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Duchenne muscular dystrophy is a genetic orphan neuromuscular disease caused by a mutation in the DMD gene encod-
ing the protein dystrophin. As a result of developing and progressive muscle damage and atrophy, childrenlose the abil-
ity to walk, develop respiratory and cardiac disorders. The core elements of good care standards are early diagnosis,
prevention and treatment of osteoporosis, daily physical therapy, regular rehabilitation, glucocorticosteroids, and control
of heart andlung function. The clinical effect of new targeted pathogenetic therapies for Duchenne muscular dystrophy,
restoring synthesis of full or truncated dystrophin, depend on their appropriate combination with existing standards
of care.
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BsepeHue

Muomuctpodus dromenna (M) — «gactoe» penkoe
HEPBHO-MBIIIIEYHOE 3a00JIeBAHIE,, «<[EHETUYECKII YOUIALIa»
ManpurkoB Ne 1 B mupe: 1 3 3500—5000 MaTbIMKOB B MUpE
poxnaercsa ¢ MIIJI [1, 2]. OObI4HO MyTaLys SIBJISIETCS Ha-
CJICICTBEHHOM; B TPETU CIydacB MMEeT MECTO CITOHTaHHAsT
mytaums (de novo). Ten mucrpopmua DMD (Xp2l.2-
p21.1) — omuH 13 caMBIX OOJIBIINX TeHOB YejioBeKa (2,2 M0),
coaepxut 79 ak30HOB [3]. Cpenu myTtauii B ~65 % ciydaeB
BCTpeYaloTCsl KpyMHble aeneiuu, B ~10 % — ayrimkanuu,
KOTOpHIE BBISIBIISIOTCS B 9K30HaxX 45—55 1 2—10 cooTBeTCT-
BeHHO. OCTabHBIC CTyJ4al — Pe3y/IBTaT TOUKOBBIX M MAJIBIX
MyTaLMiA, U3 KOTopbix 10—15 % cocTaBistoT HOHCEHC-MyTa-
uuu (cTorn-myranun) [4—6].

benok nuctpoduH HEOOXOAUM 1151 PAOOThI CKEIETHBIX
MBI, OBIXaTeJIbHON U CepaeYHO-COCYOUCTON CUCTEM,

o0ecIieyBaeT MEXaHMIECKYIO U CTPYKTYPHYIO CTaOWIIb-
HOCTh MEMOpaHBI MBIIIIEYHBIX BOJIOKOH IIPH UX COKpAIIe-
Hun. OH TaKKe SIBJISIETCS] aMOPTU3aTOPOM Harpy30K Ha MbI-
IIeYHBIe BOJIOKHA TIPU MX COKPAIICHWH, €T0 OTCYTCTBUE
TIPUBOINT K ITOCTETICHHOMY Pa3pyIIeHUIO MBIIICYHOM TKa-
HM, KoTopast cocTaBisger ~40 % macchl Teja yeloBeKa.
H3odopmbl 6eaka tucTpodrHa ¢ MEHBIIIEH MOJIEKYISIPHOMK
MAacCCO¥ y9acTBYIOT B pabOTe pa3IMUHBIX OPTAHOB M CHCTEM,
BKJTIOYast KJIETKU TOJIOBHOTO Mo3ra [7, 8].

Teuenune MJIJl y KOHKpETHOTO OOJIBHOTO 3aBUCUT
OT COBOKYMHOCTHU 3K30- M SHIOTCHHBIX (DAKTOPOB: THUIIA
1 PACTIOJIOKEHMST MyTallNH, TEHETHIECKIX OCOOCHHOCTEI
pebeHKa, Bo3pacTa MOCTAHOBKM IMAarHo3a, KadecTBa
OKa3aHWSI MEIWIIMHCKOM ITOMOIIN U YyXOaa 3a peOeHKOM
B CEMb€, a TAKKE HAJTMYWS M JOCTYITHOCTH TapTeTHOM ITa-
TOTeHETUYECKOM Tepanuu [9].
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B 3aBrCHMMOCTH OT CTETIEH! pa3pyIIeHMST MBI U TIPO-
rpeccupoBaHusl 0one3Hu B TedyeHuu MJIJ] nmerorcs
3 ocHOBoMoJaramnX GyHKIMOHATBHBIX TTepHoaa;

1) pebeHOK yTpaurBaeT CITOCOOHOCTD XOIUTh B BO3pacTe
6—15 ner;

2) OIPOCTOK/IOHOIIIA YTPAauMBaeT CIIOCOOHOCTD ITOJIb-
30BaThCsl pyKaMmu B Bo3pacte 15—30 Jrer;

3) yxynuieHne GyHKIIWA TpIXaTeIbHON 1 CepICIHOMN CH-
CTEM, B pe3yJIbTaTe Yero MalMeHTaM IS CyLIeCTBOBA-
HUS TpeOyeTcsl pecImpaTopHast IToaIepXKKa.
MeauuuHcKass nomolub aetsam ¢ MJ/1JI HampaBiaeHa

Ha 3aMeJICHUE IIPOrpecCupPOBaHUS CUMIITOMOB 3a00J1e-
BaHUSI, MAKCUMAJIbHO TIPOIOJIKUTEIBPHOE COXpaHEHUE
CITOCOOHOCTH TIePEABUTATHCS CAMOCTOSITEIEHO C MCITONb-
30BaHUEM COBPEMEHHBIX PeaOMJIMTAIIMOHHBIX CPEICTB,
MIpeayTIpexxaeHIEe 1 MPOGMMIAKTUKY oclioxXHeHN. Kade-
CTBEHHAsI M CBOeBpPEeMeHHasd MEIUIIMHCKAsI TTOMOIIb Ha
aMOyJIaTOPHOM CTamuy O00JIE3HU SIBIISICTCS 3aJI0TOM 0oJiee
IOOpPOKAYeCTBEHHOTO TeueHUsI 601e3HU. C yIeTOM TOTO,
YTO CPEeIHUI BO3pACT IIOCTAHOBKY TMAarHO3a B Pa3BUTHIX
CcTpaHaX coCTaBJisIeT 4,5 roma, B pacIopsoKeHUH CITeIa-
JINCTOB M CeMeil MMeeTCsl BCero HeCKOIbKO JIET, KoTaa
apceHajl MEepOIIPUSATHI IO HaIeXaIIeMy YXOIy MOXKET
OBITh MaKCHMMaJbHO 3 dekTrBeH [10].

C BHenpeHNEM B IIPAKTUKY METOIOB PeaObMINTALINN,
Teparmu rmrokokKoptukocteponmzamu (I'KC), mocrymHoii
PECIIMPATOPHOM IO PKKH TTPOIOKUTEIIBHOCTD XKNU3HU
OOoLHBIX YBesmumiach Ha 10—15 stet, 1 ee cpenHee 3Haue-
Hue npubmrkaercsd K 30 romam. Cmeptsb ipu MJ1/1 B 60116~
IIMHCTBE CJIy4aeB HACTYMaeT OT CepAecTHON HETOCTaTOU-
HoCTH [4].

Llenp HacToseir paboThl — 0003HAYUTH KIIIOUEBHIE
COCTAaBJISIONINE TTPAKTUISCKUX ITOKa3aTesieil IporHo3a
IIporpeccupoBaHust 601e3HN 1 3PHEKTUBHOCTU MEIUIIMH-
CKOM ITOMOIIM, O0OOIIUTh W CAENATh TOCTYITHBIMU IS
KIIMHUYECKOM IIPaKTUKH OITyOIMKOBAaHHBIC MEXKIYHAPOI-
HBIC JTaHHBIC IO ONTUMAJILHOMY BEICHMIO IMMAlIMCHTOB
¢ M, Bkaroyas ToCAeAHNEe JOCTUKEHUSI TTaTOTeHEeTH -
YEeCKOM TepaIluu.

