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AHHOTaUUA

MblweuHas auctpodust Jiowwenna (M) — opdarHoe Herpombituey-
HOe nporpeccrpyioLLiee reHeTuyeckoe 3360/1eBaHue, Bbi3biBatoLLee
pa3pyLUEHME Vi MOCAEAYIOLLYIO MOTEPHO MbiLLIL, 33601eBaHYIE BbI3bIBa-
eTcsa MyTaUusamMu B reHe DVID, KOTOPBIN KoampyeT 6enok AnCTpoduH,

B Pe3y/IbTaTe HaPYLLIAETCA €ro CUHTES B MbILLLAX. B OTCyTCTBIUE ANCTPO-
GVHa MBILLILBI HYBCTBUTE/IbHBI K MOBPEXXAEHWIO, 4TO NPUBOANT K NPO-
rpeccupytoLLiel NoTepe MblLUEYHON TKaHW V1 4BUraTeNbHBIX GYHKLMIA.
VlccnenoBaHMA NOCARAHNX N1ET CYLLECTBEHHO V3MEHUN K 1y HLLIEMY
HaLLle NOHVMaHIE NaTOreHETUYECKIX MEX3HI3MOB 3360/1eBaHUs. Pas-
PaboTaHbl MeXyH3POAHbIE ¥ POCCUIICKIE KAMHNYECKIIE PEKOMEHa-
LM 1O MYNTUANCLANAVHEPHOM MOMOLLM NPU MbILLEYHOMN ANCTPOGUM
[JowerHa. NosBaeHre 1 NoBCeMEeCTHOE NCMONb30BAHME Ha MO3AHVIX
CTaAunsx 33601eBaHIS PECNMPATOPHON NMOAAEPXKKM 1 KapAMoTepanum
NO3BO/INAO HA AECATKN NIET YBEANYUTL MPOAOIKATENBHOCTb XKN3HN
npvt M /1. HO 3T0 XU3Hb C y>Ke yTPa4eHHbIMM BO3MOXHOCTAMV.
KomnaekcHas CTaHA3PTHasA Tepaniisa NPy PaHHEN AUarHoCTVKe, Ha
paHHwx ctaamnax M/, HanpaBaeHHas Ha YNpeXAeHVe OCIOXHEHNI,
COXpaHeHVie GyHKUMI 1 3aMeANeHe TedeHs 33001eBaHNs, AenaeT
ero bonee 06POK34ECTBEHHBIM, COXP3HAET Ha ZOMONHUTENbHbIE

FO/Zbl CMOCOBHOCTL XOAMNTb CAMOCTOSTENLHO, YMEHBLLAET KONMYECTBO
Heobs3aTeNbHbIX A5 HO30/10T N UHB3NVAV3MPYIOLLIX OCNOKHEHN,
YAYHLLAET K34EeCTBO XKM3HY, OTOABUraeT BO3PACT MPUMEHEHNS KOPPeK-
TUPYIOLLIVIX METOZOB NI@YEHNS, H3 MHOTVIE FO/bl YBEMHMBAET NPOAOA-
XKMTENbHOCT OOLLIEN 1 GYHKLNOHANBHO aKTUBHOM SKU3HM N3LMEHTOB.
[oABI1AACh NATOreHeTNHeCKasA Tepanyis, HanpaB/IeHHasA Ha BOCCTAHOB-
NIeHVie HeA0CTatoLLIEro OenKka ANCTPOdUHa N YCTPaHEHNE BTOPUYHOM
NaTONI0rMM, 43CTb NEK3PCTBEHHbIX MPEN3pPaToB AOCTYMH3 POCCUMNCKIM
nauvientam. CBOeBpeMEHHOE Ha3HaYeHMe 1 COYeTaHMe NaToreHeTVYe-
CKOW 1 KOMMIEKCHOV CTaHA3PTHOV TEPan¥N MOBBLILLAET UX 3GdeKTHB-
HOCTb. PacCMaTpUBaIOTCA A3HHBIE KAMHUYECKMX NCCNEL0BaHWI O TOM,
KOTZ3 W KaKMX KAMHU4ECKIX SGPEKTOB MOXHO OXKWA3Tb OT NaTOreHeTy -
4eCKOW Tepanuv 1 Kak ee BCTPOUTL B CTAHAIPTHYIO. HOBbIE BU/AbI Tepa-
NuK TpedyIoT NepecMoTpa GOPM U METOAOB OPraH13aLUM ANUTENbHO
Tepanum MaNoMobUABHBIM rpynnam Aetei ¢ M Ans yayyiwers
AOCTYNHOCTY V1 K34€CTBa MeAMLIMHCKIX YCAYT Ha AoMy. C MCnonb3o-
BaHMEM BCEX MMEIOLLVIXCA CPEACTB TePaneBTUHeCKo NOAAePXKKM
nauvientos ¢ M/ Mbl CTOVIM Ha MOPOTre PaANKaNbHbIX MONOKUTENbHbIX
V3MEHEHMI B 1e4eHNN 1 TeYeH M 33001eBaHIIS C NPeBPaLLEHNEM ero
113 GaTaNbHOrO, MOKa He KypPaTVBHOIO, HO B MOAAIIOLLYIOCS eHeHI0
XPOHU4ECKYHO HO30/10T V.

Knrouesble cnoBa: vbileyHas Auctpodus oweHHa, ANCTpoduH,
CTaHAPTbI TEPANUW, NATOreHETVHECKas Tepanus.

Abstract

Duchenne muscular dystrophy (DMD) is an orphan neuromuscular
progressive genetic disorder that causes muscle breakdown

and subsequent loss. The disease is caused by mutations in the
DMD gene, which encodes the dystrophin protein, as a result of
which its synthesis in the muscles is disrupted. In the absence

of dystrophin, the muscles are sensitive to damage, resulting in
progressive loss of muscle tissue and motor function. Research

in recent years has significantly changed our understanding of

the pathogenetic mechanisms of the disease. International and
Russian clinical guidelines for multidisciplinary care in Duchenne
muscular dystrophy have been developed. The emergence and
widespread use of respiratory support and cardiac therapy in the
advanced stages of the disease has made it possible to increase
the life expectancy of DMD by decades. But this is a life with lost
opportunities.

Complex standard therapy with early diagnosis, in the early stages
of DMD, aimed at preventing complications, preserving functions
and slowing down the course of the disease, makes it more
benign, preserves the ability to walk independently for additional
years, reduces the number of disabling complications that are not
necessary for nosology, improves the quality of life, postpones

the age of the need for corrective methods of treatment for many
years, increase the duration of the general and functionally active
life of patients. Pathogenetic therapy aimed at restoring the
missing dystrophin protein or eliminating secondary pathology
has appeared, some of the drugs are available to Russian patients.
Timely prescription and combination of pathogenetic and complex
standard therapy increases their effectiveness. Clinical trial data on
when and what clinical effects can be expected from pathogenetic
therapy and how to combine it with standard therapy are
considered. New types of therapy require a revision of the forms and
methods of organizing long-term therapy for children with limited
mobility in order to improve the availability and quality of medical
services at home. With the use of all available means of therapeutic
support for patients with DMD, we are on the verge of radical
positive changes in the treatment and course of the disease with

its transformation from fatal, not yet curative, but treatable chronic
nosology.

Key words: Duchenne muscular dystrophy, dystrophin, standards
of therapy, pathogenetic therapy.



BBepeHuUue

MbiieuHast nuctpodust Jomenna (M) — yactoe
cpeny ophaHHBIX TSDKEJIOe, ITPOTrPeCcCUpyIoliee reHeTnye-
CKOe 3a00J1eBaHMe, BbI3BIBAIOIIEE pa3pyIIeHe MBbIIIILI, IT0-
paskaet 1 13 5000-6000 HOBOPOKAEHHBIX MAJIbUMKOB [1, 2,
3], uiu 1: 10000 oT 06111ero KomnuecTBa HOBOPOXKIEHHBIX
JeTeil, He MMeeT reorpadmueckux ¥ pacoBbIX pasauunii
10 PacIIpOCTPAHEHHOCTH [2, 3, 4]. [I1s1 cpaBHeHMSI, pac-
MIPOCTPaHEeHHOCTb MbIllleyHO TucTpodun bexkepa (MIIB)
coctasiisieT MeHee 8 ciiyuaeB Ha 100000 HOBOPOKIeHHBIX
MY>KCKOro 1osna [3]. B Poccniickoit @enepanym Konmye-
CTBO nanyeHToB ¢ MJIJI pacueTHO coctapisieT 3500-4500
MaleHToB, OAHAKO «BUIMMBIX IJIsI MeAUIIMHbBI» ITaliy-
€HTOB C TeHeTUYeCKU MOATBEePKAeHHbIM AMarHO30M —
opueHTHPoBOUHO 1500, ocTajbHbIE KUBYT 3a 3aBECOIA
HEBEpHBIX IMAarHO30B. DTO 03HAYAEeT, YTO 6OJIe3HD Y HUX
MIPOTEKaeT TakK, Kak B XIX Beke, Korga 9To 3ab60jieBaHue
BIIepBbIe OBIJIO OIMMCAHO [5].

M Bbi3bIBaeTcsa MmyTauusaMu B rene DMD (konu-
pyeT cuHTe3 6e1Ka OucTpodHa), KOTOPble HAPYyIIaloT
BbIPabOTKY aucTpoduHa. I'eH pacmooxkeH Ha Xp21 xpo-
MOCOME, 3TO «I€HETUUECKUI1 yOUiiIla MaJIbUMKOB HOMEP
oauH» B Mupe [6]. Mytauun B reHe DMD Tak>ke MOTYT
BbI3BIBATh MbllIeuHyI0 AucTpoduio Bekkepa (MIB) [6],
5TO 60JIee jerkoe 3aboJieBaHme ¢ 6oJee MO3gHUM Ha-
YyaJioM 1 60J1ee MeIJIeHHbIM IIPOTPECCUPOBAHNEM, UEM
M [7, 8]. Paznuumns B TSIKeCTH 3a60/1eBaHMit 00BSCHS-
I0TCSI TeM, MMeeTCs JIM HapyllleHue paMKU CYUThIBaHU S
MOO) nnn vet (MIB) [9].

Camble paHHME CMMITTOMBI — 3aJIepsKKa PU3MUECKOTO
u peueBOro passutus [7, 8]. B eBpomneickux cTpaHax
nuarHo3 M/l cTaBsT B cpejHEM B BO3pacTe MabulMKOB
4-4,5 roga. Jlyuuine npakTuku, Haripumep B Utannuu,
3HAIOT CBOMX MAI[MEHTOB B cpeiHeM K 3 rogam. B Poc-
cuiickoi @epepalium cpegHMI BO3PACT AMAarHOCTUKU
MJI/I Bce ellie OCTaeTCs BBICOKMM U COCTABJISIET OPUEH-
TUPOBOUHO 7 seT [10].

BONBIIMHCTBO NallM€HTOB TEPSIIOT CITOCOGHOCTh
XOAUTH U CTAHOBSITCS 3aBUCUMBIMU OT MHBATUIHbBIX
KOJISICOK B BOo3pacTe 7—12 jeT, HYy>KJalTCS B pecliMpa-
TOpHOI nmoagepskke B 15-20 seT. [Tpy onTuMasbHOM
yXO/ie B pa3BUTBIX CTPaHaX nauueHTsi ¢ M1/ SKMBYT 10
20-40 nieT, yMUpAIOT OT CEePAEUHON U/UIU IbIXaTeTbHOM
HEeJIOCTaTOYHOCTH [7, 8].

3aboseBaHMe A0 CUX ITOP HEM3JIEUMMO, HO B CHCTEME
CBOEBpeMeHHOI IMarHOCTUKM, Me IUIIMHCKO TOMOII
U Tepaluy MO LaeTCs JeYeHUI0 U MeHsIeT TPaeKTOpUIo,
MPOAOJ/IKUTENbHOCTD KM3HU yBeJInunuBaeTcs: Ha 10+
set [11].

FeHeTUKa

I'en nuctpodumua DMD (Xp21.2-p21.1) — oguuH U3
caMbIX 60JIBIINX FeHOB ueoBeka (2,2 M6), conep>kuT
79 sx30HOB [12]. B rene DMD nanuentoB ¢ M1/ nian
MIB o6HapyskeHOo 60see 7000 pasaMIHBIX MY TaIMIA.
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Oxoso 60-70% m3 Hux ipu M/IJ] cocTaBasIOT ge/lelun,
5-15% — pynnukanuu, a 20% — ToyeuHble MyTallUH,
HeO6OoJIbIINMe eselK MY AyIauKanuu. HanpoTus,
y nnauueHToB ¢ MJIBb 60-70% MyTanuii COCTaBIASIIOT
nmenenun, 20% — gynaukanuum, a 5-10% — ToueuHblie
MyTaluu, HeGoJIblIe qeeluu Uan BctTaBku [7, 8, 13].
Bo/bIMIMHCTBO Aenenuit U [yTIANKAIUii B TOPSTUUX TOU-
Kax reda DMD pacIioJioskeHbI B 9K30HaxX 45-55 1 3-9.
[TpumepHO 47 u 7% nanyueHToB ¢ M1l MEOT MyTaluu
B 3TUX TOPSIUMX TOUKAX, COOTBETCTBEHHO [14, 15]. Pac-
MOJIOKeHe MyTaluu Ha TeHe BO MHOTOM OIpefesisieT
TSKECTH TeueHus 3a60/1eBaHMsI — UyeM OJIMKe My Talust
K HavaJIy TeHa, TeM 60Jiee JOOpOKaYeCTBEHHOE TeUeH e,
¥ HA000POT, YeM IMCTaJIbHEE PACIIOIOXKEHA MYy Tall Vs,
TeM TsDKesiee 3a6osieBanue [16].

