMe Mpueéma
npeaau3oHa [39]. Pe3yabraTbl, KpUTUIECKU BaXHBIC IUIS
BeneHMs naueHTos ¢ MJIJI, naloT BO3MOXHOCTb cOaaH-
cupoBath nonoxutenabHoe aeiicteue 'K 1 MuHUMM3MpO-
BaTh MBIIICYHYIO aTpo(duIo, MOTepI0 KOCTHOI TKaHU, Ha-
Ipy3Ky Ha KOCTHO-MBIIIIEYHYIO CUCTEMY 3a CYET CHIKCHUS
00bEMa XKUPOBOM TKAHU U MOAAEPXKAHUSI TTOJHOLIEHHOTO
oOMeHa BelleCTB y 00JIbHbIX.

ButamuH [} v 6ucpocpoHartbl

D PeKTUBHBIM CpeaCTBOM MPOPUIAKTUKU ITPOTPec-
CHUPOBAHUS XPYIKOCTU KOCTEU NMEPBOM JIMHMUMU HA paHHEM
MOCTAMArHOCTUYEeCKOM 3Ttarie pa3Butust M siBasitoTcst
Koppekuus neunurta B v mogaepxaHue ero onTuMaib-
HOTO YPOBH$ IUTIOC agekBaTHOe moTpebnaenue Ca’* ¢ nu-
1Ieil, YTO IMO3BOJISIET AOCTATOYHO 3(PMEKTUBHO KOHTPO-
JIMPOBATh OOMEH B KOCTHOM TKaHMU, YJIy4YIIATh ITOKa3aTeIn
MIIK y 6onbmmHceTBa namyenToB ¢ M/ [24, 28].

B cooTBeTcTBUM C MeXIyHAPOIHBIMU PEKOMEHIALIM -
svu 2018 1. [2, 5] TIpu BBISIBJIEHMH MaJIOTPaBMATHUYHBIX/
aCHMMIITOMHBIX TIEPEJIOMOB ITO3BOHKOB WJIM II€PEIOMOB
TpyOYaTBIX KOCTEHl Ha3HAYaeTCs Teparus aHTUPEe30pO-
TUBHBIMU IIpeIiapaTaMy M IIPOBOIUTCS KOHTPOJIb 332 BO3-
HUKHOBEHHEM OSCCHMITTOMHBIX TIEPEJIOMOB 1 MIPU3HAKOB
CHIDKeHMS pocTa. Ha maHHOM 3Tarie B Ka4ecTBe Tepalnu
nepBoi JMHUU IS MauueHToB ¢ MJIJI MexXnyHapogHbIM
COOOIIIECTBOM PEKOMEHIYETCSI BHYTPMBEHHASI Teparus
ouchocdonatamu [5, 40—42]. ¥V 6onbHbIx M1/ He ObI-
JIO 3apErMCTPUPOBAHO HU OJHOTO CJIy4ask CIIOHTAHHOTO
BOCCTAHOBJIEHUS TeJl TTO3BOHKOB TOCje mepeaoMoB [43],
OIHAKO BOCCTAaHOBJICHHE HAOJIONAIOCh TOCIIC BHYTPH-
BeHHOU OucdocdonaTHoil Tepanuu [44]. PesynbraTom
JISYCHMS SIBJISICTCS 3HAYNTEIbHOE YMEHBIIIEHNE BHIPAXKEH-
HOCTH 00JIeli B CIIMHE M YBEJIWYCHHE BBICOTHI ITO3BOHKOB
(x0T OHA He 3allUIINACT ITOJHOCTHIO OT ITOCEHYIOLINX
nepenoMoB [44]), a TakKe TIOBBIIIEHNE OOIIEH BbIXKMBAeE-
MOCTH OOJILHBIX [45].