B 6a3ax Medline, Embase u Cochrane nmpoBeaeHbI
MOMCK U aHaJIU3 PEKOMEHIALMIA MO BeACHUIO OOJbHBIX
MI/I ¢ 2018 1., HOBBIX MTH(POPMATUBHBIX IIPOrHOCTUYECKUX
TToKa3aTesieit TedeHusI 60J1e3HU. [1poaHam3npoOBaHbl MEXK-
IYHApOOHBIN ONbIT BeaeHus aeteii ¢ M u ponb cemeit
Ha IIpIMEpPe POCCUNCKIX U MEXKIYHAPOIHBIX MAIIMEHTCKIX
OpraHu3alLuA.

B penpesentatuBHoM 00630pe N. Ferizovic u coasT.
(2022) [9] mpemtoxkeHbI 23 TPOTHOCTAYECKUX TTOKA3aTEIIs
TsDKeCTH TiporpeccupoBanus M1, DHOoreHHBIE TTOKa3a-
TEJIV BKJTIOYAIOT BO3PACT MAJIPUYMKA IIPU ITOCTAHOBKE M-
arHo3a, BO3pacT MaHH(peCTallui CUMIITOMOB, TeHETHIEC-
cKHe MOoIM(HUKATOPHI, TUII M PACIIONIOKEHIE MYTAIlUH,
POCT, MaccCy Tejla M MHIEKC MacCHl Tejla. DK30TeHHEIE TT0-
KazaTeJIv BKIIIOYAIOT IIPUEM KapArOJIOTHUeCKIX IIpeTapa-
toB, 'KC (Bo3pacT Hayasa iedeHMsI, 103a, IIPOIOJIKUTEITb-
HOCTB BO3IECTBUS, (hapMaKOJIOTMUECKUI arTeHT 1 PEeXKUM

npreMa (exkeTHeBHBII I MHTEPMUTTUPYIOIINIA)), HOBBIX
MMaTOTeHETUIECKUX MperapaToB (atamxypeH, ATL1102, mpu-
camepceH, IacalOHeKCEeHT, STSIUIMPCEeH, NIeOCHOH, OK-
caampoiioH, TAC-205, BaAMOPOJIOH, BUJITOJIAPCEH), XUPYP-
TUIO HIMKHUX KOHEYHOCTEW M MO3BOHOYHMKA, OPTE3HI,
pPECITUPATOPHYIO TTOMICPKKY. B OTHeIBPHBIX HCCIIeTOBAaHN-
SIX TIPUBOISITCST YO MUTEIbHEIE TAHHBIC O BaXKHOCTH IIPO-
(GUIAKTUKA U JICYUSHHUS OCTEOII0po3a U poJi BUTaMuHa D
[11, 12], peabuauTaiviy U peryasipHOit yMepeHHOM pu3n-
YyecKoi akTUBHOCTH [2, 13].

ITo nToram aHanM3a HaMHu C(POPMYITMPOBAHA IIIECTH -
YpOBHEBasI KOHILETIINS KIIOUEBBIX KPUTEPUEB U COCTaB-
Jsonmx apdexTuBHOIM Teparnu 6oabHBIX M 11t Tipa-
KTUYECKOTO KIMHUYECKOIOo IMPUMEHEHHS ¢ MOMEHTa
IMOCTAHOBKHU IWArHO3a (CM. PUCYHOK).

OCHOBHOI1 TIPUHIINII BeIeHNUS 00JIbHBIX HA PAHHUX CTa-
nusix MIJT — MakCMMaibHO COXPAHUTh CITOCOOHOCTb MaJlb-
YUKOB CaMOCTOSITEIPHO XOINTh, a TaKXKe TPEAyIIPEIUTh
¥ 3aMEIJTUTh Pa3BUTHEC WHBAITMANZUPYIONINX OCIOXKHEHUIM
[2, 10]. Perrenue 3T0ii 312911 BOSMOXKHO TTPY MAKCUMATBHO
paHHel IMarHOCTHUKE U TTOC/ICAYIONIeM MPUMEHEHNN KOM-
TUIeKCa MEePOTIPHUSITHIA, BKITFOUAIOIIETO IMTPOMIIAKTHAKY OCTEO-
TI0p0o3a, KOHTPaKTYp, COXpaHEeHe 00beMa IBIKCHUIA B CYCTa-
Bax (IIpeXIe BCEro TOJCHOCTOITHOTO), CBOCBPEMEHHOE
¥ HanyieHTooprueHTHpoBaHHOe Ha3HaueHue [’ KC, KoHTpoIb
Y IOAJEPXKKY PabOThI CEP/ILIA U AbIXaTeNbHOM cucTeMbl. [To-
SIBUBITIASICS B TTOCJICTHIE TOIBI ITATOTCHETIIEeCKAs TAPTeTHAST
TeHOTEeparnws IS OTIpeie/ICHHBIX THTIOB U JIOKAIM3ALIMI My-
Tauuii reHa DM D 3aBepiiiaeT mupaMuiy.

PaccMoTpuM oTaerbHBIE KOMIIOHEHTHI TTPEICTABIICH-
HOU KOHLEMLWU.

leHoTepanus /
Gene therapy

KoHTponb paboTbl cepaua 1 AblXaTeNbHON cucTembl /
Contrgl of the heart and respiratorysystem

CBOeBpeMeHHOE Ha3HaueHne aednasakopTa /
Timely appointment of deflazacort

CoxpaHeHuie CycTaBoB 1 MbiLuL /
Preservation of joints and muscles

Mpodunaktnka octeonoposa (BuTamuH D) /
Prevention of osteoporosis (vitamin D)

PaHHAA gnarHoctuka /
Early diagnosis

Kpumepuu u cocmasasioujue sgpgpekmusHoti mepanuu 604bHbIX MUOOUCTPO-
¢ueii Jrowenna

Criteria and components of effective therapy for patients with Duchenne
muscular dystrophy

PaHHAA AMarHocTUKa

Pananss muaraoctrka M/1J1 B Bo3pacte 1—3 j1et ¢ ompe-
JIeJISHUEM JIOKaJIu3alluy, TUTIa U pa3Mepa MyTalluy sIBJIsI-
eTCsI OJHUM M3 OCHOBHBIX ITPOTHOCTUYECKUX (haKTOPOB
Oosee OIAaronpuUsSITHOTO TeueHUs1 00e3HU. TOYHBINA TeHe-
TUYECKUWI aHAJIN3 TTO3BOJISIET BLIOPATH MTATOreHETUUECKUIA
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Iperapar ¥ HadaTh TApTeTHYIO Tepaliio B KOMOMHALINI
¢ 6a30BOiT MEIMITMHCKOI ITOMOIIIBIO 1 COOJTIONCHNEM CTaH-
JIapTOB yX0/a 3a 00JIbHBIM B CEMbE.

JOCTYITHOCTb TMATHOCTUKHU CETOMHST B OOJIBIIMHCTBE
cTpaH no3BoJjigeT BuIABIATE MJIJI B Bo3pacte 4,5 roxa,
a B Mramuu maxe mo 3 net [14]. B Poccum cpemnmii Bo3pact
ycraHoBieHus nuardosa B 2021 . cocrasui 6—7 et [15].
MD STARnet onpenensieT 3aaepKKy YCTAaHOBJIEHUST TUaT-
Ho3a M/l oT MOMeHTa, Koraa MepBble CUMITTOMbI ObUIN
03BYYCHBI Bpadyy IMEPBUIHON MEOUIIMHCKON ITOMOIIH,
IO IaThl MOATBEPXKIEHU AuarHosa B 2—5 et [16]. Uem
ITO3Xe YCTaHABIMBACTCS TNATHO3, TeM YXKe OKHO TeparieB-
TUIECKUX BO3MOXKXHOCTEH, YTO MOXET OTPUIIATEIIbHO U
nmaxe (paTarbHO cKa3aTbes Ha 3 GEKTUBHOCTH peadbmim-
TaIlM, CKOPOCTH TIOSIBIICHUSI OCJIOXXHEHUU M IIPOTHO3E
TeueHusT 6ose3Hn. KpoMe Toro, ceMbe TpedyeTcst BpeMs
JIJISL TOTO, YTOOBI MTPUHSATH (QaKT TSIKEI0i 00J1e3HN peOeH-
Ka, TTOJIYIUTh ¥ OCBOUTH HEOOXOIMMYIO MHMOPMAIIUIO IO
YXO[Iy U JICYCHUIO.