De novo myTaniuu yacTo BcTpedarTcs npu M
u MJIb — npumepHo y TpeTu nanueHTos [17, 18, 19, 20,
21]. IIpymeyaTebHO, UYTO MaTepH, He SIBJISIIOIIMeCs COMa-
TUYECKUMU HOCUTENIMU MyTauuu DMD-reHa, HO y KO-
TOPBIX ecThb ety ¢ MO nnu MIIB, mogBepkeHbl pUCKY
umeTsb nocyenyiomux aetert ¢ MI uau MIB B pesysnbra-
Te FOHaJHOTO MO3auiiy3Ma (Kakoi-TO IPOIEHT OOLIMTOB
HeceT MyTaluio). YacTora roHagHOro MO3auilusMa B
0OIMTaX MUJIM CTIEpMAaTO30M1aX MMeeT MHAUBUAYaIbHbIe
pasnnuusi, HO MOXeT JOCTUTraThb 14% [22].

3HaHMe OCHOB reHeTUKM 3a601eBaHM ABISIETCS
HeoOXOIMMBIM AJISI HPaKTUUYEeCKUX Bpaueii B pabore
cmanuedtamu ¢ M I B CBSI3U C T€M, UTO IIPUXOSIIAS
B KIMHUKY FeHOTepaInus B OCHOBHOM SIBJISIETCS TapTeT-
HOJI 1 HallpaBJieHa Ha oIlpeJie/ieHHbIe TUIIbI M pacIlio-
JokeHue myTanuii. KpoMe rimoKOKOPTUKOCTEPOUA OB
(I'KC) B HacTos1Iee BpeMs B KJIMHUUYECKOM ITPaKTUKE
HeT YHMUBepCaJIbHbIX IIperapaToB, MOAXOASIIMUX 15T
Bcex nmauueHToB ¢ MIII. HeT Takyke 1 KypaTUBHOI Ma-
TOTeHeTUUYeCKOi TepaImniu.

MHoroo6pasue aucTtpopuHonaTum

Knmaccuueckoe omncaHue 3a60eBaHMs BKIIOUAET
B €e06s1 MTPOrpecCcUpyOILYI0 MTOTEPI0 MBIIIIEUHON CUJIBI,
HauMHAIOUIYIOCS B BO3pacTe OT 3 10 5 JieT, IoTepio CII0-
COGHOCTM MepeaBUTaTbCcs B Bo3pacTe oT 7 no 12 jer,
IUIAaTallMOHHYIO KapAMOMMOIATUIO U NbIXaTeJIbHYIO0
HeOOCTaTOYHOCTb Ha BTOPOM [IeCSITUeTUN KU3HU [23].

Teuenue 3a60/1eBaHMS 3aBUCUT OT COBOKYITHOCTM JH-
JIOTeHHbIX ¥ 9K30TeHHBIX (haKTOpoB. B 0630pe N. Ferizovic
u coaBT. (2022) [24] npmBOnATCS 23 MPOrHOCTUYECKUX ITO-
KasareJs TSDKeCTU TeUeHUST M CKOPOCTU TTPOrpeccupoBa-
Hust MI/I. DHIOreHHbIe: BO3PACT AMArHOCTUKY U MaHuUde-
CTalMY CUMITTOMOB, TeHETMYECKME MOIU(PUKATOPBI, TUIT
U pacrosoxkeHue MyTaluy, poCcT, Macca ¥ MHAEKC MacChl
TeJia. DK30TeHHbIe: KapAMOMPeBeHINS U KapAuoTepanus,
I'KC (Bo3pacT HauaJjia jedeHusl, 03a, MpPOJ0KUTETbHOCTD
BO3[eiCTBYS, (apMaKOJOIMUECKII aTeHT U PEXKUM ITPU-
ema — eXkeJJHeBHbI U MHTePMUTTUPYIOL ML), ITaTore-
HeTuyeckas Tepanus (aranypeH, ATL1102, npucanepceH,
9/1acaJIOHEKCEHT, STEIIMPCEH, UIe6eHOH, OKCaHIPOJIOH,

NMAAMATUBHAA 7‘
N XOCMUCHAA

A



42

1.0 80 1970
1970-1990
€ 8- nocne 1990
g
=
£ 061
a
B 04
o
I
S 0.2 | -
&
o
O‘U_l T T T T T
0 10 20 30 40 50

Bospacr, net

Puc. 1. U3meHeHUe NPOOOSIHUMESIbHOCINU HU3HU NAYUEHMO8
¢ MZI/T, poxOeHHbLX 8 pa3Hble 200bl. OCHOBHAS NPUYUHA Y8euU-
UeHUs NPOOOJIHUMENbHOCIMU HCU3HU 8 IMO 8peMS — Nosi8JIEHUE
U Hauano n08ceMecmHo20 UCN0Nb308AHUSL PECNUPAMOPHOL N0J-
Oepxcku [35]

TAC-205, BaMOPOJIOH, BUITOIAPCEH), XUPYPTUST HUSKHUX
KOHEYHOCTeJ 1 TI03BOHOUHMKA, OPTe3bl, pecriMpaTopHast
o iep>kKa. B mpyrux my6amkaiusx mpuBoasiTcs yoeny-
TeJIbHbIE JaHHbIE O BaXKHOCTU MTPOPUIAKTUKY U JIeUeHUST
ocTeoriopo3a 1 ponu Butamumua D [25, 26, 27], pusmdeckoii
Teparnuy, pacTsKeK, peabMInMTaly U PErysipHOi yMe-
peHHo GusMueckoi akTuBHOCTH [11, 28, 29]. Heobx0-
OVMO OTMETUTDb, UTO MeAMIIMHCKME aCIIeKThbl HE MOI'YyT
B ITOJTHOJ Mepe OLIEHUTD U 3aMEHUTh POJIb CEMbM B 60pbOe
C TaKOJi TSKEJION IJTMTe IbHOM ITporpeccupyoliei 6oses-
HBIO, MPUBEPSKEHHOCTM K KAYECTBY YX07a 32 60JbHBIMMA
B ceMbe (3HaHMSI, TepIieHNe, TIOCTOSTHCTBO, PECYPCHOCTD).
910 3ab0s1eBaHMe TPebyeT KaskIOJHEBHBIX MHOTOJIETHUX
YCUJINTA CEMbM B TOM, UTO KacaeTcst GpM3MUYecKoii Tepanmn
" GU3NYECKOI aKTUBHOCTMU.

UccnegoBanus namyueHToB ¢ ML/l moaTBepauin pe-
3yJMbTaThl GYHAAMEHTaTbHBIX MCCIeIOBAHMII O B3au-
MOCBSI3M MEXKY CTPYKTYPOi 1 QYHKIMEN AUCTpoduHa.
BoisiB/IeHbI yYaCTKM AUCTPOGMHA, KOTOPbIE BaXKHbI JIJIsT
3abosieBaHMIi cepAIa, KOTHUTUBHOTO AeduiyTta u ap. [30,
31, 32]. Illonumanue naroreneza M1 1 u MJIb Takxke yiyu-
IIMJIOCh B pe3yJIbTaTe U3yUeHMs TalMeHTOB B IIpeesiax
OJTHOJt CeMbM, KOTOpbIE MMEIOT OJMHAKOBYIO MyTaIlMIO,
HO pa3sHYIO CTeIeHb TSKeCTU 3a00IeBaHMsl, a TAKKe pas-
JIMYMS B BbIPAsKEHHOCTU ¥ CKOPOCTU ITPOTPeCccupoBaHms
3abosieBaHMs. DTU UCCIeTOBAHMS TTOAYEPKHYIN BasK-
HOCTbh reHeTUYeCKMX MOAMUGUKATOPOB, ITOCPEICTBOM
KOTOPBIX BapMallyy reHOB, yU4aCTBYIOIIMX, HAIIpUMeD,
B (hopmupoBaHuy BocIaneHus miu Gpubposa, MOTYT BIIN-
SITh HAa McxXo[ 3a6oneBanus. [Tockonbky M1/ — penkoe
3a00JieBaHe, BbISBJIEHME ITUX FeHETUUECKUX MOAUDU-
KaTOPOB SIBJISIETCS CIIOKHOI 3a1auelt.

[IpumepHO ofHa TpeTh nanueHToB ¢ MI/I (MMermux
MyTallMy B IUCTAJIbHOM YaCTU reHa) MMeeT KOTHUTUBHbIE
HapyIIeHus, TPYIHOCTY C 00yUeHeM, ITOBeJeHUeCKe
npo6siembl [33]. KOrTHUTHBHBIE HAPYLIEHMS TTPOSIBIISI-
IOTCSI C paHHEro BO3pacTa, HO He IIPOrPeccupyioT, a mpu
JIOJKHOM MOAXO0JIe C BO3pacTOM KOppeKTupyloTcs [11, 32].

VccnenoBaHus mocaeHUX JIEeT CYIleCTBEHHO M3MeH -
JIV K JTYYIIIeMY Hallle [TOHMMaHye 0COOeHHOCTel TeueHusT
3aboseBanms. [Ipu HagIekaleii MeJUIIMHCKOM ITOMOIIV
nauyueHTsl ¢ M/II B HacToOsIIIee BpeMs JOXKUBAKOT A0
40 neT 6;aromapsi 60yiee paHHe! TMarHOCTUKE, pa3paboT-
Ke ¥ BHeJIPEHUIO B TPaKTUKY peKOMeHIaluii 10 Tepaniu,
a Tak>ke DJOCTMXXeHMSIM B JIeUeHUM CepaeuHO-IerOUHOM
HeIOCTaTOYHOCTH [2].

PeTpocrieKTUBHOE MCCIeOBaHMeE, OITyOIMKOBAHHOE
Kieny P. 1 coaBT. B 2013 1. [34] IpMBOAUT JaHHbIE O TOM,
YyTo /151 nauyeHToB ¢ M, poagusiuinxcs no 1970 1., cpen-
HSISI ITPOJIOJIKMTEIbHOCTD SKM3HM COCTaBJIsIa 25,77 roga,
a mist poguBmuxcs mocye 1970 r.— 40,95 ropa. PasHuia
COCTOUT B TOM, YTO ITOCJEIHSIS IPYIIIa MMesa BO3SMOXK-
HOCTb TMOJIYUaTh pecIMpaTOpPHYIO MOAIepKKY [34, 35]
(puc. 1). 910 ke Kacayoch U MPUUYNH CMEPTU 6OTBHBIX —
B 92% ciydaeB MPUYMHON cMepPTH 60IbHBIX 10 1990 T.
6blyIa ObIXaTe/IbHasI HeJOCTATOUYHOCTh U TOJIBKO B 8%
ciaydaeB — Kapauomuonatus. [Tociae 1990 r. npuumHa
CMepTH Y 3TOi KaTeropuu 60IbHbIX M3MEHMIACh paau-
KaJIbHO — TOJIBKO B 52% cirydaeB 3TO ObljIa AbIXaTeIbHa s
HeJIO0CTaTOUYHOCTb, a B 44% — npo6j1eMbl, CBSI3aHHbIE
C cepaieM.

HaxomneHHbIl TpUBeIeHHbI BbIlIE OIbIT BeJAeHNS
U JleyeHUd nauueHToB ¢ MIIJL cBUIETEeNbCTBYET O TOM,
UTO YBEJIUYUTD NPOIOIKUTETbHOCTD UX JKU3HU MOKHO
IBYMSI IPUHIIMITMABHO Pa3HBIMM CITOCOOaAMM:

» IlpenynpexxaeHue U OeiiCTBME Ha OllepexkeHue,
C 1IeJIbI0 3aMeIIeHN Sl TPOTrpeccpoBaHMs 3a00IeBaHM s
¥ COXpaHeHU S UMeIoIMXCs QYHKIVOHATbHBIX CII0C06-
HOCTeji. DTO MPUMEHMMO Ha PaHHei cTaguu 3aboJe-
BaHUSI, OJisI AeTell CO CBOeBPeMEeHHO AMarHoCTUKOI,
KOTOpbIe BOBpeMsI HauaJiy ITo/TyvyaTh CTAaHAAPTHYIO U, TI0
BO3MOYXHOCTH, TATOT€HETUUECKYI0 Tepaniio, COXpaHUIU
CIIOCOOHOCTD XOAUTH (TA0I. 1).

» Koppexkiins v komneHcaiys, korga M1 HaXoauTcst
B KOHEUYHOI CTaguM IMPOrpeccupoOBaHMS U OCIOKHEHU S
y3ke cOpMUPOBAJINCH, OCYIIECTBIISIOTCS Pa3IMUHbI-
MU MeOULIMHCKMMM MeTOAaMM U BMelllaTeJIbCTBaAMU —
XUPYypPruveckasi KOppeKkius KOHTPAKTypP U CKOIM03a,
pecnupaTopHas MoAAepyKKa JIerKMX, KapamuoTepanns,
006e360MBaHNMe, HYTPUTUBHAS MO AEPKKA. ITO MPU-
MEeHMMO Ha MO30HUX CTaAMUIX IPOTPeccUMpoBaHMs 3a-
6oseBaHMsI, GaKTUUYECKN — TajIIMaTUBHAas IIOMOIIb,
OHa MPOJIEBAET KU3Hb TSIKEeJI0 60JIbHOT0 C MHOI MMM
yTpaueHHbIMU QYHKIMSIMU Ha TOObI [34, 35] (Tabs. 1).