Bce cxembl O0uchochoHaTHOM Tepanmuu, KakK ITOKa-
3bIBAIOT PE3yJIbTaThl MCCACHOBAaHMI, MODKHBI BKJIIOUATH
ONTUMAaNIbHbIE MOKa3aTeau ChIBOpOTOYHOro B/l u kasnb-
. OTO 0COOCHHO BaXKHO IUISI MCITOJIb30BAHUS ITapeH-
TepalbHBIX OuchochoHATOB, O00JamAIOMIMX BbIpaXKEH-
HBIM TUITOKaJbLIMEMUUYEeCKUM AeiictBueM [11]. B pabore
A.S. Carmel u coaBr. [46] moka3zaHo, yTo ypoBeHb 25(OH)
D B kpoBU TecHO cBsI3aH ¢ 3¢ (GHEKTUBHOCTHIO IPOBOAMMOI
aHTUpe30pOTUBHOIM Tepanuu. [IlaHCh malmeHTOB Ha OJ1a-
TOIIPUSITHBIN OTBET Ha Tepanuio ouchochoHaTaMu U €TO
COXpaHeHHUe B Xoje JieueHUs ObutH B 4,5 pa3a 6osblile npu
ypoBHe 25(OH)D Bbimie 33 Hr/mia [46]. HanpoTus, Be-
POSITHOCTh HEYIOBJIIETBOPUTEJBHOTO OTBETA HAa TEPaIIMIO
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oucdocdoHaramu B 4 pasa 00JIbIlIe y MALIMEHTOB CO 3HA-
yenusmu 25(OH)D menee 30 ar/ma [47].

JaHHas Tepanusl IOBOJBHO XOPOIIO TIEPEHOCUTCS
NETbMM, 33 NCKJIFOUCHMEM TIePBOM T03bI, KOTIa OTMEYAIOT-
CsI TPAaH3UTOPHBIE TPUTITIOIIOA00HBIE TTOO0UHBIEC I(PDEKTHI:
03HOO, MBIIIEYHbIE U KOCTHbIE 0OJIM, TOLIHOTA U YCTa-
Joctb. OHM TIPOSBIISIIOTCSI TEM CHIIBHEE, YeM 0oJiee BbI-
paxen neduuut BJI [48] u Ca?* [49]. ABTOpHI yKa3bIBalOT
Ha HEOOXOAMMOCTh KOppeKLUUM YpoBHS B/l MUHUMAaIbHO
1o 30 Hr/Mut mo Havasa oucdochoHaTHOM Teparuu 1 KOH-
Tponst morpedseHuss Ca?* ¢ nuuieir B teyenue 10 mHei
1o u tiociie eueHus. F. Bertoldo u coast. [50] moka3anu,
YTO OCTpO(pa3HbIil OTBET, CBI3aHHBIN C MIEPBBIM BBEICHM-
eM bucdocdonaTon, Mogynupyetcs yposHem 25(OH)D —
€ro HOpMaJIM3aIvsl IPUBOAUT K CHUKEHHIO TEMIIEPATyPhI
Tes1a ¥ ypoBHS C-peaKTUBHOTO OeJKa.

Penkoe, HO cepbe3HOE OCIOXKHEHME Y TTAIIMEHTOB, T10-
JIyJdaBIIMX JedeHue oucpocdoHaTraMu, — HEKPOTU3ALIUS
KOCTHOI TKaHU HMUXHe# uemtocTu. B skcriepumeHTasb-
Hoit pabote A. Hokugo u coaBr. [51] mpuBoasTCS naHHBIE
O TIOBBIIIEHUU B 4,7 pa3a pucka pa3BuTus 6ucpocdoHar-
aCCOILIMMPOBAHHOTO OCTEOHEKPO3a YETIOCTH Y KPBIC C JIe-
¢ummmrom BII. ABTOpPBI BRICKA3a1 IIPEATIOIOKEHHIE O TOM,
YTO B OCHOBE OCTEOHEKPO3a HIDKHEN YETIOCTH JIEKUT B3a-
MMOIEUCTBUE MEeXITy 0rchochoHaTaMu U TOCIECICTBUSIMUI
HapylueHus, BBuay nedunura B/, kocTHOro romeocrasa
U BPOXKIEHHOro uMMyHuUTeTa [S1].