Pannss nuarHocTrKa ¥ Ha4ajao HeOOXOTUMBIX MEPO-
MIPUSITHIT — OCHOBA yCIIeXa B IIPeI0TBPaIlleHUN Pa3BUTHS
KOHTPAKTYp, COXpaHCHHUU MBI, IIPeayNpeXIcHUN
ocTeornopo3a, 3PHeKTUBHOCTH MAaTOTeHETHIECKOTO JIe-
yenwud [2, 10].

Butamuu D - 3anor gonroi xoab6bl

U KayeCTBa XXU3HU

HakorureHO 1OCTaTOYHO KIMHUYECKUX M DKCIIEPH-
MEHTAJBbHBIX TOKA3aTeJbCTB POJIM ITOAIEPKAHUS OITH-
MaJibHOro ypoBHs ButamuHa D npu M/1/1 Ha BceMm mpoTsi-
>KeHUH XW3HU MalleHTa Ha TedeHUe 00JIe3HN U KauecT-
BO XM3HU 001bHOTO. [TOCTIe TeHeTHYeCKOTO MMOATBEPXKIE -
Hust MJ1/1 Heo6x0nMMO HEMEJIEHHO ONPEAETUTb B KPOBU
conepxanue ButamuHa D (25(OH)D, xanpriiouon) [2].

Kmmanmaeckne nccnenoanust (KM) moka3pIBaroT, 4TO
IO COCTOSTHUIO KOCTHO# TKaHW M YPOBHIO BUTaMuHa D
nauueHTsl ¢ M1 mpakTuyecku He OTJIMYAIOTCS OT Maly-
€HTOB C HeCOBEpILIEHHBIM OcTeoreHe3oM [12]. YcrpaHnenne
nmedumrTa BUTaMruHa D mpuBoIUT K HOpMaIU3allli ChI-
BOPOTOYHBIX MapKEPOB KOCTHOI pe30pOInu, ypOBHS ITa-
PaTUPEOUIHOTO TOPMOHA, YBEIUUYCHHUIO MUHEpPAIbHOMN
IUTOTHOCTY KOCTHOM TKaHM, COKPAIIICHUIO YaCTOTHI IIepe-
JIOMOB KOHEYHOCTe (¢ 7 mo 2 pa3) ¥ OTCYTCTBHIO TIEPEIIO-
MOB MO3BOHKOB [11].

BrigaBieHne ManoTpaBMaTUIHBIX/aCUMIITTOMHBIX TIC-
PEIOMOB MTO3BOHKOB WJIM TIEPEJIOMOB TPYOUAThIX KOCTEH
y manueHToB ¢ MJIJ1 SIBIIsIeTCST IPM3HAKOM OCTEOIIOpO3a
" TpeOyeT Ha3HAYCHMST aHTUPE30POTUBHBIX IIPEITapaToB.
B xagectBe Tepanmu 1-it TMHUN peKOMEHIYeTCs] BHYTPH-
BeHHOe BBeneHue oucdocdonaros [2, 17, 18]. DTo 3HaUM-
TEJIbHO CHIXKAET BBIPAXKEHHOCTD OOJIH, CITOCOOCTBYET CO-
XpaHEHHWIO BHICOTHI ITO3BOHKOB [19] M cTaTUCTUYECKU
JOCTOBEPHO YJIyylllaeT BbIXKMBAEeMOCTb 00JIbHBIX MJIJI
(p = 0,005) [20].

Jlns ucnonb3oBaHUSI BHYTPUBEHHBIX OucdocdoHa-
TOB, 00JIaTAIOIINX BEIPAXKEHHBIM TUTIOKATBLIMEMITIECKIAM

IeHcTBUEM, IPUHIIAITNAIBEHO HATMINE B KPOBU ONTUMAJTh-
HBIX ypoBHe# ButamrHa D v kanbius [21]. TTokazaHo, 4To
ypoBeHb BUTaMIHa D B KpOBM TECHO CBSI3aH C 3 (PEKTUB-
HOCTBIO TIPOBOAMMOI aHTHPE30pOTUBHOM Teparmu [22].
[IIaHCH MaMeHTOB Ha GJIATOIPUSITHBIN OTBET Ha TePAITHIO
oucdochoHaTaM1 M €ro COXpaHEHME B XOHIe JICUYCHUS
B 4,5 pasa BhIIlIe IpU ypoBHEe BuTaMuHa D >33 Hr/MiIL.
BeposTHOCTE HEYIOBIETBOPUTEIHEHOTO OTBETA HA TEPAITHIO
oucdochonaTamu B 4 pa3a BhIIIIC Y HAIIMEHTOB C YPOBHEM
putamuHa D <30 ur/mi [23].

HexenatenbHble apdekThl 0MchochoHATHOM Tepa-
MIUH TIPOSIBIISIIOTCSI TEM CIUTbHEE, YeM OOJIbIle AepUuIInuT
utamuHa D, [24] u runokansunemus [25]. Octpodas-
HBII OTBET, CBSI3aHHBIN C TIEPBBIM BBeAcHUEM OHUCdOC-
(boHaroB, MomynmmpyeTcs ypoBHeM BuTaMuHa D: ero Hop-
MaJIM3alus IPUBOINT K CHIDKCHUIO TeMIIepaTyphl Tejia
u ypoBHsa C-peaktuBHOro 6enka [26]. OnruManbHbIe
ypoBHU BUTaMuHa D mist epanuu octeornopo3sa npu M
BaXXHBI HE TOJIBKO C TOYKU 3pEHUS MPOPUIAKTUKHI JIe-
KOMIICHCAITNHY KaJIbIIEeBO-(POoCchOpHOro 00MeHa 1 IIOBBI-
meHus d3pdexTuBHOCTH 6MchHOCcHOHATHOTO JIEUEHUST,
HO ¥ JUISI CHYDKCHUS BEPOSITHOCTH OTIAJICHHBIX OCIOXK-
HEHUI TaHHOW Tepamnuu.

KonTpoap 1 HopManm3alus ypoBHS BUTaMHHa D
Ha MPOTSKeHUU Beel XXn3HU 0oabHOro MJ1JI mo3sossier
MIpeaynpeauTb U CHU3UTH BBIPAXXEHHOCTH IPOOJIEM
C OCJIOXKHEHHMSIMUA CO CTOPOHBI OIOPHO-IBUTATEIBHOTO
alrrmapaTta ¥ KOTHUTUBHOU (DyHKITUY OOJIBHBIX 0€3 JIMIITHUX
(bMHAHCOBBIX 3aTPAT M HEHYKHBIX MHTEPBEHIINH, YTydIIa-
€T Ka4eCTBO XXKM3HM OOJIBbHBIX M ceMeil. MexXTyHapOoIHBIe
PYKOBOJICTBA PEKOMEHIYIOT KOHTPOJHMPOBATH YPOBEHD
putamuHa D 1-2 paza B oz [2].