Pa3BuTHE NnaAM\MaTUBHOM NOMOLLUM
Aetam ¢ MAA

Opranusanusi okazaHus MaajauaTUBHON Meau-
LMHCKO oMoy getam ¢ MJIJ] B mociaenHue 5 et
IOIOJIHMIACh HOBBIMM BO3MOKHOCTAMMI. ObecreueHe
HeOoOXOOMMbBIMY MeOUIIMHCKUMM U3AeTUIMU O5
nereii ¢ MIJI, uMeom X MeOMUIIMHCKOE 3aKI0UeHe
Bpaue6GHOI KOMUCCUY MeIUILIMHCKO OpraHusanun
0 HaJIMUUU Y HUX MTOKA3aHUI K MaJJAUATUBHON Mequ-



Tabanua 1

PALLIUM

Buabl npeaynpexaatowiein 1 KOppeKTUpyloLien Tepanun Ha pasHbix ctaguax MAA

BmewatenbcTBo

MonoxurtenbHbie pe3ynbraThbl

MpeaynpexaeHvie, 3amesNeHune, COXxpaHeHne

NMAAMATUBHAA
N XOCIMCHAA
Ne2,2024 | MOMOLLb

Ccbinika

4

3

erOKOKOpTI/\ KOCTEPONAbI

30710TOV CTaHA3PT Tepanuy, 3ameaneHne nporpeccuposaHus M/ B 2 pass,
yMeHblUeHne 0bLLen CMePTHOCTY Ha 76%. MoaAepKa COKPaTUTENbHON
GyHKUMM cepaLa (bonee No3aHee Hakano KapAVOMYONaTU 1 MeHbLIee
4NUCA0 CNYH3EB CMEPTY MO MPUUUHE CEPAEHHON HEAO0CTITOMHOCTH), AblXa-

Te/IbHbIX MbILUL, YMEHbLUEHNE XPOHUYECKOrO BOCMANEHNS MbILLLL, NPOAJeHNe

CNOCOBHOCTN XOANTb H3 HECKO/BKO JIET, NpeayrnpexaeHiie GopMUpOBaHIS

MHBaMAM3MPYIOLLEro ckonrosa. C 3-4 neT NOXM3HEHHO, BapbUPYs PEXXUMbI

¥ A03bl NpremMa

36,37,38

Drzndeckas Tepanus, peabuantaLms

30/10TOW CTaHABPT Tepanuu, npeaynpexaeHne GopM1pOBaHNS KOHTPAKTYP,

npoA/eHne COCOOHOCTUN XOANTb Ha HECKOBbKO eT. C 3-4 NeT NOXKM3HEHHO,

OCHOBHOE BHUM3HMe — rOIeHOCTOMHbIN 1 KOJIEHHBbIM CYCTaBbl, 33TeM Apyrue
CYCTaBbl MO Mepe HEOBXOANMOCTY, EXEAHEBHO NOXKM3HEHHO

11, 38,39

Butamun D

YNyyLUEHVe COCTOSHNA KOCTHOW TKaHW, NpeaynpexeHine nepeaomos
[JIMHHBIX TPYB4aThIX KOCTEN 11 MO3BOHKOB, NPOAEHME CMOCOBHOCTU XOANTb
Ha HeCKObKO fieT. Cpasy noc/ie AMarHO3a, B MOBbILLEHHBIX 4033X, KOHTPOAW-

pOBAaTb ABAX/AbI B r0J, MOXM3HEHHO

25,26,27

Kapanonpodunakmka

3amezsieHne NporpeccpoBaHKs KapAMOMMOnaTuK. MNpu oTCyTCTBUN
CYMMNTOMATVKM He nosgHee 10 neT NOXMU3HEHHO

41,42

BoccTaHoBGHNIE CUHTE33 H3CTUYHO PYHKLMOHANBHOMO ANCTPOPUHS,

[TaToreHeTnyeckas reHoTepanmA

COXPaHeHVe MbILLLL, 33MeANeHe nporpeccupoBaHus M/, npoaneHve 43
CNOCOBHOCTU XOANTb HA HECKOMBKO IET, CTabUAN33LMS 0Obema Aerkux.
C 2-4 neT, B TeYEHME HECKONBKMX NET

Koppekuusa

Kapanotepanua

Crabuansaums v NoAAepKKa M1IOKapAa, Hakvano He nosaree 10 ner, 41

NMOXWM3HEHHO

BrcdocdoHaTHas Tepanms

CTa6I/IJ'IVI3aLI,l/I$| COCTOAHUA ONOPHO-ABUIATE/IbHOrO annapata, NO3BOHOYHMKAE
N OTAE/IbHBIX MO3BOHKOB, MOCAE NEPBOrO NeEpesioMa, No Mepe HeO6XO,£I,VI- 41

MOCTW

PeCI‘II/IpaTOpHaﬂ NoAAEP>XKKa

Crabununzaums U NoAAEPKKa AbIXaTeNbHOM GYHKLMN, YBENNHEHE
NPOAO/KUTENBHOCTU XU3HM A0 20 JONONHUTENbHbIX 1eT. PeCnMpaTopHas
NOAJEPXKKa NpY yMeHbLUeHNN 06bema erknx 4o 50% oT HopMbI,
OTK3LUNMBATENb — MPY YMEHbLIEHMI MNKOBOWM CKOPOCTU KALLAS A0 MeHee

34,35,41

270 a/mMnH

LIMHCKOJ ITOMOIII M, CTaJI0 BO3MOKHBIM B Poccuiickoit
®epepanyuy ¢ 2019 1. 3a cueT cpencTB cyocuanii U3 ge-
IepaibHOTO OI0/KeTa, B COOTBETCTBUU C IIPUKa3aMu
Mwunsapasa Poccum N2 3481 ot 31.05.2019 1 N2 5051
ot 10.07.2019. B npukaze MunsapaBa Poccum N2 348H
«06 yTBepKAeHUM TTIepeuHsT Me IUIIMHCKUX U3TENINA,
IpegHa3HAYEeHHBIX /ISl IO AepskaHus QYHKINUIA Op-
raHOB M CUCTeM OpraHM3Ma yejoBeKa, NpeoCcTaB-
JISIeMbIX JIJISI UCII0JIb30BAHU S HA IOMY» COIEPXKUTCS
6oiiee 200 MegUIIMHCKUX U3nenuii. I3 Hux gJis nerei
¢ MI[1 Hanbosiee BOCTpe6GOBAaHHBIMU SIBJISIIOTCST Me I /-
LIMHCKME U3aeNus Iist obecrieueHns peciiypaTopHOii
noaIepskku (rpyIna MeUIIMHCKUX U3enii «AHecTe-
3M0JIOTMYECKIE U peCcIpaTOpHbIe MeAUIMHCKIE U3-
Ienusi»), CpefCcTBa MmepeaBMKeHMs afallTUPOBaAHHbIE
(B T.4. pa3HOOOPa3HbIe KPeCaa-KOJISICKI), CUCTEMBI
noabeMa/repemeleHns MalMeHTOB, KPOBATU Me-
IUIMHCKNE U COMTYyTCTBYIOMMe usnenus. [lopsigok
obecrieyeHUsI MeAUIIMHCKMUMM U3AENUIMU OETEH,
MOJIYUaUUX MaJAMATUBHYIO MeAUIIMHCKYIO I10-
MOIIb, peryaupyertcs nmpukazom Munsapasa Poccuu
N2 5051 «O6 yTBepkaenuu Ilopsiaka mepemadyu oT
MeJIUIIMHCKOM opraHmM3aluy naueHTy (eTo 3aKOHHO-

MYy IpenCTaBUTENI0) MeAULIMHCKUX U3 eNU, Ipey-
Ha3HAYEHHBIX IJIS IToAaepkaHusT PYHKIMIT OpraHoB
U CUCTEeM OpraHu3Ma uejioBeKa, AJis UCTI0JIb30BaHUS
Ha IOMY MTPY OKa3aHUM MaVIMAaTUBHOI MeAUIIMHCKOT
TTOMOIIL U ».

Ba’kHbIM 11arom Ha My TH yJIyYII€HMS] KaueCTBa Me-
IUIMHCKOM oMoy getsam ¢ MIIIT cTaio yTBepKaeHue
B 2023 r. knMHMYeckux pekomengauuit KP 773 «Ilpo-
rpeccupyiloinasi MmbiiiiedHas nuctpodus JiomieHHa.
[Iporpeccupyroias MbileyHast gucTpodus bexkepa»
[LJIsI BO3pacTHO KaTteropuu «detu» [29]. [JaHHbIe KJIN-
HMYEeCKMe peKOMeHIanuu B pasgenax 2.5. Hble nu-
arHoCcTUYecKue uccaemoBanms u 3.5. IlajnanaTuBHas
MeIUIMHCKAa s TOMOIb COAepyKaT CeIyole peKOMeH-
Ianyuu, MpsmMo Kacarlyecss OKa3aHMs NaJlJIMaTUBHOM
MeIUIIMHCKOM MOMOIIM TeTSIM:

¢ PexoMeH1yIOTCSI IepBUYHbBIE KOHCY/IbTALIUM Bpaueil
Y MHBIX CIIeIIMaIMCTOB U3 MeAMIIMHCKOM OpraHu3ainmu
WY ee CTPYKTYPHOTrO NoApa3aeieHnsl, 0Ka3bIBaloIIero
Creuuaan3upoOBaHHYI0 NAJUIMATUBHYIO0 MEOULIIMHCKYO
nomoub getsasMm ¢ MII/M/B, mpu Hanu4umuu roKasaHuii,
LIS oTpefiesieHst 06'beMa HeoOX0IMMOI TTaIMaTUBHOM
TIOMOIII M.

'~

A
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+ PexoMeH1yIOTCSI TOBTOPHbBIE KOHCY/IbTAI[M Bpaueri
Y MHBIX CIIeIIMaJMUCTOB 13 MeIMIIMHCKOM OpraHu3auinmn
WJIN ee CTPYKTYPHOTO MTOApa3aeeHusl, 0Ka3bIBaloIIero
CcrenuaJdM3MpOBaAHHYIO MA/UVIMATUBHYIO MeAULVHCKYIO
nomoiub aetsam ¢ MI/MIB, npu Halinunu roKasaHui,
IJIS1 oTIpeiesieH st 06beMa Heo6X0IMMOli ITalJIMaTUBHOM
IIOMOIIIY ¥ OLIeHKM ee 3P(PeKTUBHOCTN.

+ PexoMeH1yeTCsI OKa3aHMe NOCTYITHON MaaanaTuB-
HOWM MeAUIMHCKOM nomotiu getsMm ¢ M1/ MJIb, kom-
TIJIEKCHO OCYIIECTBJISIEMOi COTPYAHUKAMU MeIUIIMHCKIX
opraHmusaluit 1 ux moapasaeneHnit, 0Ka3blBalOII X
CTienMaanM3UpPOBAHHYIO NMAVIMATUBHYIO MeIUIMH-
CKYI0 IIOMOUIb JETSIM, B PETyJISIPHOM B3aMMOZENCTBUMN
C ceMbeli I o6ecIieyeHus IOTPeOHOCTeN maleHTa
U ero 3aKOHHBIX TIpe/ICTaBUTeIelt Ha pas3IMYHbIX 3Tarax
3ab60/IeBaHMSI.

+ PexomeH1yeTCsI BCeM MalleHTaM C TPOrpeccupylo-
IIei1 MbIIIIeYHOI qucTpodueri [T1oleHHa ¥ ITPOrpeccupy-
IOIIIei MBIIIEUHOI TucTpodmeit Bekkepa, HYKIAIOIIMMCS
B OKa3aHUM NaJIMaTUBHOM MeIUIIMHCKOM IIOMOIINA,
IIPOBOIUTH MMATPOHAXK BbIE3HOI ITaTPOHAKHOI Opura-
IOVl OTAe/IeHM S BbIe3HOM MaTPOHAaKHONM Na/JIMaTUBHOM
MeIUIIMHCKONM ITOMOIIV JETSIM C 11eJIbI0 OKa3aHMsI Iajan-
aTUBHOJ crielaau3upoBaHHOI MeAUIIMHCKOM TTOMOIIA.

Heo6x0quMo0 OTMETUTH, UTO B KPUTEPUM OLIEHKM Ka-
YyeCcTBa MeIUIMHCKOM rTomMoy getsam ¢ M1 BKIIoueHOo
MpoBeieHNe MTaTpOHayKa BbIe3JHO IaTPOHAKHOI Opura-
JIOVi OTAe/IeHM S BbI€30HOM IMaTPOHAKHOM MMaI/IMaTUBHON
MeAUIMHCKOM ITOMOIIM AeTsM MallieHTaM, HY>Ka0-
LIMMCS B TAJUIMAaTUBHOM MeAUIMHCKOV ToMoIu [29].

Cnenymoummum 3TaroM pa3BUTHSI TAJJIMATUBHONM Me-
IOUIMHCKOM nmomoiuy getsam ¢ M/l goJ/I3KHO CTaTh I10-
BCeMeCTHOe ee OKa3aHle Ha OCHOBE YTBepPKAeHHOTro
npukazom MuH3gpasa Poccuu cTangapTa MeqUIIMHCKOM
TIOMOILY IIPU JaHHOM 3a60JIeBaHUM.

AencTBUe Ha onepeXxeHue

BoJsiee 6;1aronpusTHOrO TeUeHus 3a00/1eBaHMs, Kaue-
CTBA JKV3HM [IJISI TIAI[ME€HTA U €T0 CeMbI MOKHO TOOUTHCS
yTeM MPOJJIeHMs paHHelt ambynaTopHoit ctaguu M/,
npeaynpexaeHus N0oIBAeHNUS MHBAAUAN3UPYIOLUX
OCJIOXKHEeHU1, 3aMeJIJIeHNsI IPOTpeccupoBaHms 3abose-
BaHMS ¥ COXpaHEeHMUS TeX QYHKIIMOHATbHBIX BO3MOK-
HOCTEI, KOTOpPbIE €CThb Y JeTel B 3TO BpEMSI.