Takum o6pa3om, ontumasbHble ypoBHU Bl B Tepanuu
ocrteornopo3a npu MJIJI BaxKHbBI ¢ TOYKU 3peHUST HE TOJIBKO
MpoUIAKTUKN JeKOMIIEHCAIIUM KaJlbIIneBO-(pochopHO-
ro oOMeHa 1 TToBbIIeHUS 3 deKTUBHOCTH 6MchochoHaT-
HOTO JICYSHUST, HO ¥ CHIDKEHUSI BEPOSITHOCTH OCJIOKHEHMI
Teparuy — TPUMIIOIIOT00HOTO CMHIPOMA M OCTEOHEKPO3a
HVDKHEW YEJTIOCTH.

MneoTponHbil 3¢ ekt BUTamnuHa D npn MAA

Kak u Bce cTeponaHbie TOPMOHBI, KJIBIIUTPUON IEii-
CTBYeT KaK MOJICKYJIIPHBINA TepeKItouaTeb, aKTUBUPYS
MHOTHE TeHBI-MUIIIEHN Yepe3 B3aMMOMIEICTBUE C PeleII-
TopoMm BJI, mpeacraBieHHOM B KjleTKaxX OOJIbIIMHCTBA OpP-
raHOB U TKaHel opraHm3Ma 4JejioBeka. B mcciemoBaHUsIX
MOCJAEAHUX JIET IMOKa3aHO, YTO KaJbLIMTPHOJ O0JamaeT
CITOCOOHOCTBIO TIPOTMBONEIICTBOBATh MHOIMM BTOPHUY-
HBIM MeTa0oJIM4ecKUM 3¢ deKTaM OTCYTCTBUS TUCTPOPU-
Ha B MBIIICYHBIX KJIeTKaX (Ta0a. 2). DTO U XpOHUYECKUI
BOCIIJIMTEJIbHBINA IIPOLIECC, MOBPEXICHUE MUTOXOHIPUA,
CTUMYJISILIUST  OKUCIWTEIbHBIX IIPOLIECCOB, HapyIICHUE
KJIeToyHoro romeocrasza Ca?*, pasputue ¢ubposa u 1ap.
[52, 53].

BA npu MJIJI XpuUTHYECKU BIUSIET HA MbILICUHbIE
kierku. ['unoBuramuHo3 D ycuimBaeTr B HUX 3KCHpec-
CHIO TIPOBOCITAJIUTEIbHBIX IIMTOKMHOB, TAKUX KakK akTop
HEKpO3a OIyXOJIeW-0, MPUBOAUT K MOBBILIEHUIO YPOBHS
BHYTpUKIETOYHOro Ca?" 1 yCKOPEHHIO OBPEXIECHUS Kile-
TOK [54]. YBennueHne BHYTPUKIIETOYHON KOHIEHTpaUNU
Ca?*, gpngmolieecsl TakKe pe3yJbTaToM AeULINTA WIN
MOJIHOTO OTCYTCTBUS auctpoduHa npu M/, BeI3bIBaeT
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HapyIIeHWe YCTOMIMBOCTU CAapKOJEMMBI K MEXaHNYECKO-
My cTpeccy, aktuBaunio Ca’*-3aBUCHMMBIX IIpOTEa3 C MO-
cleayonei qereHepauneil MBI 1 HEKpo3oM, (pubpo3-
HOI ¥ XX1pOBO# MH(pUIbTpanueit [55].

YacTeiMu oOCHOXHEHUsIMU Tipu  aautenbHoit I['K-
tepanuu MJIJI gBnstoTCS caxapHBIi guabeT 2-TO TH-
IMa U OXHUPEHHE, BBIPAXXEHHOCTb MX CHMIITOMOB MOXKET
ObITb CHUXEHA npUu Koppekuuu ypoBHs BJI. Tak, nBoii-
HOE CJIETIOC PAaHIOMM3MPOBAHHOE KOHTPOJIHUPYEMOE HC-
clieloBaHMe MOKa3ajo, YTo nmpueM B3pocabiMu B/l B mo-
3¢ 2000 ME/cyT cHIXaeT pe3nCTEHTHOCTh K MHCYIMHY
[56]. B uccnenoBanuu 85 mereii ¢ ayTM3MOM PE3HUCTEHT-
HOCTh K MHCYJWHY OblIa B 7 pa3 BBIIIE B TPYIIe AcTeit
¢ yposHeM 25(OH)D < 10 Hr/mMia mo cpaBHEHHIO C TPYII-
oii, tae ypoBHU Boeime 30 Hr/Mi [57]. B Tom e uccieno-
BaHUM CPEIHME YPOBHU MHCYJIMHA 0BT MUHUMAJTbHBIMU
y geTeit ¢ cambIM BbicOKUM YpoBHeM BJI. ITonoxurenbHO
CBSI3aH ¢ HachlmeHWeM B/l amuImoHeKTWH — MENTUIHBII
TOPMOH, CEKPETUPYEMbIil XXMPOBOI TKaHbIO, UMEET 00paT-
HYIO CBSI3b C OXXHpeHuem [53].