CoxpaHeHuUe CYCTaBOB U MbiLLL

Hna MJIJI xapakTepHbI IIPOrpeccupyonias aereHe-
paums 1 ¢J1aboCTh MBI, TTOCTYpajJbHAas KOMIICHCAIINS,
pUCK (OpMHUPOBAHUS MPOrPECCUPYIOIINX KOHTPAKTYP
u nedopMamum CycTaBOB, a TakKXe (yHKIIMOHAJbHBIC
HapyIIeHWsI, BBI3BaHHBIE HEIOCTATOUHOCTBHIO TUCTPO-
¢una [2]. YcoBepiieHCTBOBaHME METOIOB METUILIMHCKOM
noMoiwu npu MJ/I npuBeso K NpOAJeHUIO Mepuoaa
COXpaHEHUSI CIIOCOOHOCTH CAMOCTOSITEJIbHO XOIWTh,
CHIDXEHUIO pacIPOCTPAHEHHOCTH TSIKEIBIX KOHTPAKTYP
u gedopmannii (B TOM Yrciie MHBATUIN3UPYIOIIETO CKO-
JI03a).

B Hacrostiee BpemsI BBIACTISTIOT 3 OCHOBHBIC TTPUYMHEI,
10 KOTOPBIM Masibuuku ¢ MJIJ1 mpexxaeBpeMeHHO TepsSIIoT
CITOCOOHOCTP XOINTh:

1) mepeIoMbl INTMHHBIX TPYOUAThIX KOCTEI HOT B pe3yiTh-
TaTe OCTEOITOPO3a. PHUCK TaKMX IepeTIoMOB MHOTOKpAT-
HO CHIKAETCS TIpU KOHTPOJIC YPOBHE# ButaMmHa D
" KasbLus [11];

2) KOHTPaKTYpPhI TOJICHOCTOITHOTO CYCTaBa M epopMalivist
cror. [Ipo6iema pernraercss MpoBeIeHUEM aKTUBHBIX
¥ TTIACCUBHBIX €XXEIHEBHBIX YITPAXKHEHUI HA paCTsIKe-
HUE MBIIIII, UCITOJIb30BaHUEM OPTE30B [2];
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3) TIporpeccupyroIiast MbIIICYHAs CIa00CTh, B TOM YHCJIE
1 B pe3ynbrare ckauka pocta. [Tpuem I'KC nmogmep:kum-
BaeT MBI U 3aepKUBAET POCT pedeHka [27].
OrpaanyeHne o0beMa ABIKCHUH B CycTaBaX, IIOCTO-

STHHOE IIpeObIBaHNE B CTATUYECKOM ITOJIOKEHNHU, ArcOa-
JTaHC ¥ GUOPO3HBIC U3MEHEHMST MBI CHIKAIOT UX pac-
TSIKAMOCTD, 3JaCTUYHOCTD M CITOCOOCTBYIOT Pa3BUTHIO
KOHTPaKTyp CycTaBoB [2]. MexXmyHapOIHBII OIBIT ITOKA-
3BIBACT, YTO KOHTPAKTYPHI HE SBISIOTCS 00s3aTeIbHBIM
arpubyrom MJI/I, a yallie BCEro CTaHOBSITCS CJIEACTBUEM
HeTIPaBMJILHOTO YXO/a 3a OOJIBHBIM B CEMbE. YIIPaXKHEHMUST
Ha pacTsKeHMe MBIIIIIT 1 TOIepKaHie ITOABUKHOCTH CY-
CTaBOB IMO3BOJIAIOT MPELYIPEAUTH U MUHUMU3UPOBATh
KOHTPAKTYpHI 1 neopmari. CoXxpaHHOCTD U TTOIIepKa-
HHe QYHKIIMY CYCTAaBOB, B IIEPBYIO OYEPEIb TOJICHOCTOII-
HOTO, 00eCTIeYnBalOT HECKOJIBKO JOMOJTHUTEIBHBIX JIET
CaMOCTOSITeIBHOI XOIbObI peOeHKA.

Haxe 1mocjie moTepr CIIOCOOHOCTH K CaMOCTOSITEIIb-
HOMY TIepEeIBIKCHUIO MOOMIBHOCTH TOJCHOCTOITHOTO
cycTaBa U OTCYTCTBUE AedOpMalMy CTOIbl JAIOT BO3-
MOXKHOCTh BepTHKAIN3aINN OOJIbHBIX, YMEHBIIIAIOT 00JIb
OT KOHTPAKTYP M ITO3BOJISIIOT OOJIBHOMY HOCUTBH OOBIYHYIO
00yBb.

KimHnaeckue rccaemoBaHMs TO0Ka3aId, 9YTO €CIIH pe-
6eHok ¢ MJI1 xomut no 10 JieT, To ¢ GOJBIION BEpOSITHOCTBIO
IIPOTPECCUPYIOIIMIA CKOTNO3 He OyIeT MHBATMAN3UPYIOITIM
1 OTlepallysi Ha TO3BOHOYHMKE He ImoTpedyercst. Ecmm momn-
pocTtok ¢ MJI/I B Bo3pacTe 13 JIeT 1 cTapiiie XOINT, €T Jier-
KUe TIPONOJIKAIOT Pa3BUBAThCA, M X 00BEM YBEIIMIMNBACTCS.
Yamie Bcero Takue MalMeHTbl He HYXKIAI0TCS B pecrnvpa-
TOPHOU MOIIEPKKE, WM OHA TPEOYeTCs UM ropasio Io3Ke.
JmMTeTbHOCTD CTaIUK CAMOCTOSITEIIBHOTO TIePEIBIKCHUS
6osnbHbIX M1/ onpenesnsieT mpoaoIKUTENBHOCTb U Kave-
CTBO MX XU3HH [28].

Ha cvy MBI ¥ clIOCOOHOCTD XOAUTh BIMSIIOT CIICTY-
OIIMe TIPOTHOCTUIECKME TToKa3aTen TeueHnst MJ11: Bo3-
pact nosiBjieHust cuMnroMoB M/l 1 nrarHosa, reHeTu4e-
cKre MOTM(pUKATOPHI U TUIT MyTanuy reHa, pueM ['KC,
POCT ¥ Macca TeJia 60JIbHOTO, MCIIOJIb30BaHME TTATOTCHETH -
YeCKOM Tepanmu (aTaaypeH U 3TerummpceH) [9].

PacnpocTpaHeHHast paHee TOYKA 3pSHUS O HEOOXOIM -
MOCTH U T10JTh3¢ MAaKCUMAJIEHOTO OTPaHMYEHMS MBIIIIETHOM
Harpy3ku y nereit ¢ MIIJI nepectana ObITh aKTyaJlbHOM
¢ TrosiBJicHHEeM pe3yabTaToB nociennux KW. ITokasano,
YTO OTCYTCTBHME PETYISIPHOM TO3MPOBAHHOI MBITIICTHOMN
Harpy3KH YCKOpPSIET aTpo(HIo M XKMPOBOE MEePEePOKICHIE
MBIIII, B TO BpeMs KaK YMEpeHHasI perysipHast puzmae-
CKasl aKTUBHOCTB Mx coxpanseT [13]. be3omacHbie BUIbBI
dusnueckux ynpaxHeHuit npu M — niaBaHue u 6e3-
Harpy304HbIC BEJIOTPEHAKEPHI — CIIOCOOCTBYIOT Pa3BUTHUIO
1 CTAaOMIM3AIINHN COCTOSTHHS OOJTbHBIX.

PexomeHmyeTcst m30eraTh yIpaXkKHEHUH, BBI3BIBAIOIIINX
SKCIEHTPUYIECKIE COKPAIICHMS MBIIIIIT, YITPAKHEHMIA C BbI-
COKUM COITPOTUBJICHHEM U CHJIOBBIMU Harpy3Kamu [10].
ITone3Hnsl cydbMakcuMasbHbIC a3PO0OHbBIEC HATPY3KU Oe3 mepe-
HaMpsCKEHUSI Y ¢ COOTIOICHUEM PeXXMa Harpy3Ka,/OTIBIX.