Vi3MeHUTDb TPaeKTOPHUIO pa3BUTHKS 3a00/IeBaHMSI, 3a-
MeIJIUTh ero IPoTrpeccrpoBaHue, epeBecTu B 6oee
mo6poKayecTBEHHYI0 GOPMY MOKHO U HYKHO, eCJIU
IeicTBOBATD 110 (hOPMYJIe: «ITpeyIpeauTh, 3aMeIJINTh,
COXPaHUTb». [IJIs1 TpoTpeccupyloiiero 3aboaeBaHmsl,
KOTOpBIM siBJisieTcst MIIJI, moka HeT PyHKIMU «BOCCTA-
HOBUTb».

Heo6x0a1MO IPOAIUTH CTANIO CAMOCTOSITEIbHOI
X0mb0bI y meTeii ¢ M/ kak MyuamumyM Ao 10 jieT, ontu-
MaJibHO — 10 15, OpMeHTUPYSICh Ha BHICOKYIO BEPOSIT-
HOCTD TOSIBJIEHNST HOBBIX 9((eKTUBHBIX JIeKapCTBEeHHBIX
npenapaToB. Yke MMeIOIIecs: pe3yJIbTaTbl MHOTOJIETHUX

pPeTpOCIIeKTUBHBIX UCC/IeNOBaHMIT CBUIETE/IbCTBYIOT
0 TOM, UTO PaHHSIS AMaTHOCTHKA 3a60IeBaHMs U CBOe-
BpeMeHHOe Ha3HaueHue U MpUMeHeH e KOMITJIEKCHOM
Tepanmuy ClIoCOOHBI COBOKYITHO YBEIUUUTD CIIOCOOGHOCTH
XOAUTDh y malieHToB ¢ MIJ] Ha HeCKOJIBKO JieT [24, 38,
44] (puc. 2).

[Touemy npu MIJ1 yaensieTcs Takoe BHUMAaHMe CIIO-
cobHOCTU XO0OuUTh? IIpeske BCero, aTo MOJIOKUTETHHO
BJMSIET Ha 00IIee pa3BUTHE peOeHKa, COCTOSIHME TTbI-
XaTeJbHOI CYCTeMBI (TTOBBILIAET BO3PACT MTOTPEGHOCT
B pecrnympaTopHO¥ MoAaepskke), GopMupoBaHye OTIOPHO-
JBUTATEBHOTO aMliapaTa 1 BhIPaXXeHHOCTh CKOJINO03a,
MPOJO/IKUTENBHOCTD ¥ KaUeCTBO KU3HM NaljMeHTa U ce-
mbu. [Tpy M/1], B iepBYI0 ouepenb IO pa3HbIM IIPUIMHAM
CTPaJaT HOI'U. ITO MOTYT ObITh ITePeIOMbI JJIMHHBIX
TPYyOUATHIX KOCTEH C ITOC/IeAYIOIIMM TUIICOBAHNEM, aTPO-
(bumeit MbIIIII ¥ TTOTEpE CITOCOOHOCTHY XOAUTh. YTpara
CIOCOOHOCTY XOOUTD y meTeit ¢ M/I/I cBsI3aHa C aTpo-
(bmeit MpIIL ¥ X €1a60CTHIO, TAKKE C KOHTPAKTYpaMu
rOJIEHOCTOIIHBIX CYCTaBOB, KOria pe6eHKy O0JbHO CTO-
SITh ¥ XOIUTh: OH TepsieT paBHOBECHeE, MalaeT U B UTOTE
OTKa3bIBAETCSI OT MOMBITOK XOAbObI. DTO TTIOBOPOTHBI
MOMEHT B TeUeHMM 3a60IeBaHMsl, JaJibllle HAUMHAETCSI
3¢ddeKT JOMMHO ¢ HapacTaHMEM ITPOBIIEM U OCIOKHEHUIA.

Hwuke mpeacTaB/ieHbl OCHOBHbIE TPUUMHbI TPEK/e-
BpPEMEHHOI1 ITOTepy CITOCOOHOCTY XOAUTH Y AeTer ¢ M,
Y CTIOCOOBI UX TIPeAYIIPEXIeHNUS:

» KOHTPaKTyPbI TOJIEHOCTOITHOTO CycTaBa 1 gedop-
Martus CTOIbI

penreHye — dbusnuyveckast Tepanusi, pacTsKKY [11]

> TIepesIOMbI IIMHHBIX TPYy6UAThIX KOCTEN HOT

peurenmne — ButaMuH D, KaJbLuii, Tpo@uIaKTUKa
ocTeonoposa [25, 26, 27]

» HapacTaluas MbIleyHast cJ1abocTh (OBICTPHIN
pocr) [11]

pemrenne — I'KC (3ame/isiFOT pOCT, COXPaHSIIOT MBIIII-
1) [11]

> M30bITOUHBI BeC (IlepeIOMbl JIMHHBIX TPYy6UYaThIX
KOCTeli HOT, KOMITPeCCUMOHHbIE TIepeOMbl IO3BOHKOB
MOSICHUYHOTO oTAena) [11, 41, 43]

penreHue — OTBETCTBEHHAS MO3ULUS POSUTEIEN
¥ opraHusanus MuTaHus A0 U MocJie Havaja mpuema
I'KC [24].

B 2012 r. Humbertclaude V. u coasr. [45] ony6sn-
KOBaJIM KJAMHUYECKMe AaHHble u3yueHus 278 ppau-
y3ckux nanyueHToB ¢ M1/l (cpegHMI1 JOHTUTIOAHBIN
nepuo Habmogenus 14,2 roga). ITo Bo3pacTy norepu
CITOCOGHOCTU K MepeIBMKeHIIO ObIIM BbIIeIeHbI TPU
rpynmsl: 1o 8 et (rpymma A) — Tsikenast popma M,
XapaKTepu3yeTCsi pAaHHUM TSIKeJIbIM IBUTaTeIbHbIM
U ObIXaTeJIbHBIM CHMXKeHueM; oT 8 0 11 neT (rpyria
B) — nmpomeskyTOUHOe 10 TSIKeCTy TeyeHue; oT 11 1o
16 et (rpymma C) — 6oJiee jierkoe TeueHue (Tabi. 2).
B oTnnume oT mporpeccupoBaHusI NOPakeHUs CepALia
MOTOPHbBIE U IbIXaTeJbHbIE 3MeHEeHNS B TPeX rpyIinax
MMeJIM OCTOBepHbIe CTaTUCTUUYECKIe pa3Inumsl.

Pe3ysibTaThl MCCIeOBAHMSI: YPOBEHDb (PU3MUECKUX
BO3MOXHOCTeJ (CITOCOOHOCTh XOAUTh, 6eraTb, MO/ -



Tabaunua 2

PALLIUM

NAANMATUBHAA | ‘
N XOCIMCHAA 4
Ne2,2024 | NOMOLLUb

A

o1

MokasaTtenu nporpeccuposanuns M1/l B rpynnax nauneHToB ¢ pa3/IniHbIM BO3pacTOM NOTEPU

cnoco6HoCTN XoAUTb [45]

MNMoka3aTenb, roabl

(ecnm He ykazaHo nHOe)

Ipynna ao 8 net

Bo3pacT yTpaTbl CNOCO6HOCTY XOAUTH Y AeTeld, roAbl

lpynna ot 8

CnocobHocTb 6erathb 5,41 711 9,19
CnocobHOCTb MOAHMMATHCA MO AECTHULE 6,24 7,99 10,42
CnocobHOCTb XOANTH 7,10 9,25 12,01

CnocobHOCTL BCTATb U3 NOJNOXKEHUS NEXKA HA CINHE 6,8 8,5 10,3
MaKCUMabHBIA 06BEM NETKIIX, /I 161 20n 24N
OCTaHOBK3 pOCTa NIErKMX 10,26 12,45 14,58

CKOPOCTb CHUXEHWA POPCUPOBIHHOM XKIU3HEHHOM eMKOCTN
nerkux (% B rog) 8,83 7,52 6,03
MoTpebHOCTb B peCcnMpaTopHON NoAAepsKKe

(06bem nerkyix < 30% oT HopMb) 13 16 20

JNarHoCTnKa CKOANO33 10,1 119 134

HMUMATbCSI M3 TIOJIOKEHU S JiexKa) OTIpeiesissioT TaKxKe
00beM JIETKUX, CKOPOCTh CHUKEHMUST POpPCUPOBAHHOM
SKM3HEHHOJ eMKOCTU ¥ BO3PaCT HeOOX0AVMMOCTY PecIu-
paTopHoit moaaepykku. [TapasiesnbHO C HApacTaIUM
IBUTATENbHBIM IeUIIMTOM U TTIOTepeii ABUTATETbHBIX
CITOCOOHOCTE MPOrpeccupyIoT KOHTPAKTYPhl KOHEY-
HOCTEI, a CKOJIMO03, TI0-BUAMMOMY, SIBJASIETCS Hamb0-
Jiee Ba>KHbIM OCJIOKHEHMEeM, HalPSIMYI0 CBSI3aHHbIM
C BO3PaCcTOM IIOTepU CIIOCOGHOCTH K IepeIBMKEHIIO,
U IMaTHOCTUPYeTCs 0OBIUHO Yepes3 2 Tojia IocJjie moTepu
MOOGMJIBHOCTYU [45]. BaKHO OTMETHUTD, UYTO 3TO TaBHEE
ucciaenosanue 2012 r., B HeM He IIPUBOASTCS OJaHHbIE
o npueme I'KC nanmeHTaMu, BKJIIOUEHHBIMU B UCCTIE0-
BaHMe. JTO BXKHO C TOUKY 3peHUs TPOAOJIKUTETbHOCTU
CITOCOGHOCTM XOAUTH, GOPMUPOBAHMS MHBATUIU3U-
PYIOIIEro CKOMM03a ¥ MHOTUX IPYTUX KOMOPOUTHBIX
coctositHMit, Ha uTO ['KC BAMSIOT mOKa3aTeabHO.

PaspaboTaHa 1 OIy0JIMKOBaHa KOHLIEMIIS KJIloue-
BBIX KpUTEPUEB U COCTABIAIONIMX 93¢ GEeKTUBHOI Tepa-
muu 60bHBIX M]I I, c MOMEHTAa II0OCTAHOBKM AMarHo3a.
Ona npenHa3HavyeHa JJ1s TPaKTUUeCKOro KAMHNYECKOTO
npuMeHeHM [38], B KOTOPOJ IMaToreHeTnyeckas Te-
panus SIBJISIETCS «BUIIIEHKOI Ha TOPTEe» M BHOCUT CBOIO
JIETITY B COCTOSTHYME GOJILHOTO TP COOJTIOIEHUN U TIPU-
MeHeHUM BceX (aKTOPOB HMKHUX YPOBHEN MUPaAMUIbI
(puc. 2). Umewiasics B HaCTOsIIee BpeMs maToreHe-
TUYecKkasl Teparnmus He MOXeT 3aMeHUTb U OTMeHUTD
CYIIeCTBYOI[MEe CTaHAAPThl MeIUIIMHCKOI MOMOII
metsm ¢ M, 1 MakcuMMaJ/bHO 3G eKTMBHA He BMECTO,
a BMecTe ¢ Humu [38, 40].

KoH1lermys BK/IIoUaeT B cebsl coO/II0neH e KOMITIeKca
YCJIOBUI: paHHSISI AMAarHOCTUKA + KOMIIJIeKCHAs CTaH-
nmapTHas Tepanusi (KOHTPOJIb BuTamuHa D, pusnueckas
Tepamnus, pacTsSIkKKH, CBOeBpeMeHHbI CTapT Ipruema
nedasakopra (I'KC nmepBoro Bbi6opa), Kapauornpodu-
JIaKTHMKA, COXpaHeHre QYHKIMK JIeTKUX (puc. 2). 1o
6asuc O IPUXOIsINeil B IpakTUKYy jeueHuss M T
HOBOI1 ITaTOTeHeTMYeCcKoit Tepamnuu. [IpenioskeHHast

KoHIenuus 3pGeKTMBHOM KOMIIJIEKCHOV Tepanumn
M o6ecrieunBaeT MaMeHTOLEHTPUIHYIO TePAIINIO,
3aMeJJIsieT IIporpeccupoBaHue 60Je3HM, TO3BOJISIET
n36exxaTh pasBUTUSI He06sI3aTeNbHBIX A1 HO30JIOT UM
SKU3HEYTPOKAIINX MHBATUAU3UPYIOIINX OCIOXKHEHU I
(CKOMMO03, KOHTPAKTYPBHI, TepeJIOMbI IJIMHHBIX TPyOUa-
TBIX KOCTEJ1 1 [T03BOHKOB, YMEHbIIIEHe 00'beMa JIETKIX,
JIbIXaTesibHasi HeJOCTaTOYHOCTD) [38].