Crmicok mieiiotpornHbix 3ddekToB B 1 cBs3aHHBIX
C HUM TIPEUMYIIECTB IS 300POBbS CTAHOBUTCS BCE ITMH-
Hee. OnTumanbHble KoHIeHTpamu 25(OH)D B kpoBu yka-
3BIBAIOTCSI B KAa4eCTBE BaXKHOTO (pakTopa MpOoPUIaKTUKU
OCTEOIIOpO3a, paxyuTa W OCTEOMAISILINM, ayTOMMMYHHBIX
3a00J1eBaHUIA, BKJIIOYAsl pacCesTHHbIN CKIepo3, nuadeT 1-ro
n 2-ro tunoB, CKB, nH(peKkoHHbIe 3a00/IeBaHNSI, B TOM
yuciie TyoepKyJie3 U TpUIIN, CEPACYHO-COCYAUCThIE 3a00-
JIeBaHUS, HEBPOJIOTMIECKIE ¥ KOTHUTUBHBIC PACCTPOMCTBA
(B TOM UHCIIe ayTH3M), a TAaKXKe (haKTopa, 00eCIIeYnBaloIIe-
ro o0IIee CHIDKeHUE 3a001eBaeMOCTH, YIIyUIIICHE BbDKH-
BaeMOCTH 1 Ka4eCTBa XKMU3HU ITPU 3JI0KAYeCTBEHHBIX HOBO-
o0pa3oBaHusX, 001Iel cMepTHOCTH [ 14, 53].

Hecmotpst Ha aucKkyccum O TIPUIMHHO-CIIEACTBEHHBIX
cBsI3siX Mexky aecuiiutom BJI 1 KOHKpeTHBIM 3a00JIeBaH -
€M WIM PUCKOM €TO Pa3BUTHS, a TAKKE C YYETOM MacITa-
60B mpobaembl geduimra B/ cpenn manuenToB ¢ MIJI,
MpoWIaKTUKA U JIeYeHUE ero AeHUIIMTa MOXKET OKa3hIBaTh
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MHOXXECTBEHHBIE TTOJIOKUTETbHBIE 3(D(MEKTHI HA pa3IMYHbBIC
KPUTUIECKHE BOBJICUEHHBIE CUCTEMBI OOJbHOTO, BKIIIOYAS
KOCTHO-MBIIICYHYIO 1 CEPICYHO-COCYIUCTYIO, a TAKKE IT0-
BEICHYCCKYIO ¥ KOTHUTUBHYIO C(PepHl.

Butamwn [ v aytusm npu MAJ

IMpuunnoit MJI/1 1BASTIOTCS MyTalIMK TeHa TUCTPOdD-
Ha, MPUBOMSAIINE K HAPYIICHUIO CUHTEe3a OeJika TUCTPO-
¢rHA HE TOJIBKO B MBIIICYHOM TKAHU, HO U B KJIIETKAX I0-
JIOBHOTO Mo3ra. KoMInuiekcHbIe HEBPOJIOTHYECKUE U KOT-
HUTHBHBIE paccTpoiicTBa y 601bHbIX MJIJ] nMetoT pa3Hbie
MMPUYMHBL. DTO U OTCYTCTBHE IKCIIPECCUM KPUTUICCKUX
IIJISI KJIETOK TOJIOBHOTO MO3Ta n30(popM IUCTpodrHa, Xpo-
HUYECKUI BOCTIAJIUTEILHBINA IMPOIIECC M BTOPUIHBIE T1aTO-
JIOTHYECKHE METaOOIMUYECKUEe TTPOLIECChl BCICICTBUE OT-
CYTCTBUS IUCTpoUHA B MBIIIEYHOU TKAHU, JUIMTECIBHBIN
npuem 'K [2, 5].