B MexxayHapoaHOI MpaKTHKe PeaduINTOIOT — OCHOB-
HOI CIIeLIMaIMCT, y4acTBYIOIIUI B cyaboe nauveHnta ¢ M/
Ha BCEX CTAmMSIX TeUeHMST 00Je3HN. MEHSIeTCS OIXOI
K LIeJIA, TIpeAMETY U MPOBEICHUIO PeadINTALINMI: eCIIr
B HavaJie 00JIC3HU 3TO MPOICHNUE CITIOCOOHOCTH peOeHKa
XOIWUTH CAMOCTOSITEIIFHO, TO TTOCJIE YTPATHI CIIOCOOHOCTH
XOIUTh, €€ IIeIb — COXPAHUTH (PYHKIIUIO PYK, IIpeayIIpe-
IWUTHh CKOJIMO3, KOHTPAKTYPHI U JAe(OpMaIiIO CYCTaBOB,
OINTUMU3UPOBATH ITO3UIIMOHNPOBAHKE OOJIHHOTO B KOJISI-
CKe, COXpaHNTh BO3MOXHOCTh BepThKanu3aun. Ha mo3m-
HUX CTagusx 00JEe3HU Ha TEPBBIN IJIaH BBIXOIWUT JbIXa-
TeJlbHag peadbunuraums [10].

«30n0TON CTaHAAPT» Tepanum muoancTpouu

HioweHHa

Ipumenenne 'KC — KpaeyronbHBIN KaMeHb COBpE-
MeHHOoTo (apmakoaorundeckoro jgedenuss MAJ1. B mHo-
TOYMCIICHHBIX MCCICTOBAHMUSIX TTOKa3aHa CIIOCOOHOCTh
I'KC 3amemnsars nporpeccupoBanne M/I/I: yBennymBa-
eTcs BO3PaCT CaMOCTOSITEIBHOTO MePEIBIDKECHUSI, TOJIBIIIe
COXpaHAIOTCs (GYHKIIMOHAJIBHBIE BO3MOXHOCTH PYK, CH-
JIa MBIIIII, 3I0POBbE Ceplia M OPTAHOB IBIXaHUS, TIOBHI-
IIaeTCsI BBDKMBAEMOCTh, CHIKAETCSI PUCK Pa3BUTUS MH-
BaIMAM3UPYIOIIEeTo cKoimo3a. COBOKYITHOCTh JOKa3a-
TeJIbCTB MHOTOUMCIICHHBIX HccaenoBanmuii Teparmmu [ KC
npu M/IJ1 momyepKrBaeT 3HAUMMOCTD TaKHX ITApaMeTPOB
Tepanuu, KaK BO3pacT Hayaja JIedeHUsI, TO3bI, IIPOIOJI-
KXKHUTEJIbHOCTh JICUCHUS, (DapMaKOJOTHIECKIE areHTHI
¥ pexuM ux npuema [9, 29—31]. 3a 15 et HaGMOOCHUIA
ycraHoBiieHo, uto Tepanms ' KC B 2 pasza 3amemisieT mpo-
rpeccupoBanue MJ/IJI, yaydiiiaet KauecTBO XKU3HU 0OJIb-
HbeIX MJIJI, CHUXXaeT uX CMEPTHOCTh OT BCEX MPUUYMH
Ha 76 % [31].

DdpdexTuBHOCTh Teparu ['KC 3aBucHT TakKe OT Te-
HETUIECKUX U (DM3NOJIOTMIECKIX OCOOCHHOCTEH IETCKO-
To OpraHU3Ma, MHINBUIYAJIbHOU IIEPEHOCUMOCTH, aleK-
BaTHOTO TTOA0Opa CYTOYHOI MO3BI M peXWMa IIpuema,
MOHUTOPWHTA W KOHTPOJISI MOOOYHBIX 3((HEKTOB, CBOEC-
BpEeMEHHOI KOPPEeKIIMY ITapaMeTpoB JiedeHrus. HazHavyath
teparmio ['KC pekomenmyercst pedeHKy crapie 3 et [32],
He TOXMIasICh Hayaja yracaHusI MOTOPHBIX (DYHKIIMIA, KaK
TOJIBKO €CTeCTBEHHOE DPa3BUTHE MOTOPHBIX (DYHKIIMIA
y pebeHka BeIxomuT Ha uiato [10]. B TunmuunoM ciydae
y Masibunka ¢ MIJI nBuTaTe IbHBIC HABBIKY ITPOIOJIKAIOT
pa3BUBaThCs 10 Bo3pacTta 4—6 JieT, XOTs 1 GoJiee MeIjIeH-
HBIMHU TEMITAMH, YEM Y €TO 3I0POBBIX CBEPCTHUKOB. boiee
BBIpaxkeHHBI 3(P(PeKT Ha IMIPOIOIKUTETLHOCTh CAMOCTO-
SITEJTLHOTO TIepeIBIDKEHIS OKa3bIBaeT Havajio nprema ['KC
mo 7 nmet [33, 34].

HaunbGosee 9acTo peKOMEHIyeTCsl CaMbIif M3yIeHHBIIN
eXeTHEeBHBIN PeXXVM MpreMa npemHm3osona (0,75 Mr/Kr/cyT)
w nedmazakoprta (0,9 mr/kr/cyr). CyIIecTBYIOT U ApYTIHe
CXeMBI TIpHeMa BBIIIEYKA3aHHBIX IIPEIIapaToB, MMEIOIINE
cBou TToKazaHus. [Ipn HeepeHOCMMOCTH €XKeTHEBHOM Te-
parmun 'KC Bo3MOXeH ItepeBoj pebeHKa Ha Tepartrio
10 MTHTEPMUTTUPYIOIINM cXeMaM (depe3 JeHb, TTO BEIXOTHBIM,
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10 mreit ipueM, 10 mHE TTepephiB) C LEIbIO CHIDKEHUS BBI-
pakeHHOCTH MOOOYHBIX 3 dekToB [2, 35—37].

JlaHHBIE MCClIeNOBAHUM M HAKOTUJIEHHbINM KIWHUYE-
CKUI1 OTTBIT CBUIETEIBCTBYIOT O TOM, UTO JIETH JIeTUE TIepe-
HocsT Havyasro Tepanuy I'KC rmpy mocTerneHHOM IaasieM
pexxnme yBenmuenus no3 'KC [2]. YeraHoBiieHO TakxKe,
YTO MAaKCUMAaJIbHYIO MPOIOIKUTEIbHOCTD MTEPUOIA CAMO-
CTOSITEJTBHOM XOIBOBI 00eCIIeYMBACT eXKeTHEBHBIN IIpHUEM
I'KC B pekoMeHIyeMbIX 103aX, HO OH Xe JaeT M MaKCH-
MaJIbHOE KOJIMYECTBO MTOOOYHBIX 3(PPekToB [38—42].

Bomasusie M/ nyxnatorcs B mpueMme 'KC B TeueHue
MHOTHX JIET, YTO TPeOYyeT KOHTPOJIS IIOOOIHEIX 3(D(HEeKTOB
U CBOEBPEMEHHOI KoppeKuuu Tepanuu. Heobxonrmo Tak-
ke yIuThIBaTh BimsiHUE TTpreMa I'KC Ha sMOIIMOHATBHBII
¢oH pedeHKa M CeMblO, NCII0JIH30BaTh MTAIIMEHTOOPUEH-
THPOBAHHBIN ITOAXOM, BEIOMPATH PEXKMUM U TO3BI IIpeTiapa-
TOB, KOTOpPEIE JIy4Ille BCETO 00eCIIeYMBarOT OaaHc 0J1aro-
MPUSITHBIX U TIOOOYHBIX 3(h(PEeKTOB.