MaTtoreHeTUUECKanA TapreTtHaa reHotTepanusa

VccnenoBaHMsI TI0 CO3IaHMIO TTATOTeHETUYECKOM
Tepanuu MJIJ] BeIyT B HaCTOs1lee BpeMS OeCATKU
(apmaiieBTIMUECKMX KOMIIAHNIT, OHM HAIlpaBJIeHbI Ha
BOCCTaHOBJIEHME CHMHTe3a 6eika IucTpoduHa 1 yCcTpa-
HeHVe MaTOJIOTUYEeCKUX MOCIeICTBUIL €T0 OTCYTCTBUS.
CyluecTByOIMe TTaTOTeHeTUUeCKe mpernapaThl IS

FTEHOTEPANUA

KOHTPO/J1b CEPALIA
N AbIXAHUA

CBOEBPEMEHHOE
HA3HAYEHUE AE®/IA3AKOPTA

COXPAHEHVE CYCTABOB
1 MblLUL,

NPO®UNAKTUKA OCTEOTMOPO3A
(BUTAMUH D)

PAHHAA AUATHOCTUKA

Puc. 2. Cucmema a¢ppexmueHoli komnaexcHolli mepanuu

M [38]
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M moka He MOTYT BOCCTAHOBUTD YTPAUeHHYI0 MbI-
[IeYHYI0 TKaHb ¥ QYHKIMIO, TO3TOMY BasKHO HAUMHATH
Tepanmuio Kak MOXXHO paHblile, Ha JOCMMIITOMHOJ CTa-
Iy 3a60J1eBaHMS, TIOKA MBIIIIIBI €1le COXPAHHBI U €CTh
TOUKA MPUJIOKEeHUS [IJisI Teparmu.

Omo6peHbl MeKAYHAPOIHBIMM PEryasiTOPHBIMU
OpraHaMu " yke MpuMeHS0TCS B Poccuiickoii @e-
Jlepauuy TapreTHbIe TeHOTepaneBTUYeCcKye npena-
paThl 7151 IPOYUTBIBAHUS CTON-KOAOHOB (TOUKOBBIE
HOHCEHC-MYTally, B pe3yabTaTe 3aMeHbl OCHOBA-
HUST popMuUpyeTCs MpeXxIeBpeMeHHbIi CTOIM-KOJA0H)
M IIPOMYyCKa 9K30HOB 45, 51, 53 (KpyIMHbIe Oelennn,
KOPPEeKTUpPyeMble NOMOTHUTEIbHBIM MPOMYCKOM
COOTBETCTBYIOIIUX 3K30HOB), KOTOpPble Ha3HAUAIOT
metsam ¢ MO ¢ panHero Bo3pacTa. boJsiee netanbHasd
nHopMal s 1Mo BbillleyKa3aHHbIM IperapaTam Mpu-
BOAMTCS B MOCTAEAVIOMMX pasaenax ctaTbu. COBOKYII-
HO OHM MOAXOISIT OpMEHTUPOBOUYHO 40% manMeHTOB
[46]. B mpakTuueckoii meguumHe Poccuiickon @ene-
pauuu njig Tepanuu nauueHToB ¢ M1l Ha3HAvYawT
MSITh TAPTETHBIX MIPeNnapaToB: aTaJypeH (HOHCeHC-
MyTalluu), Ka3uMepCeH, STeNAUPCeH, TOI0AUPCEH
U BUJITOJIApCeH (IIpernapaTsl AJis MPOITycka 5K30HOB
45,51, 53 cOOTBETCTBEHHO).

B HacTosmee BpeMst GOH, TTOAIEPKKM JIeTe C TSI-
SKeJIBIMU KM3HeYTPOXKAKIIMMU U XPOHUIECKUMU 3a-
60JieBaHUSIMM, B TOM uycje opdhaHHbIMU 3a60JieBa-
Husimu, «Kpyr nobpa» o cocrossauio Ha 07.06.2024
obecreyMBaeT IperapaTaMy TapreTHO TeHOTepanmumu
425 poccuiickux meteit ¢ M (3aperncTpupoOBaHHbI
B Poccuiickoit ®enmepanyy aTaaypeH U 0f06peHHbIe
MeXIYHApPOLHBIMMU PEryJIsiTOpaMu 3TeIIUPCEeH, FOJI0-
IVPCEH U BUJITONApCEH) (Tabi. 3).

lMpounTbiBaHUE CTOMN-KOAOHOB

AtanypeH npenHasHaueH 1 nauueHTos ¢ ML oT
2 JieT u cTapiile, MMeIoI X HOHCeHC-MYTAal IO B TeHe
nuctpoduHa. JJaHHbI BUI MyTaIMit TPOSIBISIETCS 06-
pa3oBaHMeM MpeXIeBpPeMeHHbIX CTO-KOJJOHOB B Ma-
TpuuHoii PHK. [Ipemnapart geiicTByeT Ha 3Tale TpaHC-
nsauuy 6eyika B pubocoMe 1 IMO3BOJISIET BOCCTAHOBUTD
CUHTe3 MOJIHOPa3MepHOTo 6esnka auctpoduHa [47]. ITO
TabeTMPOBAHHBIN ITpernapar, yA0OHbIi OIS JJINTeb-
Horo npuema. B Poccuiickoit ®egepannm Ha 07.06.2024
235 mauyeHToB ¢ M/l 11o/IyyaroT aTaJypeH ¢ ITIOMOIIbIO
doupga «Kpyr mobpa» (Tabi. 3).

MpenapaTbl A NPONYCKa 3K30HOB

B HacTosiee BpeMs B MeXIYHapPOIHO U POCCUIL-
CKOM KJIMHMUYECKOJ NPaKTUKe IIPUMEHSIOT YeThipe
npernapara, KOTOpble IPUBOJISIT K MPOIYCKY 9K30HOB,
a UMEeHHO 3TeIJIMPCEeH, rOJOLUPCEH, BUJITOapCeH
1 KasumepceH. OHM 0gOo6pPeHbI YIIpaBieHreM 10 ca-
HUTApHOMY HaJI30PYy 32 KaueCTBOM MUIIEBbIX TPOIYKTOB

u menukameHToB (FDA) nns neuenust M [47-56]. TTo-
CKOJIbKY 3TU TIpernapaThl CrielupUUHbI K Olpe/ie/IeHHbIM
MYTalysIM, OHU IPUMEHMMbI TOJBKO MpUMepPHO K 30%
Bcex nmauyueHToB ¢ M.

Tepanus, KOppeKTUpYIOIas HapyllleHe paMKu
CUMTBIBAHMS TeHa JucTpodmHa MyTeM MPOoITycKa orpe-
IeleHHbIX 9K30HOB (51, 53, 45 u Ap.), o6ecrneunBaeT
CUHTE3 YKOPOUEHHOTO OTPAaHMUYEHHO QYHKI[MOHAIb-
Horo 6ejKka nuctpoduHa. Takoit 6eJI0K CMHTE3UPYEeTCS
npu MIB. IIpernapaTsl SBASIOTCS crielubUUHBIMU 15T
omnpefe/leHHbIX JleJiel /i, IpU Pa3HbIX MyTalUSIX MTOCTIe
MIPOITyCcKa Pa3HbIX 9K30HOB OYAYT 06Pa30BbIBATHCS
pas3auyHblie 6eKU-AUCTPOGUHBbL. PaKTHUEeCKM ITPOITYCK
O HOT'O M TOT'O Ke 9K30Ha MOXeT IIPUBECTU K 06pa30-
BaHMIO PasHBIX IUCTPOPMHOB. Tak, meaennst 5K30HOB
47-50, 48-50, 49-50 1 52 Mo3keT 6bIThH BOCCTAHOBJIEHA
Iy TeM ITPOITycKa 3K30Ha 51. OgHAaKO AUCTPODUHBI,
MpOoAyLMpyeMble Mocje KOppeKI MM Mponycka 3K30-
Ha 51, 6yayT pa3nauuarbcs. Takke genenus 5K30Ha
52 mMokeT 6bITh BOCCTAHOBJIEHA ITPOITYCKOM 3K30HA
51 wnu sk30Ha 53, UTO IPUBOAUT K TOTYUEHUIO IBYX
pPa3HBIX OMCTPOGOUHOB, KOTOPbIE MOTYT OTANYATHCS
dynkumonanpHo [7].

[TpenapaTsl A5 IPONYCKa 9K30HOB OKAa3bIBAKOT
MYJIbTUCUCTEMHOE BO3IeiiCTBMe Ha 6OJbHBIX, TPU
IJIUTeTbHOM MCIIOIb30BaHUY MTPOIJIEBAIOT CIIOCO6-
HOCTb K CAMOCTOSITEIbHO X01b0€e Ha HEeCKOJIbKO JIeT,
yAyYIanT QYHKIUK PYK U IbIXaTeJIbHO! CUCTEMBI.
WMHCcTpyKI MK IpenapaToB AJisl TPOMyCcka 3K30HOB He
cofiepskaT BO3pacTHbBIX 1 QYHKI[MOHAIbHBIX OrpaHnye-
HUIi TalMeHTOB JJisl Hauasa, MPoIoKeHUSI M OTMeHbI
npemnaparos [42].

Tepanuio o Oporycka 3K30HOB B Poccuiickoin
®enepauun, mo faHHbiM Ha 07.06.2024, nmosy4daioT
190 manuenToB (Tabs. 3, 4). B Ta6auiie 4 He yUTEHbI
12 mauueHTOB, MOJYYAKIIMX Ka3MMEePCEH MO permo-
HaJIbHBIM IIPpOrpaMMam.

B cBsI3M ¢ BHegpeHMEM B POCCUICKYIO KAUMHMYe-
CKYI0 MPaKTUKY HOBBIX MIperapaToB MaToTeHeTuye-
CKOJVi Tepanuu gas geteit ¢ ML/l B perMoHalbHbBIX
cucTeMax 3paBOOXpaHeHUS BO3HMKIIA HEOOXOo M-
MOCTb OpraHu3al i cIielMajabHOTO XpaHeH s TO/I0-
BOTI'0 3aI1aca TaKyX IpernapaToB, a TaKKe 06ecrevueHust
exxeHele/IbHBIX MHAY3MI1 TeKapCTBEeHHbBIX IIpenapaToB
IJISI IeTe ¢ JaHHbIM 3a00/IeBaHMEM B pesK1Me MHOTO-
JIeTHEro HelpepbIBHOIO MpMMeHeHNsI. 3HAaUUTebHas
yacThb geteit ¢ Ml SBISIOTCS MaJOMOOUIbHBIMM 11/
MJIV KMBYT Ha 60JIBIIOM PacCTOSHUY OT MeIUIIMHCKOM
opraHm3saluu, yroJHOMOUYEHHOI 3aHMMAaThCS BBee-
HMEeM JIeKapCTBEHHOTO Ipenaparta. Heo6XoaMmMocTh
eskeHeIeJIbHOV TPAaHCIIOPTUPOBKY pebeHKa B MeIu-
IIMHCKYI0 OpraHM3aIunio Aas MHQy3un JiekapCcTBeH-
HOTO Tpenapara sIBJsieTcs TpyJHOpellaeMoil 3aaueii
IJISI MHOTUX CeMeil TaKUX MalMeHToB. Brliniemnepe-
YlCJIeHHOEe CO3aeT AOMOJTHUTENbHYI0O HaTPy3Ky Ha
ImepcoHaj MeIUIIMHCKUX OpTaHu3anmit, 0CO6eHHO
B cy6bekTax Poccuiickoit @enepanum c HauboIbIIein
YMCJIEHHOCTBIO IeTei, Moaydamux TapreTHyo Te-



Tabanua 3

MHH npenapar

MexaHu3m aencTeus

PALLIUM

NMAAMATUBHAA

N XOCIMCHAA 4 l

7

Ne2,2024 | MOMOLLb

Tun myTauum

KonnyectBo poccuiickmx geten, noy4atoLmx naToreHeTU4eCKyo TapreTHYH0 reHHYo Tepanuto B Poccninckon
®epepauuu ¢ nomoubio GpoHaa «Kpyr pobpax

Konunvecteo aeteii

AtanypeH (TabneTupoBaHHbIi) ﬂg%;"_';gzg:ge HOHCEHC 235
(VILO$>?§MMOPHCI—|€SI7I) lMponyck 3k30Ha 53 aeneums 15
(IEHM£;§SSEETM) Mponyck 3k30Ha 53 Aeneuys 73
(Mﬁg;e;sﬂmmoac'fgm [ponyck 5k30Ha 51 aeneums 102

Ipumeuarue: 12 nayuenmos nosyuaiom KasumepceH (UHQY3UOHHbIL) — npenapam 01 NPONYCKA IK30HA 45 — ¢ nomMowbio pezuo-

HAbHBIX 0100#emM08.

panuio: KpacHomapckuit Kpaii, Pecriy6imka bamrkop-
TocTaH, MockoBcKas 06yacTh, Pecriy6amka Jlarecras,
ropona MockBa. Heo6xomyumMo NogYepKHYTh, UYTO Opra-
HU3a U MHGY3MOHHOTO BBEIEHMS TapTETHBIX Ipe-
napatoB getsaMm ¢ MII]I He sBJisieTCS 3alavyeil JeTCKUX
MaJIIMAaTUBHBIX CIYK6G B perMoHax Halieil CTpaHBbl.
Bpuragbl Beie3qHOV NaTPOHAXKHOM NaJJIMaTUBHON
MeIULMHCKOM NOMOIIY AETSIM JIAHOMEPHO BbIMOJI-
HSIOT aM0OyJIaTOPHbIE TTOCeleHNs manueHToB ¢ M/I]]
Ha goMy. OqHAaKO He CyIleCTBYeT HOPMaTUBHbBIX Mpa-
BOBBIX 000CHOBAHM K TOMY, YTOOBI COTPYAHUKY TaH-
HBIX OpUTA/ BRITIOJTHSIIM MHDY3UY TPErapaToB 3TUO-
MaTOTeHeTUYECKON Tepanuu OJis geTei B OMaIlHUX
YCJI0BUSX, KaK 06 9TOM MHOTa HACTOMYMBO MPOCST
3aKOHHBbIE IpeACcTaBUTeNU AeTeli. BO3SMOXHBIM pe-
HIeHMeM JaHHOI Mpo6aeMbl MOXKET CTaTb pa3paboTka
OINTMMAaJbHBIX MOAXOA0B K OpraHM3alum cTaluoHapa
Ha JOMY, a Tak>ke MOMCK IOTIOJIHUTEbHbIX PEeCypCcoB
10 06ecrevYeHUI0 TPAHCIIOPTUPOBKY meTeit ¢ M T
B MeIUIIMHCKYIO OPraHMU3annio A MHPY3MOHHOTO
BBeJeHMS JIeKapCTBEHHBIX IpenapaToB TapreTHOM’
Tepamnuu.