Hesponoruueckue 1 KOTHUTHBHbBIE KOMOPOUIHBIE CO-
CTOSIHMSI, HauboJiee yacTo BcTpevaroiuecs npu M, —
MMPOOJIEMbI COLIMATM3AIINY W afallTalluy, STUICTICUS, ay-
TH3M, AETPECCUsi, TpeBOra, 00CECCUBHO-KOMITYJIbCUBHOE
paccTpoiCTBO, CUHAPOM IeUIIMTa BHUMAHUS U TUIIEP-
aKTUBHOCTU, MpoOJeMbl ¢ oOyyeHrueM. HYacTb U3 BbIlIEY-
Ka3aHHOTO, a TaKXKe BBIPAXKCHHOCTb HAPYIIIECHUI TICHUXM-
YECKOTO Pa3BUTHS U MEHTAJIbHBIX PaCCTPOMCTB, O0YCIOB-
JICHA TUCTAJbHBIMU MYTalIUSIMU TeHa (ITocjie 3K30Ha 45),
B pe3yJIbTaTe Yero B HEPBHBIX KJIETKAX OTCYTCTBYET CUHTE3
n3odopmel 6eka guctpodura Dp71 [58—60].

HexoTophie cOCTOSIHUSI U3 BBILLIEIIPUBEAEHHOTO CIIU-
CKa MMEIOT NPYTIyI0 3TUOJOTUIO U acCOLMHUPOBAHHOCTD,
XOT4 U cBsi3aHbl ¢ MIJI. AyTuam, CMHAPOM ne(ULIMTa BHU-
MaHUS ¥ TUTIEPAKTUBHOCTH, 00CECCUBHO-KOMITYJIbCUBHOE
pPaccTpOCTBO pacCMaTPUBAIOTCS KaK BEPOSITHBIC (DeHOTH -
IMMYECKHUE TIPOSIBICHUSI OCHOBHOTO 3a00J1eBaHUS WA XPO-
HUYECKOTO BOCHAIMTENIBHOTO Tporecca. OKCUIaTUBHBIN
cTpecc, HapylleHue (GYHKIIMM MWUTOXOHIPU, Hapylle-
HUE UMMYHHOU PETyJISIIUU U YCUJICHUE BOCTIATUTETbHBIX
IPOIIECCOB TOJIOBHOTO MO3ra — 3BEHbS ayTHCTUYCCKUX

Ta6nuua 2. BnusHne KanbunTprosa Ha BbIpa)KeHHOCTb OCHOBHbIX NaToreHeTMYecKux npoueccos npn MAA

Table 2. Influence of calcitriol on the severity of the main pathogenetic processes in DMD

OCHOBHBIE TATOTEHETUYECKHUE TIPOLIECCHI
u dakropsl mpu ML [52]
The main pathogenetic processes and factors in DMD [52]

AxktuBanus NF-xB, (pakTopa Hekpo3a omyxouu-a.
Activation of NF-xB, tumor necrosis factor-o
Hapyimenue oomena Ca’*, moBbIlIeHHE BHYTPUKIETOYHOTO
conepxanus Ca*"
Impaired Ca?** metabolism, increased intracellular Ca?* content
OKCUIaTUBHBII CTpecc
Oxidative stress

Bnusthue kanbuutpuona [53]
The effect of calcitriol [53]

Murubuposanue NF-xB, akTopa HeEKpo3a Onmyxoau-o
Inhibition of NF-xB, tumor necrosis factor-o.
Hopmanusaiust oomeHa Ca’>* 1 BHyTPUKIETOYHOTO conepxanus Ca**
Normalization of Ca>* metabolism and intracellular Ca>* content