ITo pe3ynsraTam OIyOIMKOBAaHHBIX B IIOCJICTHIE TOIBI
MHorojeTHUX ucciaenoBanmit ' KC mpemapaTom mmepBoro
BeIOOpa Tipu MJIJ1 aBnsiercst medma3zakopt [27, 34, 43].
COBOKYITHOCTh TOKa3aTeIbCTB pAHIOMU3UPOBAHHEIX, ITPO-
CHEeKTUBHEIX, peTpoceKTuBHBIX KM m MeraaHanmm3os
CBUIIETEIIBCTBYET O TIPEMMYIIECTBaX Aehjla3aKopTa B CpaB-
HEHUM C IPEeTHU30HOM,/TIPSTHNU30JIOHOM IUTS 3aMeIJICHUST
nporpeccupoBanust M1/l mo GONBLIMHCTBY MapaMeTPOB.
Tak, nedaazakopt obecIeunBaeT JOCTOBEPHO OoJIee MOJI-
TYIO BO3MOXXHOCTh XOIUTh, JIYYIITYIO COXPAHHOCTD CepIed-
HOM ¥ JIETOYHOM (PYyHKIIMI, OoJIee ITUTeIbHOE (DYHKIINO-
HUpOBaHWE PYK M MEHBIIYI BEPOSITHOCTH Pa3BUTHUS
ckonuo3za. Ilpuem nednazakopra Takxke acCOUUUPYETCS
C 3aJIep>KKOI pocTa, MEHBILIEH 0011Iei Maccoii Tena 1 6oJiee
BBICOKHM IIPOIIEHTOM 0e3XXMPOBOIT MACCHI TeJIa OOIBHBIX
M/ [27, 38, 40, 43—46].

KouTponb U 3awmuta hyHKUMK cepaLa

CepredHo-COCYIUCTRIC OCTIOXHEHUS SIBIISIOTCS OC-
HOBHOM ITprIMHOM cMepTr narmeHToB ¢ M1/ CHinkeHme
conmepxkaHWsI WY TIOJTHOE OTCYTCTBHUE AUCTPO(PHUHA B MHO-
KapJe IPUBOAUT K pa3BUTHIO Kaparomuoratun. [1o Mepe
pa3BUTHS 0OJIE3HN MUOKAPI IIepeCTaeT CIIPABIISITHCS C DH-
3UOJIOTHYECKIUMU TTOTPEOHOCTSMU, YTO TIPOSIBIISICTCS] CHM-
IITOMaMM CepAeYHOM HenocTaTOUHOCTH. [Iporpeccupona-
HUe OOJIe3HM ITOBBHIIIACT PUCK Pa3BUTUS KXKM3HEYIPO-
KaloLIX apuTMuii [2].

VY manmneHTOB, CIIOCOOHBIX CAMOCTOSITEIBHO XOIUTh,
MPU3HAKU U CUMITTOMbI CEpAeYHOI HEAOCTATOYHOCTH Ya-
CTO MaJI03aMEeTHBI, ¥ Ha HUX PEIKO 00paIaloT BHUMaHHUE.
J711 MaKCUMAaJTBHOTO YBEJTMUYEHMST TIPOIOJIKATETbHOCTH 1
KadecTBa XXM3HU BaXKHa OIlepeskalolias CTpaTervs paHHEH
ITWATHOCTUKY U JICYCHUST U3MEHEHMI Cepia.

BrimeneHo 5 MporHOCTHYECKUX TT0Ka3aTesIei, BIUSIO-
1IMX Ha 001110 BbXMBaeMocTb pu M/II: 1) Ha3HaueHue
kapauotnpernaparos; 2) mpueMm 'KC; 3) ycraHOBKa cucTe-
MBI BCIIOMOTaTeJIbHOTO KPOBOOOpAIeHNs; 4) oIepalnu
Ha TTI03BOHOYHHMKE; 5) HCOOXOOUMOCTh B PECITUPATOPHOM

nomnepxke [9]. M3 mepednciIeHHBIX ITOKa3aTeae nBa
HAIIPSIMYIO, a OCTaJIbHBIC OITOCPEAOBAHHO CBSI3aHBI C pa-
60TOi1 cepaLa. ABTOpbI KOHCTATUPYIOT OOJIBLIVIO IPOAOSI-
KHUTEJIBHOCTD XXM3HU OOJIBbHBIX, TPUHUMAIOIINX MHTOM -
TOpPBI AaHTMOTEH3WHIIpEeBpallaomero GepMeHTa U X
KOMOMHAINIO ¢ 6eTa-010KaToOpaMu, OTMEJalOT BIMSTHHC
Bo3pacTa Hauaja jedeHus, mpuemMa ['KC (B Tom gucie
n mmuTenbHocTH Teparmy ['KC), Hammams pecrmpaTopHOM
TOIIC PXKKH.

Ecmu ¢oxycrpoBathbest Ha 310pOBbe ¥ (DYHKIIMY Ceparia,
To, cormacHo N. Ferizovic m coaBt. (2022), ompeneneHbI
clieayIole MPOrHOCTUYEeCKMEe TIpu3HaKu Tskect ML
WHAEeKC Macchl Tena, mpueM ['KC u KapamorpernapaTos,
reHeTH4ecKrue MomuduKaTophl U TUN MyTamuu MJIJI,
npreM naeOeHOHa U pecmpaTropHas rmoaaepskka [9].

PerpocnektuBuble KW ncnonp3oBanug 'KC npu
M/1/1 oOHapyKUJIM 3HAYUTENIbHBIE TTPEUMYILIECTBA UX IIPU-
e€Ma B OTHOIICHWM BO3HUKHOBEHUSI KapAUOMUOIATHU
¥ CHVDXEHUS cuctoinnueckoit ¢pynkuum [31, 47]. dedma-
3aKOPT 3aMeIJIsIeT Pa3BUTHE TUCHOYHKIINU JIEBOTO KETy-
I0YKa, OKa3bIBaeT OoJiee BBHIpAaXKCHHOE ITOJOXUTEIbHOE
BIMSTHUE Ha CEpIIie, YeM IIPeaTHN30I0H [48].

HesaBucuMo oT Bo3pacTa, Ha3HAYaTh MHTHOWTOPEI
aHTMOTEH3WHIIPEBpaIIaoIero hbepMeHTa B COUeTaHUHI
¢ 6eTa-010KaTOpaMM CIIEOYET C MOSBICHUEM CHUMIITOMOB
CepAeYHOI HeIOCTATOYHOCTH WU TIPY YMEHBIIIEHUH (DpaK-
OUM BBEIOpPOCA JICBOTO XKEJIyIOuKa, M3MEHEHUU pa3Me-
poOB KaMmep cepana audo Hanmmauu Gubdpos3a MmUoKapaa
(110 MTaHHBIM MaTHUTHO-PE30HAHCHOM TOMOTpaduy cepara
win 3xokapauorpadumn). [Ipn oTCYTCTBUM CHUMIITOMOB
CO CTOPOHBI Cepala MEINKAMEHTO3HYI0 MPOMIIAKTUKY
KapIMOMUOTIATUM Ha3Ha4yaloT He TTo3aHee 10 et [2].

KoHTponb u 3awuTta pyHKUMIA

AblxaTEHbHOﬁ cucTtembl

OCIOXHEHUSI CO CTOPOHBI OPTaHOB JBIXAHMSI C TIOSIBIIC-
HYIE€M U TIOBCEMECTHBIM UCIOJIb30BAHUEM PECTTMPATOPHON
MOAACPXKM YCTYIAJINU TIEPBEHCTBO CEPACUYHON MaTOJOTUHI
W SIBJISTIOTCSI B HACTOSIIIEE BpeMsI 2-11 OCHOBHOM ITPUYMHOMN
cmepty nmaureHToB ¢ MJIJ1. PesynsraTer KW dyHKIIMiT g1~
XaHMS OKA3bIBAIOT, YTO MEPBLIMU HAPYLIAIOTCS MOKa3aTe-
JIU MAaKCUMaJIbHOTO AABJIEHMS BAOXA 1 BbIIOXA YK€ Y Malu-
eHTOB 7—9 JeT, Torma Kak IToKa3aTean (popcrupoBaHHOU
JKU3HEHHOM €MKOCTHU JIETKUX U 00BbeM (hOPCUPOBAHHOIO
BBIIOXA 33 CEKYHIy HapyIIaloTcs mo3nHee [2].