Bce BbillepacCMOTpeHHbIe IIpenapaThl Jal0T Kau-
Huueckuit 3¢ dexT npu gaurtenbHoMm npueme. OHU He
YCTPaAHAIOT IPUUMHY 60I€3HM, HO 3aMeJISTIOT CKO-
POCTb ITPOrpeCcCUPOBAHMS U PA3BUTUS CUMIITOMOB,
IIPOJIJIeBAIOT HA TOABI CIIOCOOHOCTD XOIUTh, MPeIy-
MpeXaaT MHBAAUAU3aLKI0. [JoJITOCPOUYHBIX Pe3YJib-
TaTOB IIPMMeHEeHMSI HOBOJ Tepallli IoKa HeT B CBSI3U
C TeéM, YTO IIpernapaTrhl HeJaBHO MIPUIJIN B KANHUYE-
CKYI0 IMMpakTuKy [55, 56, 57, 47, 58].

Eile pa3 nmoguepkHeM, 4TO BCS MpUMeHsieMasi B Ha-
CTOsIIlee BpeMs MmaToreHeTuuyeckas Tepanus (AJas
MPOIMYCKa 3K30HOB, TPOUYUTHIBAHMUS CTOI-KOJOHOB)
MU3yyajaach B KIMHUYECKUX UCCIIeTOBAHUIX Ha (poHe
noctosiHHOro rnmpuema nanmentamu 'KC kak 6a30B0ii
Tepanuu. [Io MMemOUIMMCS Ha CeroHS pe3yjabTaTaMm,
I'KC — BakHas cocTaBjsgionast paspabaTsiBaeMoit
IMaTOreHeTUYeCKOi Tepamnui, oHa HeoO6XoAuma s
MaKCYMMAaJIbHOTO HPOSIBJIEHUS €€ KJIMHUYECKO 3(]-
dexTuBHOCTH [47-60], BaskHBI Tak>Ke COXPAaHHOCTD
¥ HaJIMuye MbIIIeYHOM TKaHU KaK TOUKY TTPUT0XKEHU ST
JIeKapCTB.

Korapa u Kakux a¢pPpeKkToB 0XXuaaTb
ot Tepanun MAA?

Jliob6asa Tepanus M nposiBisieT ce6s B 1OJTO-
cpouHoIi nepcriekTuBe. M1 ]I SIBJsIeTCS TSIKeIeNIUM
MYJIbTUCUCTEMHBIM U ITOJMOPTaHHBIM 3a60J/IeBaHMEM,
paspylapiMM BCe MbIIILI NTALIMEHTA, & 3TO COCTaB-
nsieT = 40% oT macchl Tesia. UTo6bI IPUOCTAHOBUTH
paspylieHye MbIIIL ¥ CTabUIM3UPOBATh COCTOSIHNE,
a B IepCIeKTUBE U YIYUIIUTh, Heo6XoammMo Bpems. He-
BO3MOKHO OKkuaaTh 3¢ dekTa oT repanuy MLl Takoro
ke, KaK JIeficTBYe aHTUOMOTUKOB, SKapOIIOH M KAIOII X
MM 06e360/IMBAOIIMX TIPEeapaToB, KOTAa Mbl MOKEM
HabI0gaTh TepaneBTUUECKU 9deKT yepes yacel
” Iaske MUHYThI. YTOOBI yBUAETb 3D HEKT OT AeiCTBUS
Tepanuyu M/IJl Hy>KHbI HeJleiu, MeCSILbl U JaskKe TOMbI.
Heob6xoaum 3amac BpeMeHM ¥ MbBIIIIEYHON TKaHU KaK
TOYKU TIPUTIOXKEHUS] Tepanui, YTO BO3MOKHO TOJbKO
MpU paHHel! JOCUMMITITOMHOM AMarHOCTHUKe.

B 6onplIMHCTBE €BPOMEiCKMX CTPaH AMarHos
M craBuTcs B 4—4,5 roma, B HEKOTOPBIX — JI0 3 JIeT.
[Tpu cTonb panHeit guarnoctyke M1y KaXkj0TO BbISIB-
JIGHHOTO MallMeHTa MMeeTCsI 3HaUMTebHbIN 3a1ac Bpe-
MeHM JIJIS1 paHHero Havasia Tepanuy 3abojeBaHust. ITO
JleqiaeT ropasio MeHee CPOUHBIM U 3HAUMMbIM BHeJIpe-
HJe HeOHaTaJIbHOTO UJIU CeJIeKTUBHOTO CKPUHIMHTA [IJIsT
BbISIBJIeHUS AeTeit ¢ M1/l Ha JOCMMIITOMHOM CTaguu
B TakMx cTpaHax. K coxxanenuto, B Poccuiickoit @egepa-
LU CPeSHUI BO3PaCT MOJIEKYJISIPDHON TeHOAMAaTHOCTUKNA
M/ npu CylleCTBEHHOM yYBeJINUYEeHNUM KOJIMUECTBA BbI-
SIBJISIEMBIX JIeTell BCe ellle COCTaBJsIeT 7 jieT u 6oiee [61].
K aToMy BO3pacTy /11 HEKOTOPbIX IpernapaToB, Hapu-
Mep reH03aMeCTUTEIbHOV Tepanuu (qeJaHIUCTPOIKeH
MOKcenapBoBeK-pokJ (delandistrogene moxeparvovec-
rokl, 9neBuanuc®, IMP) TepaneBTHYeCcKOe OKHO (45 j1eT)
y3Ke 3aKpbITO. Ellle oguH yeyryo/siion it MOMEHT — MbI
BUAUM B Poccuiickoit @emepaiu He 60Jiee TpeTH aeTeit
¢ guarHoctTupoBaHHo M1/, «<HeBUOUMKM» XUBYT 3a
3aBeCOil HeBEPHbBIX AMArHO30B (TeaTuT, e TCKU 1ie-
pebpaibHbIN Mapajnd, pacCTPOiCTBA ay TUCTUYIECKOTO
CIIeKTpa, MepMHaTaibHOe nopaxeHue ITHC, miockocTo-
e u gp.) [23, 61].

A
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Tabanua 4

PacnpepeneHue geteint ¢ MAJ, nonyyatowmx npenapaTtbl A/s NPONYCKa 3K30HOB, N0 Cy6beKTam
Poccuinckon ®epepauum no coctosHuio Ha 07.06.2024

Cy6bekT PO ‘ :2:23 ‘ Cy6bekT PO ‘ :::23 ‘ Cy6bekTt PO 22:23
Pecny6avika bawkopTocTaH 12 Knposckas obnacTb 3 Amypckas 061acTb 1
KpacHoaapckuin kpan 11 Jlvineukas 06aacTb 3 ApxaHrenbckas 0613CTb 1
Mockosckast 0613CTb 10 Hwikeropoackas 0613cTb 3 ACTpaxaHckas 061aCTb 1
Pecny6avika [arectaH 9 Pecny6vika Kpbim 3 Braanmupckas 0bnactb 1
Mockea 8 CBepAanioBckas 061acTb 3 3a6alikanbCKuii Kpait 1
CaHkT-MeTepbypr 7 BpsiHckas 061acTh 2 3anoposxckas 0613CTb 1
KpacHosapcknii kpai 7 Bonoroackas 06nacTb 2 KamyaTckumin Kpan 1
SpocnaBckas 0613CTb 7 Kapa‘*s:f%gﬁﬁgcc'(aﬂ 2 Ka6ap§:Can;_6Bj?£;aapCKaﬂ 1
Kemeposckas 0613cTb 6 Opnosckas 0bnacTb 2 KanmHnHrpaackas obaacts 1
YeyeHckas Pecnybnka 6 MNeH3eHckas 061aCTb 2 Koctpomckas obnactb 1
MpKyTCckas 061aCTb 5 NepMcKuiA Kpai 2 Hosocnbupckas 06aacTb 1
OpeHbyprckas 061acTb 5 [pumopcknii Kpan 2 Omckas 06nacTb 1
PocToBckast 0613CTh 5 Pecnybavika Aapires 2 Pecnybavika Kanmbikus 1
Camapckas 0613CTb 5 Pecny6vika bypsaTus 2 Pecny6avika Kapenus 1
BopoHesxckas 06nacTb 4 Pe%_'cyeij;';K(aAigieMz;'aﬂ 2 Pecnybnka Mopaosus 1
TBepckas 06acTb 4 CmoneHckas 061acTb 2 Pecny6auka ToiBa 1
YensbuHckas 0613CTh 4 CTaBpONObCKMI Kpaii 2 CapatoBckas 06/1aCTb 1
ANT3NCKINIA KpaA 3 TioMeHcKast 0613CTb 2 TamboBCKas 0613CTb 1
BaHoBCKas 061acTb 3 YamypTckas Pecny6amka 2 YNbSHOBCK3s 0013CThb 1
Pecnybawika TaTapcTaH 3 aBTﬁigIAb:i_%aoHEggrch%rpa 2 Xabaposckuii kpali 1
HyBaluckas Pecnybamka 1

IlJist Kakaoro jeue6HOro Mmpernapara eCTh ONTHU-
MaJIbHOE TepamneBTUYeCcKoe OKHO, HO YTO 0ObeIMHSIET
BCeX — HY>KHA TOUKa MPUJIOKEHM S, & 9TO MbIIIIIbI. Ecin
OHM Yy3Ke pas3pyIlIeHbl, KIMHUuYecKas 3OHeKTUBHOCTh
Tepanuu 6yaeT ropas3ao MeHbllle BO3MOXKHOI U OXKMI-
nmaemoii. JIro6oit Tepanuy npu M Takske TpebyeTcst
BpeMs AJisl IOCTMXKEHMSI TepareBTUUeCKOoi KOHIeH-
Tpauuu. ITO KacaeTcs MpenapaToB 4JIs1 32U ThI MbIIII]
M BOCCTAHOBJIEHMS CMHTe3a (PYHKIMOHAJIbHOTO JIVC-
TpoduHa.

HauHeMm c 30/I0TOTO CTaHapTa Tepanmu — IIoKOo-
KOPTUKOCTepOouAoB. [lokazaTey MporpeccupoBaHms
3ab0JieBaHMSI B TPYIIIE TIAIIMEHTOB C IJINTEJIbHbIM, He
MeHee roga, mpuemom I'KC saBsioTCs BABOE 60j1ee HI3-
KMMM, YeM B TPYyIITie MaiueHToB, He TpuHuMaBinx 'KC
[36, 37]. JonrocpouyHoe MOJOXUTEIbHOE BIMSIHME Ha
CITOCOOHOCTD XOAUTH 60JIee BhIpaskeHO Y AeTe, KOTO-
pble HaYaJIM IPUHUMATh UX paHee 7 net [37, 62]. [letu,
npuauMatoniye I'KC, XoasT moJiblile Ha HECKOJIbKO JIeT,
Y HUX He pa3BUBAETCS MHBAJUAU3UPYIONI NI CKOTNO3,
6osiblie hopcUpOBaHHAS KM3HEHHASI eMKOCTb JIETKUX
(DXKEJT), a 3HAUNT, TIO3THEE BOSHMKAET HEOOXOIMMOCTD
B pecnmpaTopHON NoaaepikKe, 60jiee COXpaHHbI PyHK-
LMY PYK U ceppua [37, 62]. C moBceMeCTHBIM pacnpo-
ctpaHeduem ['KC-Tepanuu couiu Ha HET omiepaium Ha

MO3BOHOUHMKe Yy fleTeli 12—-14 jeT, KOppeKkTupymouue
MHBAAUIV3UPYIOIIUI CKOJINO3 Y TAllMeHTOB, KOTOpbIe
ITOTEPSIN CIIOCOOHOCTh XOAUTD B 7-9 JjieT. JIJis TOTo 4TO-
ObI 3aMEeTUTH KJIMHMYEeCKU 3pdexT ot meiictBust ['KC
V XOISUMX feTeit, TpebyloTcs Hefenu (pe6eHOK MeHblIle
yCTaeT U Jyullle IBUTAETCS), Y HeXOISTUnX (yayullieHue
byHKIIMIT pyK, IbIXaHMS) — 60JIee IIUTeTbHbIE CPOKM.

Jleuenne I'KC cmoco6CTBOBAJIO MOSBIEHNIO «HO-
BOJ1 eCTeCTBEHHOI UCTOPUM», KOTOPAsT M3MEHMJIa Xa-
pakTepHoe TeueHue M. CMepTHOCTb OT BCeX MpU-
yuH npu MI ipu neuenun 'KC (B TeueHue 15 ner
HabI0meHN ) HUKe Ha 76% [36]. JleueHMe OKa3bIBaeT
TeparneBTUYeCKUii 3pGEeKT B OTHOIIEHMUY CKeJIETHBIX
MBIIIIBI TPYIHON KJIeTKMU, AradparmMbl, M PUHBI TTPO-
CBeTa JbIXaTeJbHbIX ITyTei 1 AbIXaTeIbHO! PYyHKIINA.
C npuemom I'KC oTmeuaeTcst 60jiee Io3aHee HaYaI0
KapJMOMMOTIaTUM U MeHblllee YMCJIO CIyuyaeB cMepTeit
10 IIPUYNHE CepAeYHO HeJocTaTOuHOCTH (0% npoTHUB
22%, p = 0,001) [36].