AHTHOKCUIAHTHOE HeﬁCTBHC, TIOBBINICHUE YPOBHS INIyTaTUOHA, aKTUBAaILIUs
T€HOB, KOOWPYIOIUX CYIICPOKCUIIUCMYTA3y U TUPCOOOKCUHPEAYKTA3y

Antioxidant effect, increased glutathione level, activation of genes encoding

JnchyHKIMS MUTOXOHIPUIA
Mitochondrial dysfunction

Literature reviews

superoxide dismutase and thyrodoxin reductase

3amrta MUTOXOHIPUI
Mitochondrial protection

TToBeimenne crabuasHocT JJHK
Improving DNA stability
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nmaroreHeTHyecknx mpoueccoB [61, 62]. CyiiecTBeHHOE
BJIMSTHUE Ha MO3T MOT'YT OKa3bIBaTh BOCITAJINTEIbHBIC TTPO-
1IECChl, MPOTEKAIOIIMe B APYIrMX OpraHax M TKaHSX, BbI-
3bIBast pa3BUTHE KJIMHUYECKUX MMPOSIBJIEHNI ayTiu3ma [63].
B nmonw3y mocnegHero CBUIETEAbLCTBYIOT OIpeacaEHHbIS
VIIy4IlIeHUs B TEYCHUM ayTH3Ma (pedyb W MOBEACHUE) TIpU
tepanuu ['K, koTopasi obnanaer BeIpaXkeHHBIM TTPOTHUBO-
BOCTIAJIMTENILHBIM IeiicTBrEM [64].

XpoHUUYECKUI BOCHAJIUTEIbHBIA MpPOLECC B CBSI3U
C OTCYTCTBHEM AUCTpO(UHA M TOCTOSHHBIM pa3pyIie-
HUEM MBIIICYHON TKAHM — OCHOBHBIC MATOICHETHYEC-
ckue 3BeHbst M. [ToaTomMy MBI OBl XOTelIM OOpaTUTh
ocoboe BHUMaHME Ha ayTUCTUYECKHE pPacCTPOMCTBa
y 6osnbHbIx M/IJI. B3aumocBsi3b ABYX IMaTOJIOTUM Oblila
BriepBbie BhisiBiieHa J.Y. Wu u coaBr. [3], a BeIcOKas pac-
MPOCTPAaHEHHOCTh ayTHU3Ma Yy MAIMEHTOB C AUCTPODUHO-
natusaMu Obuta moarBepxaeHa H. Fujino u coasr. [65].
B uccnegoBanuu He 0OHAPYXKUIU CBSI3b MEXAY ayTU3MOM
M OTCYTCTBHEM OMNpPEACIEHHBIX M30(hOopM IUCTPpOdUHA.
B xnMHMYecKoOM McciienoBaHuu, TpoBeaeHHOM L. Parisi
¥ coaBT. [68], mpuBOOATCS JaHHBIE O HAJWYUM HapyIle-
HUI ayTMCTUYECKOTO CIEKTpa y OOJbIIMHCTBA MallMeH-
ToB ¢ M/1/I. TunuuyHbIe AeBUALIMU TTIOBEACHUST BKIIIOYATIU
B ce0s1 mpearnouTeHue ObITh B OAMHOYECTBE, U30UpaTesib-
HbIi MHTEpPEC K OTAEAbHBIM OOBEKTaM, MCIOJb3yEMbIM
B 0c000li MaHepe, MOTOPHOE OEeCITOKOMCTBO U HecTa-
OMJIBHOCTh BHUMAHUSI.

B s3kcriepuMeHTaIbHBIX NCCIICIOBAHUSX IIOKA3aHO, UYTO
OTCYTCTBME TUCTPO(MHA B CIICITNATM3NPOBAHHBIX KJIIETKAX
ITypkuHbE MO3XKEYKa M HEKOTOPBIX KOPKOBBIX HEMpOHaX
MIPUBOANT K HAPYIICHUSIM B HEUPOHHBIX IIEIISIX MO3XeuKa
¥ OTPHULIATEIILHO BIUSIET HA (DOPMHUPOBAHNE HOPMAIBHOTO
COLIMAJILHOTO TTOBEAEHUS Y MbILei mdx [67].

