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YACTb 1

[lnarHocTMKa u BeaeHue NauueHToB
C MblWweYyHou auctpoduen [oweHHa

[narHos, a Takke HeMpoMbILIEeYHble,
peabunuTaumMoHHbIe, SHOAOKPUHHbIE,
racTPO3HTEPONOrMYECKME U HYTPULMOHHbIE
ACMNeKTbl BEAEHMS NMALMEHTOB



Yactb |

[duarHocTuka u BeaeHne NauMeHToB C MbileYHoi aucTpoduen AoweHHa,
YyacTb 1: AMarHos, a Takke HeMpoMbILLEeYHble, peabMAUTALMOHHDIE, SHAOKPUHHbDIE,
racTpo3HTEpONIOrMyeckue U HyTPULMOHHbIE aCNEeKTbl BeAEHUS NaLMEHTOB

L38ud bupHkpanm (David J Birnkrant), Kamapune byw6u (Katharine Bushby), Kapna banH (Carla M Bann), Coto3aH
InkoH (Susan D Apkon), SHOwena bneksenn (Angela Blackwell), 13eud bpambéay (David Brumbaugh), J/lopa Kelic
(Laura E Case), lNMayna Knemerc (Paula R Clemens), Cmacs XaowuliaHHakuc (Stasia Hadjiyannakis), LLpu [MaHds
(Shree Pandya), Hamanu Cmpum (Natalie Street), mwuH Tomecko (Jean Tomezsko), Kampun BazHep (Kathryn R
Wagner), JlunH Bapd (Leanne M Ward), 138ud Bebep (David R Weber), dna paboyeli epynnel no 8onpocam yxooa 3a
6onbHbIMU ¢ MA/] (DMD Care Considerations Working Group)*

Mocne ny6nukauumu KomMniekcHoro o63opa neyeHns MblwevHow auctpoduu OrowenHa (MOAO) B 2010 roay npousowno
AanbHelillee pasBUTUE MEXAUCLUNIIMHAPHOTO NOAXOAA MO JIEYEHUIO 3TOrO TSHKENOro, NPOrpeccUpyIoLLEro HeifpoMbILIeYy-
Horo 3a6oneBaHus. BMecTe ¢ yBenuueHMeM NpoaomKUTENIbHOCTHU KU3HU, NPOM3OLLEN CABUF B CTOPOHY 6oJiee BbKMAATENb-
HbIX AUArHOCTUYECKUX U TepaneBTUYECKUX c-rpaTeruii npu BO30OHOB/IEHMU NPUCTANIbHONO BHUMaHUA K KayeCTBY XXU3HU
nauueHToB. B 2014 roay KoopAMHALMOHHbI/ KOMUTET 3KCNEPTOB B Pas/IMUHbIX HANPaBAEHUAX MEAULIUHBI NPUHAN pelue-
HUe 06HOBUTb KOMMIEKCHbIV 0630p no BeaeHuto MO 3a 2010 roa ¢ Lenblo yny4lleHUsl KQUeCTBa OKa3aHUsi MeAULMHCKOM
nomouwuu. Llenb HoBoro 0630pa - yA0BNeTBOpeHME NOTPEOHOCTEN NALUEHTOB C YNy4LIEHHBIM NPOrHO30M, NPeAoCTaBleHne
peKkoMeHAauMi No JOCTUXEHUAM B 06nacTu o6cnenoBaHuii U BMELLATENbCTB, @ TAKXKe pacCMOTPeHUe 3HaYEeHUS MOSBUB-
LIMXCA FeHETUYECKMX U MONEKYNSIPHbIX MeToAoB ieyeHusa MAM. [laHHblit KomuTeT BbisiBun 11 Tem, nognexawmx Bkaoyve-
HMIO B 3TO OGHOB/IEHME, BOCEMb U3 KOTOPbIX Y)Ke 6blIM pacCMOTpPeHbl B opuruHanbHoM (2010) 063ope neueHuns. Tpu HoBble
TeMbl - 3TO pOJib NEPBUYHOIO 3BEHA U Be,eHWUE HEOT/IOKHbIX COCTOSIHUIA, SHAOKPUHHbIE aCNeKTbl BeAEHUS, a TaKXKe npeeM-
CTBEHHOCTb IeYeHUs1 HA Pas/IMYHbIX 3Tanax XXM3HU naumeHTa. B yactu 1 paHHOro 06HOBIEHMS, COCTOALLErO U3 TPEX YacTel,
Mbl NpeacTaBnsieM KOMMIEKCHbIW 0630p BonpocoB auMarHoctuku MO/, a TakKe HelpoMbileYHbIX, peabuaUTaLMOHHbIX,
3HAOKPUHHBIX (POCT, NO/IOBOE CO3pEeBaHUEe U HAANOYEYHUKOBAs HEA,0CTaTOUYHOCTb) U raCTPO3HTEPOIOrMYECKUX (BKIOYas

HYTPULIMOHHbIE acneKTbl U Aucharuio) acnekToB BefeHUs MauMeHTa.