PaspaboTaH, McciieoBaH 1 Monyumi omobperne FDA
(YripaBieHue 10 CAHUTApPHOMY HaZ130py 38 KAUeCTBOM
NUIIEBBIX MPOAYKTOB U MeaukamMmeHToB, CIIIA) 1 EMA
(EBpomnerickoe areHTCTBO JIeKapCTBEHHBIX CPEICTB)
B 2023 1. HOBBI AucconuatuBHbili [KC — BaMmoposioH
(AGAMREE®, Arampmn), moka eqUHCTBEHHBII TaTore-
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Puc. 3. Bo3pacm nomepu cnocobHocmu xo0ums 07151 NAyueHmos
¢ mepanueti amanyperom + I'KC u3 peecucmpa STRIDE* u nayueH-
moe ¢ mepanueti moseko I'KC u3 peczucmpa CINRG DNHS** [65].

* Strategic Targeting of Registries and International Database
of Excellence — Cmpamezuteckue MutlleHu peecmpos u MexcoyHa-
poOHas 6asa daHHblx neped0s8oz0 ONbIMaA).

** CINRG DNHS (The Cooperative International Neuromuscular
Research Group Duchenne Natural History Study — Koonepamus-
HAs MeMOYHapoOHas epynna HepeHO-MblUEUHbIX UCCTIE008AHULL.
H3yueHue ecmecmeeHHOL ucmopuu nayueHmos ¢ muoducmpodueti
oweHHa).

HeTuyeckuit mpenapat gjast M/ ¢ omo6peHusiMu 060-
X MEXIYHAPOLHBIX PEryasiTOPOB, MIOKAa3aHHbBIN 15
sneyeHu st MLy maliieHTOB OT 2 JIeT U cTapiue [63, 64].
Vicrmosnib30BaHHbBIE B MCC/IeIOBAaHUY GMIOMapKepbl OTpa-
3UJI IPOTUBOBOCIIAJINTENIbHBIN MeXaHU3M AeCTBUS
BaMOPOJIOHA U ero 6J1aroNpuUsATHOE BIMSHME Ha CTa-
OMIBHOCTD KJIETOUHBIX MeMOPaH, IOATBEPKAaeMOe [A0-
303aBUCUMbBIM CHMYKeHMEM aKTUBHOCTY CHIBOPOTOUHOI
kpeaTuHpochokmHasbl (KOK, Mapkep pa3pyuieHns Mbl-
IIeYHbIX KJIeTOK Ipyu M/IT). Pa3spaboTunuKu I0JIaraior,
4YTO MCIOJIb30BaHNMe BAMOPOJIOHA HA PAHHUX CTaAUSIX
3abosieBaHMs MMeeT GOIbIINIL TOTEHIIMA IJIsT COXpa-
HEeHMS MbIIIEYHBIX (PYHKIIMI, OIOPHO-ABUTATEIbHOTO
armapara M CIioCOOGHOCTM K POCTY Y JeTeil, YeM 3TO
HabJI01aeTCs B HACTOSIIEee BpeMsI C MCITOIb30BaHMEM
npeaHMU30/I0Ha UK gedaazakopTa. ABTOPbI OTMeyYa-
I0OT YMeHbIlIeHe KOJIMUecTBa M060UHbIX 3P (PeKToB,
KOTOpbIe TIPENsTCTBYIOT B HACTOsIlee BpeMs Ha3Ha-
yeHuo TpaauinoHHbix 'KC B oueHb paHHEM BO3pacTe.
[IpencraBieHHbIe JaHHbIE TTO3BOJISIIOT HAZIESIThCS Ha
TO, YTO Bpems nauueHToB ¢ M1l HU3KOro pocTa npu
LIUTeNbHBIM NTpueMe ucronbzyeMmbix ['KC (mpegHu-
30J10H, ledia3aKopT) yitJeT B IMPOIIJIOe C IIepexoioM
Ha MpueM BaMOpOJIOHA. BO3MO>KHO, MbI Ha MTOPOTeE MO-
SIBJIEHVSI TIOKOJIEHMSI «BBICOKMX [IIOIIIEHHOB» C APYTUM
KaueCcTBOM UX KMU3HU.

[lepelimem K TapreTHOI reHoTepanuu. AtaaypeH
npeaHa3HaveH AJisl Nal[MeHTOB C HOHCEHC-MYTallUsSIMU,
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o6ecrieuyBaeT MPOUUThIBAHME MIPEKIEBPEMEHHOI0
CTOI-KOAOHA U 9KCIIPECCHUIO ITOJITHOPa3MepPHOTO IVC-
TpoduHa. 1719 IposIBJIeHUS KAUMHNUEeCKUX 3)(HeKToB
mpernapara TpebyeTcss HeCKOIbKO MecsieB. Pe3ymbra-
ThI Tepanuu atajsypeHom coBmecTHO ¢ ['KC npu mHO-
rojeTHeM ITPMMeHEeHUM B TOJITOCPOYHOI MepCIeKTu-
Be — IPOJIJIeHNe CITOCOGHOCTY XOOUTh Ha 4 roaa (17 neT
mpotus 13 jieT B KoHTpoe; p = 0,0001), 6oyiee mo3gHee
yMeHblIeHMe nporHosupyemoit ®XEJI o ypoBHS <
60% (p =0,0021), Ha 2,3 roga 3aMe/ijieHe YXyIIIeHUS
JIeTOUHOM QYHKIIMM A0 YPOBHS < 50% OoT HOpMBI (p =
0,0207), uTo o3HauaeT 60J1ee MO3THIOI HEOOXOIMMOCTh
B pecrnmpaTopHO MojAepsKKe, COXPaHHYIO CeplieuHyI0
dbynx1MIo, M0 cpaBHEHMIO C TOIBKO Tepanueit 'KC [65]
(puc. 3).

Crnepymoias rpyIia npemnaparoB TapreTHoOI re-
HOTepanuu Ojast KOPpPeKIuu 60NbIIUX deTelnii —
Ipemnaparsl OJjIs TPOIyCcKa 3K30HOB B Hamuboee My-
TabenbHOI o6macTtu reHa DMD (40-55 3K30HBI).
B knuauuveckux uccinegosanuax (K1) npenapara
TapreTHO reHoTepanuu BUAToAapceHa (IPoOmycK
9Kk30Ha 53) dassl I/11 HabMOmaAM 1030~ U BpeMs3a-
BUCUMOE yBeJndeHne sKcIpeccun nuctrpodumna [52,
53, 66] (puc. 4). YUacTHUKY KOTOPT C Pa3JAUUHBIMU
J03aMM BUJITOJIapCeHA MCCIef0BaTe/bCKOM IpyIl-
ITbI TTOKa3aJiu 60Jiee BHICOKME YPOBHY 3G HEKTUBHO-
CTU NPOIMYCKA 3K30HOB Ha 24-1i HeJele JIeUeHU S 110
CpaBHeHMIO C 12-7i. [JOKyMeHTUPOBAHHOE yBe/lueHne
YPOBHS AUCTpOdUHA ObIJIO TAK)Ke MOKAa3aHO B KOHIIE
24-i1 Heleu UCCJIeN0BaTeNbCKOTO JeUeHU s y BCexX
16 yuacTHUKOB [57, 67-69].

VY4aCTHUKYU OTKPBITOTO KJIMHMUUECKOTO MUCC/IeJOBaHMS
BUJITOJIApCeHA ITPOLEMOHCTPUPOBAM CTAOMIN3AIUIO
IBUTATeNbHBIX QYHKIINUIT B TeUeHME MEPBBIX 2 JIET jeye-
HUS Y 3HAUNTeJIbHOEe 3aMelJieHle ToTepu JBUTaTeb-
HBIX QYHKIMIT B TeUeHMe CJIeAYIOMMX 2 JIET, TOTa Kak
6oJiee CylleCTBEHHOE CHIKeHMe HabJII04aIoCh 3a BECh
4-7eTHUII IepuoA, HabGI0IeH S B TPYIITEe CpaBHEHMS U3
peructpa CINRG DNHS [68, 69].

Yro KacaeTcs MUCCief0BaTeIbCKOM TPYIIbI, TO TO-
KasaTeJjy TeCTOB 6-MUHYTHOI Xonb6bl (6MWT) u Ce-
BepHOI1 3Be37bl (NSAA) B TeueHMe 4 j1eT uccaefoBaHUS
0CTaBaINCh CTAOGMIBHBIMMU [68, 69]. CTabunm3arnys moxka-
3aTesieil QYHKI[MOHAIbHBIX TECTOB HA BpeMsI B TeUeH e
TEePBbIX 2 JIeT U JajibHelilllee 3HaUTe/IbHOE 3aMe/IIeH1e
MporpeccupoBaHms 3a60eBaHMS B TeUEHMe TI0CIeAyI0-
myX 2 JeT 6bIV TPOIEMOHCTPUPOBAHBI Y YUaCTHUKOB,
MIPUHMMAaBIINX BUITOJIAPCEH, TOTJA KaK IMTPOCIIeKTUBHO
cobpaHHas KOHTPOJIbHAS I'PYIINa CPAaBHEHYS B TEUEHME
4 et HabGJMIOAEHMS TTI0Ka3aJjia 3HAUUTeIbHOe (QYHKIIV-
OHAaJIbHOEe CHMKeHMe [67-69]. CoxXpaHHOCTH I BUTA-
TeJIbHOV GYHKIIMY 10 CPAaBHEHUIO C KOHTPOJIbHON IpyTI-
T0¥1, a TaKKe 6IaTONPUSTHBIN MPOGUIL 6€30MacCHOCTU
OBV TIPOAEMOHCTPUPOBAHBI B CAMOM JIJIMTEIBHOM Ha
CEeTOAHSIIIHUI IeHb UCCAeJ0BaHUN Tepany BUJITO-
JIapCeHOM, B KOTOPOM OH MPOJEeMOHCTPUPOBAJ BbIpa-
SKeHHbI QYHKIMOHAIbHBIN 3¢ deKT B TeueHue 4 jeT
10 CpaBHEHMIO C I'PYIIIIOI MCTOPMUUECKOT'O KOHTPOJIS.

NMAAMATUBHAA 7‘
N XOCMUCHAA
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Puc. 4. To30- u epemsasasucumoe ygeauueHue skcnpeccuu ouc-
mpo@uHa 8 KAUHUUECKUX UCCNe008AHUSX 8UNMONAPCEHA [66].

A MMeHHO B TeueHIe BCero rnepuoaa Tepanuu BUITO-
JIapCEHOM HY OIMH MaIllMEeHT He MOTePSI CIIOCOOHOCTD
XOJIUTb CAMOCTOSITENbHO. [IOTIOTHUTEIBHO TT0Ka3aTesn
TecTa 6-MMUHYTHOM X0nb6b1 ((MWT) 1 Tecta CeBepHOI
3Be3bl (NSAA) B TeueHMe 4 JieT UCCIeOBaHMUS OCTa-
BaJIXCh CTaOMIIbHBIMY [67-69].

CpoKM OOCTUKEeHMS 3asIBJIEHHOTO YPOBHS CMHTe3a
IucTpoduHa A APYTOro Mperapara 3Toii sKe rpyII-
bl — 3TeIIMpceHa (IPOIMycK 3K30Ha 51) mosibiie, yem
nJist BunTonapcera. Yepes 48 u 188 Henmenb neueHUs
3TeNIMPCEHOM BbISIBJIEHO YBeIMueHye YPOBHS CMHTe3a
auctpoduHa 10 0,4 1 0,9% cOOTBETCTBEHHO B CpaBHEe-
HUY C ITallMeHTaMy KOHTPOJbHO rpymIsl [70]. Konnye-
CTBO AMCTpO(MHA Y MALIEHTOB APYTOT0 KIAMHMUECKOTO
UccefOBaHMS dTeNIMpPCceHa nocjie 96 Hefeb Tepanumn
coctasisuio 0,516% [71].

[Ipu 3TOM JleueHMe 3TEMJIMPCEHOM B TeueHue 3 jeT
3aMeTHO COXPaHSJIO CIIOCOOHOCTH MallMeHTOB Iepe-
IBUTATHCSI CAMOCTOSITE/IbHO B CPABHEHUM C COOTBET-
CTBYIOII/M UCTOPUYECKUM KOHTpOJeM. 3a 4-IeTHU
Mepuos JieueHUS 3TeIAupPCceHoM 2 u3 12 maluueHToB,
MOJIYUYaBIINX €T0, MTOTePsIJIN CIIOCOOHOCTD IepeiBu-
raThCs B IePBbINi TOJ UCCIeJOBaHU S, HO HY OOMH Ta-
uueHT — nosnHee (16,6%). Hanportus, 11 u3 13 (85%)
MaleHTOB UCTOPMUUECKOTO KOHTPOJISI IOTePSIJIN CII0-
COOHOCTDH IePEeIBUTATHCS 3a TOT Ke epuom, KINHM-
YyecKoro uccienoBanus [72] (puc. 5).

B 7-neTHem HabaOmeHKUM 3a TTanuentamu ¢ M/,
MOJIyYaBIIMMM 3TENAUPCEH, BbISIBUIU COXPAHHOCTH
CITIOCOOHOCTM XOAUTD B CpeHEM Ha AOTIOJHUTEIbHBIE
2,1 roga (p < 0,01) mo cpaBHEHUIO C MALlMEHTAMMU, 10~
JIy4YaBUIMMM TOJBKO CTAaHLAPTHI Tepanuu [73].