ITokazaHo TakXe, 4YTO AETU C AyTU3MOM UMEIOT Ae-
¢uut 25(OH)D B cpaBHEHUH CO 3MOPOBBIMU OpaThSIMU
U cecTpaMM. AYTUCTUYECKHE PACCTPOMCTBA Y HUX YaCTO
BIIEPBBIE MPOSIBISIOTCS Ha 2—3-M TONY XXU3HU TIPU Ha-
pactanuu nedunura B [68]. Knunnyeckass mpakTuka
CBUIETEIBCTBYET O TOM, UTO Y IeTEH C ayTU3MOM, KOTO-
pble TIPOBOIST JIETO Ha COJIHIIE, HAOIIOMAIOTCS YIyUIIe-
HUS B TedeHnM 3a00sieBanus [68]. [IBa OTKPBITBIX K OLHO
PaHIOMM3MPOBAHHOE KOHTPOJIMPYEMOE HMCCICIOBaHME
noKa3ajau, YTO BbICOKME 103bl B/l yaydniaioT OCHOBHbIE
CUMIITOMBI ayTU3Ma IpuMepHo y 75% nereit. YuurniBast
BBIIIIEU3IOKEHHOE, aBTOPHl IpeaarajoT pacCMOTPETh
BO3MOXHOCTb MCIOJb30BaHus Bl mis nedyeHus u npo-
¢unaktuku ayrusma [70]. bynyum HelpocTepouaom,
B/l akTMBHO y4acTByeT B pa3BUTUU MO3ra, BIMSIET Ha
KJIETOYHYIO npohudepannio, tuddepeHInpoBKY, Heli-
POTPAaHCMUCCHUI0O M CHHAINTUYECKYIO ILIACTUYHOCTD,
OKa3bIBaeT HeilpoTporyeckoe U HEHPONPOTEKTUBHOE
nerictBue [70].

B Hacrosiiee BpemMs He IIPEICTaBIISIETCS BO3MOXK-
HBIM OTIPENEINUTD IIPUIMHHO-CIICACTBEHHBIC CBI3M MEXIY
M, nedunurom B u aytmamom. Tem He MeHee HEBO3-
MOXHO He IMPUHUMATh BO BHUMaHUE JAHHBIE O TOM, YTO
ayTUCTUYecKue paccTpoiicTsa rpu M/l pazBuBaroTcs Ha

44

¢oHe OoTCyTCTBUS AMCTpO(UHA B MBIIICYHOI U HEPBHOI
TKaHM, HAJIMYUSI XPOHMUYECKOTO BOCHAIUTEIBLHOTO MpO-
liecca Bo BceM opraHusme, rae aedunut B/l ycyrybmnser
TeuyeHHe 00enX HO30JI0TUM.

Koppekuust ypoBust B/l npu MJIJ] MoxeT ObITh MO-
JIMBAJICHTHON IIPEBEHTUBHOM a, BO3MOXHO, W TEPAIIEBTU-
YEeCKOM MEepOo BO3NECUCTBUS Ha BBIPAXKEHHOCTb CUMIITO-
MOKOMILIEKCOB ayTMCTUYECKOTO CHEKTPa M MbIIIEYHOMN
IUCTpo(drM, 0 YeM roBOpmIoch Beimre. HecomHeHHO, Tpe-
OyI0TCSl AOMOJHUTEIbHbBIE UCCIEI0BAHUS JISI TOTO, YTO-
ObI onpenenuTh poab M/ Kak pakTopa prcKa pa3BUTHUS
ayTu3Ma, MOJIEKYJISIPHO-OMOIOTMYECKYI0, T€HETUYECKYIO
1 3TUOIATOTEHETUYECKYI0 OCHOBY COUETAaHHOCTHU 3a00Jie-
BaHUI U MEXaHU3MbI AEHACTBUS KaJIbLIMTPHOJIA HA MATOJIO-
rMYecKue Mpolecchl B HepBHOM TKaHu rpu MJIJI.