BeeneHue

MbiweyHas guctpodusa [HwoweHHa (MAL) npeactaBnser
coboi cuenneHHoe C X-XpOMOCOMOM peLecCcMBHOE He-
poMmbllleyHoe 3aboneBaHue, Bbi3bIBAEMOE MyTaUMSIMU B
reHe AMCTpo(dMHA, KOTOpble MPUBOASAT K OTCYTCTBUIO WU
HeLOCTaTOYHOCTM (PYHKLMOHANBHO aKTUBHOIO AUCTPOdMU-
Ha, 6enka uMTOoCKeneTa, KoTopbli obecneynBaeT NPOYHOCTb,
CTabunbHOCTb U PYHKLMOHANBHOCTL MUMOdMbpmnn. Kak co-
obwwaetcs, pacnpoctpaHeHHoct M coctaBnsiet 15-9 cny-
yaes Ha 100 000 poamBLUMXCS KMBbIMU ManbymKkoB B CLLUA 1
19-5 cnyyaes Ha 100 000 poamMBLUMXCS XKMBLIMM MaNIbYUKOB
B Benukobputanuu' . Y nuy ¢ M, Bo3HMKAOT nporpec-
cUpyloLLMe MOBpEXAEeHWe U [ereHepaTUBHbIE U3MEHEHUS
MbILLIL, NPUBOAALLME K MbILIEYHON C1aboCTu, CBA3aHHbIM C
HWMU 3aaepXKKaM pa3BUTUS ABUraTeNbHOM QYHKLMM, yTpaTe
CNocobHOCTM K xoabbe, HapyLIeHWO [ObIXaHWs U Kapauo-
Muonatum. HecMoTps Ha TO YTO KJIMHUYECKOE TeYeHue no-
paXKeHWs1 CKeNeTHbIX MbIWL, U CepALa MOXET ObiTb pa3HbIM,
NneTanbHbl UCxod, 0ObIYHO BO3HMKAET B pe3ynbTaTe Hapy-
WweHus dyHKUMKU cepaua wau abixanus.”® [aHHas paboTa
npeacrtasnset coboi yactb 1 06HOBNEHMS KOMMNEKCHOrO
0630pa neyenns MAJ 3a 2010 rop (B Tpex yacTtax),’ Ko-
TOpbIM MOAYYMN MOALEPXKKY CO CTOPOHbI LLeHTpoB no KoH-
Tponio u npodunaktuke 3abonesaHuit CLLUA (US Centers for
Disease Control and Prevention; CDC) npu yyactun cetu
TREAT-NMD neuyeHuns HelipoMbilleyHbIX 3aboneBaHuii, Ac-
coumaumm  MblweyHon auctpodum (Muscular Dystrophy

Association), a Takke PoaMTeNnbCKOro nNpoekTa MblleYHOM
anctpodum (Parent Project Muscular Dystrophy).

PeweHune 06 obHOBNEHUM JaHHOrO 0630pa NeyeHus oc-
HOBbIBAETCA Ha HECKONIbKMX BaXKHbIX pa3paboTkax. Bo-nep-
BbIX, MPU UCMOb30BAHUN MEXAMUCLUMIMHAPHOIO Noaxona
NpOM30LLNO y/yyLlleHUe BbIXXMBAeMOCTH naumeHTos ¢ MO,
W NPOOOMIKAETCS pa3BUTME AMArHOCTMYECKUX WM Tepanes-
TUYECKMX MOAXOLOB B COOTBETCTBYHOLWMX cybcneumans-
HocTsx.”" 2 Tlpu 3HAUUTENbHOMYNYYLIEHUS MPOrHO3a BO
MHOIMX cybcneunanbHOCTIX Npou3oLen CABUM B CTOPOHY
6onee BbDKMAATENbHbIX AMArHOCTUYECKMX M TepaneBTuye-
CKMX CTpaTerui, HarnpaBaeHHbIX Ha NpoduaKTUKy, paHHee
BbISIBJIEHWE U JleYeHWe NpefckasyembiX M NOTeHUMANbHO
MOANPULMPYEMBIX OCTIOXKHEHWI BonesHu.