BrIsIBIICHEI ClleaytonIe IPOTHOCTHYECKHE (haKTOPHI,
OTIPEAETISTIONINE CTETIeHb BBIPAXKEHHOCTH ITpo0JIeM ¢ (DYHK-
LMSIMU AbIXaTeabHON cucteMbl mpu MJ1J1: reHeTUUecKue
MOIM(UKATOPHI, TTOJIOXKEHHE 1 TUTT MyTain, Tipuem ['KC,
naToreHeTHIecKas Tepanus (aTalypeH, STeTUINPCeH, Nie-
OeHOH), pecriMpaTopHasi IoAAepKKa U Macca Tejia 00JIb-
Horo [9]. YcTaHOBIEHO, YTO ITOKa3aTeau (DOPCUPOBAHHOM
JKM3HEHHOI eMKOCTH JIETKUX B 3aBUCUMOCTH OT BO3pacTa
n npueMa 'KC cratmcTmdecku BHIIIE Y MaJTbUYUKOB
Ha pone Teparmuu 'KC B Bo3pacTHBIX rpymmax 10—15 et
u crapuie [30].
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Vipexxmaroninii moaxom K IpomIaKTHKe IPOTHO3M -
PYEMBIX OCIIOXKHEHUI CO CTOPOHBI OPTaHOB IBIXaHUST TIPEI-
ycMaTpUBaeT MaKCUMAJIbHOE pa3BUTHE (PDYHKIIUM JIETKIX
Ha craguu MJIJI, Kxorga peOeHOK MOXET MepeaBUTraThCs
CaMOCTOSITEILHO, PETYJISIPHYIO OLICHKY (DYHKIIMU JTbIXa-
TEeJIbHON MYCKYJIaTyphl, CBOEBPEMEHHBIC YIIPaKHCHMUS
Ha «pacTsDKeHHe» Jlerkux. Ha ctamuy morepn criocoOHOCTH
XOIOUTh PEKOMEHIYETCS IIOAKITIOYATh ITOMOIITH B OTKAIILTH -
BaHWM, Ha OoJiee TTO3AHUX CTaausIX 00JI€3HU — HEMHBA3UB-
HYIO NCKYCCTBEHHYIO BEHTUJISIINIO JISTKNX B HOYHOE Bpe-
Msl, a B TaJIbHEHIIIeM 1 B THEBHOE BpeMsI. DTO yMEHBIIIaeT
PUCK pa3BUTHS PECITMPATOPHBIX OCIOXHEHUI, TIOBBIIIIACT
KauyeCcTBO U MPOAOJIKUTETLHOCTD XKU3HU OOJTBHBIX [2].

MaroreHeTUYeCcKas Tepanus

B HacTosIee BpeMsI HOBCEMECTHO MAYT MCCIICIOBAHMS
HOBBIX ITPETIapaToB IS MaToreHeTndecKoit Teparmy M/,
JecsaTKy KOMITaHWI paOOTaIOT HalIl CO3MaHNEM YHUBEPCAIb-
HBIX M TapreTHBIX npemnaparoB. [Ipoxonat 3-u ¢aser KU
YHUBEPCAIbHOI TeHO3aMECTUTEIHPHOM Teparmi Ha OCHOBE
AAYV BUpYCOB, HECYIIINX TEHETUIECKYIO MH(MOPMAIIUIO I
KOIMPOBAHMS CHHTE3a MUHM- I MUKpoarcTpoduHa. B mpo-
1ecce MCCIeIOBAaHMI PSII MaJTbIX MOJIEKYJI, OKa3bIBAFOIIINX
BJIMSTHYE Ha IATOJIOTMIECKHE ITPOIECCH B MBIIIIAX IPU
MIJI mnst geteid 2—3 JeT WK cpa3y IOCcie YCTaHOBJICHUS
nnarHosa MJIJT [6].

Omo6peHbI MEXXTYHAPOIHBIMU PETYIITOPHBIMH OpTa-
HaMU 1 yXe TIpuMeHsitorcst B PO tapreTHbIe mpenapaTsl
IIJIST TIPOYMTBIBAHMS CTOII-KOJIOHOB M IIPOITYCKa 9K30HOB
51, 53, koropnie HazHavaloT neTssM ¢ MJ1/1 ¢ paHHero Bo3-
pacta. COBOKYITHO OHHM IIOAXOOAT OPHUEHTUPOBOUYHO
st 40 % GoabHBIX [6].

TapreTHBIC IIpeTIapaThl, KOPPEKTUPYIOIINE HapyIICHIE
pPaMKM CUMTBIBAaHMS TeHa AUCTPOMUHA IyTeM IIPOITycKa
oIpeneIcHHBIX 3K30HOB (51, 53, 45 1 1p.), obecrieunBaioT
CHHTE3 QYHKIMOHAIBHOTO YKOPOYEHHOTO OeJIKa TUCTPO-
¢uHa. Takoii 6e10K cMHTE3UpyeTCs Mpu Oosiee JOOpoKa-
YeCTBEHHOM (popMe TucTpOoPUHONATHI — MUOIUCTPODUH
bekkepa. ITpenapaTbl 1151 IPOMYyCcKa 9K30HOB OKa3bIBAIOT
MYJIETUCUCTEMHOE BO3IECTBHE HA OOJNBHBIX, TP -
TEJIbHOM MCHOJb30BAHUU MNPOIJIEBAIOT CIOCOOHOCTH
K CaMOCTOSATEILHOM X0Ib0e Ha HECKOIBKO JIET, YIy4YIIaloT
byHKIIMM pyK U ObxaTeabHOU cuctembl. KU miperraparos
JIIJIST TIPOITYCKA 3K30HOB (3TEIUIMPCEH, TOJIOANPCEH, Ka3!-
MepCeH) TPOBEACHBI Ha KOTOPTaxX MallIEHTOB B BO3PacTe
oT 6 Mec 110 23 JsieT, 1A Ipenapara BUJITOJIApCeH — C 3 JIeT
u ctapie [49—51]. MHCTpYKIIMM IMpernapaToB IS IIPOITy-
CKa BK30HOB HE COmepKaT BO3PACTHBIX U (PYHKIIMOHAIb-
HBIX OTPAaHWYCHMI ITAIIMEHTOB [IJIST HadaJia, IIPOIOJIKEHIS
1 OTMEHBI TIPEITapaToB.

Eme ommH maToreHeTHYECKUI TIperapar, aTarypeH,
MpenHa3HadeH 11 JiedeHus namyeHTos ¢ MJIJI ot 2 net
U cTapllle, MMEIOIIMX HOHCEHC-MYTAIIUIO B TeHE TUCTPO-
¢uHa. JlaHHbBI BUI MyTaLUi TTPOSIBIISIETCS 0O0pa3oBaHUEM
MpexXIeBPEMEHHBIX CTOI-KOAOHOB B MaTpuuHoii PHK.
ATtanypeH IeCTBYeT Ha 3Tare TPaHCISAMUU OelKa B pH-

0ocoMe U TTO3BOJISIET, B OTJIMYKME OT APYTHX IIpernapaTos,
BOCCTaHOBHUTH CHHTE3 ITOJTHOPA3MEPHOTO OejiKa IUCTPO-
¢uHa [52].