3aknuyeHne

B nacrosiiee Bpemss M/l — 3abosieBaHue, 1J1s1 KOTO-
pOro TMoKa He CYIIEeCTBYET KypaTUBHOTO JICYCHUS. «30J10-
TBIM» CTAHAAPTOM, TIPU 003aTEIbHOI eXeTHEBHOMN (pU3n-
yeckoi Tepamnuu, sipiasieTcs jJedyeHue 'K, yto coBmecTHO
MPOMJIEBAET CIIOCOOHOCTb XOAWUTb, YMEHBIIAET BEPOST-
HOCTh Pa3BUTHSI CKOJIMO3a, MOMACPXMUBAET (DYHKIIMOHM-
pOBaHUE CEPACYHO-COCYAUCTON M NBIXaTECJIbHOM CUCTEM.
TpeTtbuM ciararoliuM ycrexa B NMpeaynpexnaeHuu pa3Bu-
TUSI OCJIOKHeHMI 3a0osieBaHus siBasieTcs: BJI. HakoruieHo
JIOCTAaTOYHOE KOJIMYECTBO KJIMHMUYECKUX U IKCIEPUMEH-
TaJIbHBIX J10KA3aTeJIbCTB TOTO, YTO MOAAEPXKAHUE OITU-
majbHoro ypoBHs B/l mpu MJIJI cyllieCTBEHHO BIMSIET Ha
TeyeHue 3a00J1eBaHMsI U KAaYeCTBO XXM3HU aMOyJIaTOPHbBIX
OOJIbHBIX, YTO OTPAXEHO U B MEXIYHAPOIHbIX PEKOMEH-
JMalUsIX MO IMAarHOCTUKE U TaKTUKE BEIEeHUS MaleHTOB
¢ MA [2].

[MpenynpexaeHne pa3sBUTUS OCTeOIopo3a (0COOeH-
Ho mocie Hayana npuema I'K), mepenomMoB TpyOuaThix
KOCTE U MO3BOHKOB, MPOAJEHUE CIIOCOOHOCTU XOAUTh,
06npmmasa 3GEPEKTUBHOCTL Tepanuu OuchochoHaTamu,
BKJIIOUAs YMEHBIIEHHWE KOJMYECTBA OCJIOXHEHUM Ipu
MEPBUYHOM NPUMEHEHUU U OTHAJEHHBIX MOOOYHBIX
5(dEKTOB, a TaKXKe IMOJIOXUTEIbHOE BIMSIHUE Ha BbIpa-
KEHHOCTb CUMIITOMOB ayTUCTUUYECKOIO CIIEKTpa — CBU-
NIETENbCTBYIOT B MOJIb3Yy TOTO, YTOOBI OCYIIECTBSATh MO-
CTOSIHHBIA MOHUTOPUHT U KOHTPOJIb ypoBHA BJI B KpoBU
6oabHbIx MJIJI. s mauueHTOB C MHOIOJETHel Tepa-
nueii 'K, HapymieHuem MeTaboiau3Ma M BOBJICYECHUEM
MEeYEeH! B MATOJOTMYECKUI MPOLIECC BOZMOXHO UCTOJb-
30BaHME KaJbLIMAMOJA, YTO ITO3BOJISIET ObICTpee U (-
(exTuBHee ycrpansite nedunut B/l u nognepxusars ero
OMNTUMAaJIbHbIN YPOBEHD.

K coxanenuio, MexxayHapoaHble pEKOMEHAALIMA 10T
JIMIIB 00IIyI0 MH(GOPMALUI0O O HEOOXOAMMOCTH BOCIIOJN-
HeHUs U nopuepxaHust ypoBHs: B/l y mauuentoB ¢ M.
Ms1 cuutaeM, uto poab B/l B M u BegeHun amOysa-
TOPHBIX MALIMEHTOB XOTSI U OTMEYEHA, HO TTOKa el1le HEAO0-
olieHeHa. Mbl Takke HaleeMcsl, YTO MpU pa3paboTKe poc-
CUMCKMX KJIMHUYECKUX peKoMeHpauuii nmo M stomy
BONpOCyY OYAET yaeJeHO T0IKHOEe BHUMAaHUE.
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