B knMMHMYECKOV MpaKTUKe MOSIBUJICS MePBbIi
reHo3aMeCTUTEeJIbHbBIN MpenapaTr — AeJaHIUCT-
poIkeH MOKcenmapBoBeK-pokJ (delandistrogene
moxeparvovec-rokl, dnesuanc®, IMP). OH ogobpeH
B CIITA, O6benquHeHHBIX ApabCcKUX dMMUpaTax U ro-
cymapctBe Katap [ist tedeHust aMOyIaTOPHBIX MaI-
€HTOB B BO3pacTe OT 4 10 5 j1eT C oA TBEePXKIeHHO
MyTal e, Bbi3piBatomeit M1, OTa Tepanus pa3pa-
60TaHa IJIsT YCTPAaHEHMSI OCHOBHOM MpuumMHbl M ]
MOCpeCTBOM IleJieBOJ dKCIIpeCcCUU B CKeJIeTHDIX,
IbIXaTeJbHBIX U CePIeYHBIX MbIIIIIaX MUKPOIUCTPO-

¢dmua IMP — nckyccTBEHHO CO30aHHOTO PYHKIU-
OHaJIbHOTO 6ejiKka OucTpoduHa, JOCTABISIEMOTO
B MbIIIeUHbIe KJIETKM nocpeacTtBom AAV BekTopa
[74-77]. DTo mpenapat OJisI OLHOKPATHOTO NpUMe-
HeHUs, 6e3 JOMOJHMUTEIbHON HATPY3KM HA CEMbU
U CUCTEeMY 34 paBOOXpaHeHMs Kak eXXxeHele/ibHas
MHbY3MOHHAS Tepamnusi sl MPOoIlycKa 3K30HOB.

[To pesynbpTaTamM KAMHUYECKUX UCCIETOBAHNI Ue-
ThIpeX NMauueHToB [74-77], IMP noBbIan ypoBeHb
MukponuctpoduHa B 81,2% MbllIeUHBIX BOTOKOH —
B HUX TE€CTUPOBAJICS TepameBTHUUeCcKuii 6eyoK. Ypo-
BeHb KOK, Mapkepa moBpexxgeHu s MbILIL, CHUXKAJICS
60s1ee uem Ha 78%. Uepes 90 gHeii mocJie JIeueHusI BCe
MaJIbYMKM TIOKA3aJIM Ty UIlIyie pe3yabTaThbl B GYHKI[MO-
HaJIbHBIX T€CTaX M0 CPAaBHEHUIO C UCXOTHBIM YPOBHEM.
Yepe3s 3 roma mocJje Tepanuy mokasarteanu tecta NSAA
YIYUIIMIUCh Ha 8,6 6aJiia y MaiueHToB 10 CPaBHEHUIO
KoHTpoJieM. Yepes 4 roma cpegHuii 6aan NSAA 6bia
ayylie Ha 7 6a10B. Y KOHTPOJIbHO I'PYIIIIBI YXY/IIIe-
Hue B TecTe NSAA 3a aHA/JIOTMUHBIN IepUOJ, BpeMeH!
6b1710 60J1€€e ueM Ha 3 6GaJia.

B ampesne 2024 r. skcriepTHbIN coBeT poHma «Kpyr
no6pa» omo6pua IMP [Jist BKIIOUEHUS B IIEPEUEHb JIJIs
3aKYIOK. B Mae moJyioxkuTebHOE perieHue 610 Moy-
YeHO OT IOTNeunTe IbCKOTO coBeTa poHma. Oxumaer-
cs1, uTo B 2024 1. OMHOKpaTHAas reHO3aMeCTUuTebHas
Tepanus MOXKeT ObITh HA3HAUE€HA OPUEHTUPOBOYHO
60 manmpuMKaMm B Bo3pacTe 4-5 jieT (He cTapiie 6 jer).
DTOT mpernapar CTal OSThIM B PSIAY 3aKymaeMbIX
dbougom nexapcts gus Tepanuu M [https://tass.
ru/obschestvo/20673553]. CHM>keHMe BO3pacTa Aua-
THOCTUKM MOCHOCOOGCTBYET TOMY, UTO OOJIbIIIe AeTeit
HAYHYT MOJy4YaTh CTAHJAPTHYIO ¥ TTaTOT€HEeTUUeCKYI0
Tepanuio B ONITMMaJibHbie CPOKMU.

Henb3s He YIOMSIHYTh B KOHTEKCTe OYIyIero Ho-
BbIVi YHMBEPCAJIbHBIN TaOJIETUPOBAHHBIN ITperaparT
IMBUHOCTAT, omo6peHHbIT FDA 21 mapTa 2024 1. 3T0
MHTMOUTOP ructoHmeanerunassl (HDAC), mpegHasHa-
YyeHHbIN aas auil ¢ MJIJ1 B Bo3pacTe OT 6 JIeT U cTap-
me. OH BO3/Ie/ICTBYET Ha MAaTOJOTMYECKNE TPOIeCChI
B MBIINILaX, yMEeHbIIAs BOCIAJeHe U TOTePI0 MbI-
IIeYHO Macchl. Bropast ¢a3a KAMHMYECKOTO Ucce-
moBaHus (NCTO01761292) y neteii c M1 /I, B Bo3pacTe
ot 7 go 11 neTr mokasaja, YTO MpuUeM rMBMHOCTATA
Hapsay ¢ moctostHHbIM npuemoM 'KC conpoBoskmancs
YBeJMYEHVEM MbIIIIEUHOM MacChl y AeTeit. Takske ObIIO0
YCTaHOBJIEHO CHUM)XeHMe KOJMYeCcTBa pa3pylIieHHbIX
MBIIIIL ¥ YMeHbIlIeHue Gubpo3a. JleueHue yaydinaao
IbIXaTeabHYI0 QYHKIMIO U TIPOIJIeBAJIO Ha TOMbI CIIO-
CcOOHOCTD X0nUTh. [Tocie 18 MmecslieB jeyeHns MMaln-
€HTBI ITOKa3aJIM CTATUCTNYECKHM 3HAUYMMO MeHbIlIee
yBeJIMueHue BpeMeH, He06X0AMMOro IJjis mogbeMa
Ha 4 crymnenu (1,25 ¢), o cpaBHeHMIO ¢ miame6o (3,03
C), @ TaK)Xe MeHblIllee yXyAllleHe TToKa3aTeieil TecTa
NSAA [78].

TakuMm o6pa3om KIMHMYecKast 9P PeKTUBHOCTD
npernaparoB MaTOTeHeTUUYeCKOl Tepanuyu 3aBUCUT
OT GYHKI[MOHATbHOTO COCTOSIHM S TallMeHTa, cTa-
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Puc. 5. Pesyﬂbmambl aHanu3a 0amHsLx o COXpaHHocmu cnocobHocmu xo0ums 3a 4 200a Y nayueHmos, nojsiydasuiux amenjiupceH

(N = 12) vs. konmpoav (N =13) [72]

OV TIPOTPecCcUpoBaHus 3a60/eBaHMsI, COXPAHHO-
CTYM MBIIII ¥ IPYTMX OPraHOB M CMCTEM OpraHmu3ma
¥ BKJIIOYAET CTAOMIM3ANMIO U yayullleHre QyHKI-
OHAaJIbHOTO COCTOSIHM S, 3aMe/IJIeHEe TIPOTPeCcCUpo-
BaHMs 3a00/IeBaHMSI, TPOJIJIEHME CIIOCOOHOCTHM AeTeil
XOIUTDb Ha HECKOJIbKO JIET, YAyUIlleH)e TToKa3aTesieit
TECTOB Ha BpeMs M MOTOPMKY, COXpaHeHe paboThl
PYK, CTaGUAM3ANNIO COCTOSSHUS U GYHKIIMI cepaiia
U IbIXaTeJbHOM CUCTeMBI. JIJIs1 TPOSIBIEHUS KAVHU-
yecKoit 9 GeKTUBHOCTY TPEOYIOTCS MeCSIIbl U FOM bl
npueMa IpernapaTos.

3aknrueHue

Y natoreHeTudeckoit Tepanuu M/l 1OBOJbHO
y3KOe BO3pacTHOe U GYHKIMOHAJIbHOE TepaIneBTN-
YyecKoe OKHO. UTOO6bI MOTYUYMUTh MaKCUMaAbHYIO 3¢ -
(beXTUBHOCTD U TMOJIB3Y /i1 60JBHOTO, HEOOXOAMMO
CHMXXaTh BO3PACT Hauaja CTaHAApPTHO U MaToreHe-
TUYECKOJ Tepanuu, HauMHas ee B JOCUMIITOMHYIO
cTamuio 3a6oeBaHus. Mbl BO3BpalaeTcs K nmupa-
Muge 3¢hHeKTUBHOV KOMIIJIEKCHOM Tepanuu, Koraga
paHHSS OIMarHOCTMKA JaeT BO3MOXHOCTY U 3arac
BpeMeHMU JJisl TOTO, UTOOBI IPOTUBOCTOSITh pas3py-
MM TeTbHOMY 3a60JIeBaHIIO, BOBpEMS HAa4aTh CTAH-
OApPTHYIO U MAaTOTeHeTUYECKYIO Tepanmnio. ITo 6a3uc
ISl IpUXOL el B IpakKTUKy jedeHuss Ml HOBOJ
rnaToreHeTn4eckoil repanuu. [IpennoxkeHHbII KOM-
MJIeKCHBIN MOAX0[ YCUIMBAeT AeiicTBIe MaToreHe-
TUYECKOJ Tepaluu U IBJISIETCS OCHOBOI 60pbObI
C TSIXKeJIeMIIUM JeTCKUM reHeTMYeCKMM HePBHO-
MBIIIIEUHBIM HeJIyroM. BeposiTHO, 4TO B OyayIemM
OyIeT MCIOJb30BaThCS KOMOMHAIIMS ITpernapaToB
pa3AMYHOTO MeXaHu3Ma JeiicTBUS IJis BOCCTAaHOBJIe-

HUS gUCcTpoduHA U oA Aep>KaHMSI KaueCTBa MBIIIII,
a TakKe IJISI MaKCMMaJbHOTO 3aMeIJIeHNS IIporpec-
CUpoBaHuUs 3a60eBaHMS.

Vske cejiuac MbI HabJII0JaeM M3MeHeHMe TeYeH s
3aboneBanus — I'KC, dusuueckas tepanus, npodu-
JIaKTUKaA ocTeonopo3ay geteit ¢ MLl mpoaseBaeT
MX CIIOCOOHOCTD XOOUTH A0 12-15 neT. V HUX HeET
KOHTPAaKTYyP, peske CAYyUYarTCs IepeioMbl IJIMHHBIX
TPYyOYATHIX KOCTEI HOT M MHBAJIUAN3UPYIOIMIMI CKO-
JIM03, OTMeuaeTcs 60IbLINII 00beM JTeTKIX, o3LHee
TpebyeTcs pecliupaTopHas MoAdepsKKa, MOo3THee pas-
BMBaeTCs KapAMoMuonaTysi. DTO yXe Ipyroe Kaue-
CTBO KM3HU, BO3SMOXHOCTH COLIMAAN3AIUM, YUEeObI
¥ pa6oThl. [IallMeHThI, ITOJMyYaoIie TapreTHbIEe Ma-
TOreHeTHUUeCKMe McciefoBaTeabCKMe IIpenaparhl,
IEeMOHCTPUPYIOT CTAGUIN3AIIMIO U CYIIeCTBEHHOE
yJIyullleH)e COCTOSIHMS 300POBbs. B MexxayHapoaHO
mpakTuke nanyueHTsl ¢ M xonsaT mo 20 1 60iee ser,
MoJIy4yaioT o6pa3oBaHue, paboTaioT, 3aBOASAT CEMbU
U — Y HUX 3I0POBbIE AETH.

bonpmmHCTBO NanueHToB ¢ M/l MHTENIEKTYyallb-
HO COXPaHHBI. ITO O3HAYAET, UTO 3ab0JIeBaHNE — HE
IIPUTOBOP, €CTh MEPCIEKTUBA COLMATU3AIUN, PAOOTHI
Y TIOJTHOLIEHHOJ KaueCTBEHHOI ue/IoBe4eCcKoii JKM3HU.
Heteit ¢ M B Poccuiickoit ®emepanyuu, moayvarn-
IMX TApTETHYIO MaTOreHeTMYeCKYI0 reHOTepaIrnio,
Ha ceroaHs 6oyee 400. Bcruteck BO3MOXHOCTEN Tepa-
MMM B CJI0KHOM HO30JIOTMM BCerjga COmpoBOXK/AaeTCs
HeKOTOPbIM 3ala3ablBaHMEM pearMpoBaHUs CUCTe-
MOJi OKa3aHMs MeAUIIMHCKOM oMoy, TpebyeTcs
BpeMS ¥ OpraHM3alMOHHbIE MePhI JJISI TOTO, YTOOBI
COCTBIKOBATH M3MEHEHMS B IOTPEOHOCTSX MALMEHTOB
C HOBOJI Tepanueii U UMeIOIMMUCS BO3MOKHOCTSIMU
3gpaBooxpaHeHus. Ho aTo To camoe 6yayiiee, KOTO-
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poe IpuxoamuT CerogH4d B )KMU3HDb paHee O6pe‘-IEHH])IX
,ZLETeﬁ, OHO CO3maeT CMbICJI, KaU4eCTBO, JaeT HaJAeXAy
ceMbsM. [lepecTany 6bITh paTaJTbHBIMU TaKye 3a60-
JIeBaHUsI, KaK I‘eMO(bI/IIII/IH, MYKOBUCIOMO03 U MHOI'me
paHee HensJjieunmmMbie 3360HEB3HI/IH, Ha HallMX rjia3ax
MEHSeTCS KU3Hb feTeli CO CIIMHAJIbHON MbIIIEeYHO’
anOCl)VIef;I. Ha,ILGEMCH, YTO B TOPM30OHTE HECKOJTbKUX
JIeT CMO’KeM TO Xe camoe cKka3aTb rpo MI/I.
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