Bce BbImepaccMoTpeHHBIE TIpEIIapaThl Jal0T KIMHM-
yecKuii 3¢ deKT mpu WmTeTbHOM ITpreMe. OHM He yCTpa-
HSTIOT IPUINHY 0O0JIE3HH, HO 3aMEIISIIOT CKOPOCTD IIPO-
TPECCUPOBAHMS M Pa3BUTHS CUMIITOMOB, IIPOIJICBAIOT
Ha HECKOJIBKO JIET CITIOCOOHOCTD XOIUTD, TIPEAYIIPEXKIAIOT
WHBAJIMIN3ANII0. J10JTOCPOYHBIX pe3y/IBTaTOB IIPUMEHE-
HUsI HOBOU TepaIliy ITOKa HeT B CBSI3U C TeM, UTO IIpera-
paThI TOJIPKO TIPUIILIN B KIMHUYECKYIO TIPAKTHUKY.

Heobxommmo 0co60 OTMETUTD, UTO BCE IIPUMEHSICMBIC
CETromHS TeHOTepaIIeBTUUECKIE TIPETIapaThl (I IIPOITyCcKa
9K30HOB, ITPOYNUTHEIBAHMS CTOII-KOIOHOB) U3yJaar Ha ¢Go-
He mocTossHHoro npuemMa namyentamu 'KC kak 6a3oBoit
Teparmuu. [lo mMerommMcs Ha CeTOOHS pe3yJbraraM,
I'KC — BaxHas cocTaBisiioias pa3padaTsiBaeéMoi 1maro-
TEHETUYECKON Tepalni, HeoOXoauMast IIsi MaKCHUMaJThb-
HOTO TIPOSIBJICHUSI €€ KIMHUYECKON 3(PDeKTUBHOCTHU
[50—55, 57]. Tak, moKa3aHO, YTO aTaTypeH B KOMOMHALINUI
¢ I'KC 3anmepxuBaeT rporpeccupoBanrie MJ1/] y 60IbHBIX:
YBEJIMIMBAET BO3PACT MOTEPHU CIIOCOOHOCTH XOIUTh, OT-
CpOYMBACT YXYAIICHWE CepAecTHONM (PYHKIIMH, YIydIIaeT
roKa3aTtesn (PyHKIIMOHAIBHBIX TECTOB Ha BPEMSI, JISTOUHOM
¥ cepaeuHoi GyHKIMY (B CpaBHEHUH C ITAIIlMEHTaMU, T10-
nmydatommMu TobKo I'KC) [50, 52].

B 2022 1. Bepymmmu aKcriepTaMu dpeaepaabHBIX Me-
TUIMHCKUX 1IeHTpoB PM coBMeCTHO ¢ O1arOTBOPUTEITb-
HBIM oHIOM «Jopmeii» TIpemToKeHB KITMHUIYECKIE KPH-
Tepuu aMOyJIATOPHOCTU IJIsI OOJEeTYCHMS IPUHSITHUS
peIeHNi MPaKTHIeCKNM BpadaM 110 Ha3HAYCHMIO IaTo-
reHeTryecKoi Tepanu 0onpHEIM MJIJI [56]. B HacTosiee
BpeMs 0JTaroTBOpUTENbHBIN (hoH «Kpyr mobpa» obecrre-
yuBaeT 6oiee 300 poccuiickux aereii ¢ MJI/1 mpenapatamu
TapTeTHOM TeHOTepanuu (3aperucTpupoBaHHEBIN B PO
arajypeH M ofoOpeHHbIC MEXXIYHAPOTHBIMU PETYIISITOPA-
MM 3TCIUIMPCEH, TOJIOOUPCEH M BUATONApceH). 3a 2021—
2022 . poHn «Kpyr 1o6pa» BEIIEINI HA UX 3aKYITKY OKO-
J10 8 MIIpH pYO.

HaunHaroT noiygaTrs TapreTHYIO TeHOTEPAITUIO JeTH
panHero Bo3pacta (1—3 roga) Ha IpeACMMITTOMHOM cTa-
Iuy 0OJIE3HHW, KOTOPBIM IO BO3pacTy M (PH3NIECKOMY
cocTossHUIO He TTokasaHa Tepanus 'KC [2]. Bo3amoxHo,
YTO paHHEee Ha3HAaUCHHNE TeHOTePpaITiu OyIeT MEHSTh Te-
yenue M/ B Takoi cTeleHU, YTO IETIM B JaJbHEHUIIeM
tepanusg 'KC He moHamobuTcs uam OyaeT Ha3zHaYeHa
B OoJtee mo3aHeM Bo3pacTe. DD(HEeKTUBHOCTD HOBBIX ITIpe-
mapaToB IIPEICTOUT OICHUTH B MOCICAYIOIINE TOIbI UX
HCITOJIb30BAHMSI.

B Hacrosimiee BpeMs npeiaracMasi ImaToreHeTHIecKast
Teparust He MOXKeT 3aMCHUTD CYIIIECTBYIOIINE CTAHIAPTHI Me-
IULIMHCKOM ToMoIy aetsiM ¢ M/1J1 1o pa3HbIM TpHUYHAM,
BKJTFOUAST TIO3THIOK0 TUATHOCTHUKY 00JIe3HI, 1 MAaKCUMAJIHHO
s deKkTuBHA HE BMECTO, a BMECTE C HUMH [57].

Ienorepanusa M/1/] BeHUaeT mupaMuIy COCTABISIOIINAX
a(pdexTnBHON Tepanmuu 3Toii 6ose3Hu. CobioaeHne



Hexuyuu u 0630pwt | Lectures and reviews

HepBHo-mbiweynbie 5OJIE3HH

CTaHIAPTOB MEIUIIMHCKOM ITOMOIIN — 3aJIOT MAaKCUMaJTh-
HO1 3(D(HEeKTUBHOCTH ITATOTeHETUYECKOM TepaTiH.

YauThIBast 3ampenebHO BRICOKYIO CTOMMOCTD HOBBIX
IIpeTnaparoB, 11eJIeco00pa3HO MPeAIpMHUMATh BCe BO3-
MOKHBIC MEPBI [IJIST TTOJTydeHUST MAKCUMAJIBHBIX Pe3yJIbTa-
ToB Teparmu. CiemyeT MCIOIb30BaTh BECh apCceHall MH-
CTPYMEHTOB, TIPEIJIOKEHHBIX J0Ka3aTeIbHON MEIUILIMHOM
IUISL BeleHUs U Teparnuu 6oabHbIx M1,

3aknioueHue

PazpabotaHHble 1 aripoOMpOBaHHbBIE MEXKIYHAPOIHbIC
MMPaKTUKX OKa3aHMSI MEAUITMHCKOM TToMoIny aetstm ¢ MIJ1
HE MOTYT ITOBEPHYTH BCIISATH pa3BUTHE O0JIE3HU, HO JOCTO-
BEpHO 3aMEIJITIOT M MEHSIIOT TPACKTOPHUIO €€ Pa3BUTHSI.
Db deKT HOBBIX MPEIapaToB TAPTETHOM MATOTeHETUIECKOM
tepanuu M/, 4aCTUYHO BOCCTAHABIUBAIOIIUX CUHTE3
ITOJTHOPA3MEPHOTO WX PeIyMPOBAHHOTO TUCTpodUHA,
3aBHCHUT OT CTamIuM 0OJIe3HN Ha MOMEHT Ha3HAYCHUSI Jie-
YeHUsS 1 00513aTeIBHOTO COOIONEeHUS CTAHIAPTOB MEIM -
LIMHCKO# rmoMot. Ha ocHOBaHWY ITpoaHaTN3MPOBAHHBIX
nanHbeix KM, nmybnukanuii, 0030poB M0 U3y4EHUIO BIIMSI-
HUS pa3IMYHBIX METOAOB OKa3aHWSl MEAWLIMHCKOM TO-
Mo npu MJIJI chopMynanpoBaHa IIeCTUYPOBHEBas
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