Bo-BTOpbIX, B CBAA3M C yBEAMYEHMEM BO3pACTa LOXMUTUS
nauvenTtoB ¢ MM Bcé 6onbliee BHMMaHWE 06palLeHo K
Ka4eCTBY XXM3HM U K MCUXO-COLMANbHBIM acrnekTam Bene-
HMs nauueHToB. bonee Toro, B HacTosiee Bpems uMeeTcs
CpoYHasi NoTpebHOCTb B KOOPAMHALMM U HEMpPepbIBHOCTU
BEAEHUS MaLMeHTOB Npu nepexode OT AeTCKOro Bo3pacTa
K B3poC/noMy. B-TpeTbux, LlaHHOE 06HOBNEHWE HeobxoauMo
BCNEACTBME YBEIMYEHUS OMblTa MPUMEHEHUS CYLLECTBYHO-
LUMX BApUAHTOB JIEYEHMS], @ TaKXKE OXMAAEMbIX reHeTuye-
CKMX M MONEKYNSIPHbIX BapuaHToB fevenus MAM.Y B vacT-
HOCTU, AN OLLEHKW HOBbIX BAPMUAHTOB leYeHns Heo6xoaMMo
nonyyeHve uHbopmauun 06 3 eKTUBHOCTU, NOBOUHbBIX
3ddeKkTax M OrpaHUUYEeHUsIX NPUMEHEHUS NHOKOKOPTUKO-
MOoB,'* ° a TakKe 0 K/IMHMYECKM 3HAUYMMbIX U HAOAEXHbIX
6uoMapkepax 1 NokasaTensax Ans OLeHKH.

Ony6nukosaHo oHnaliH
23 aHeaps 2018

roaa http://ck.doi.
org/10.10l6/ S1474-
4422(18)30024-3

CMm. oHnaliH-sepcuro /
0630p http://dx.doi.
org/10.10l6/ S1474-
4422(18)30025-5

u http://dx.doi.
org/10.1016/ S1474-
4422(18)30026-7

" YneHbl NnepeyncneHsbl
B KOHLe AaHHOW CTaTbu
OTaeneHve neamaTpum,
MeOMLUMHCKUIA

ueHTp MetroHealth,
YHusepcutet Keiic
BectepH Pe3seps,

r. Knueneng, wrat
Oraiio, CLLA (npod.

D J Birnkrant, MD);
LEHTp UccnenoBaHui
MbILWEYHOW AncTpodumn
uM. [IxxoHa YonToHa,
MHCTUTYT reHeTyeckoi
MeauLMHbI,
Hbtokacnckumi
YHUBEPCUTET, I.
Hbtokacn-anoH-TalH,
Benukobputanus
(npod. K Bushby MD)
RTI International,
TpeyronbHUK HayKu,
wrat CeBepHas
KaponuHa, CLLA (CM
Bann PhD, A Blackwell
MPH); otaenenne
peabunutaumm, detckas
6onbHuua Cuatna,r.
Cunatn, Wwrat BawwHrToH,
CLWA (npod. S D Apkon
MD); Cekums aetckoit
racTpO3HTEpPONOrnH,
renaTonoruu u
HYTPULMONOTUMU,
[eTckas 6onbHMLA
Konopagno, Aspopa,
wrat Konopapo, CLLA
(D Brumbaugh MD);
Bpay OTAeneHus
neyebHOM HU3KYNLTYPHI,
kacdenpa opToneauu,
YHuusepcuteT [btoka,
MeOMLMHCKUIA
dakynbTer, r. [lapem,
wrat CeBepHasn
KaponuHa, CLLA

(L E Case DPT);
Kadenpa HeBponoruu,
YHusepcutet
MutTcbypra,
MenunumHckas wkona,
1 HeBponoruyeckas
cnyxba, MeanumMHCKuit
LeHTp cny6bl No
[lenam BeTepaHoB,
MutTcbypr, wrat
MeHcunbBanus, CLLA
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C'rpa'rerml MOUCKa U Kputepuu OTGOpa

Mbl npoBenn nmouck no 6asam aaHHbix Medline, Embase,
Web of Science n KoxpaHoBckoi 6ubnuorteke craten, ony-
6/11MKOBaHHbIX B peLieH3MpYeMbIX KypHanax Ha aHMIMICKOM
a3blke 3a nepuog, ¢ 1 gHBaps 2006 roga no 30 ceHTA6pS
2013 ropa Ans BOCbMM MCXOAHbIX TeM, U ¢ 1 auBaps 1990
roga no 30 ceHTa6psa 2013 roga ons Tpex HoBbIx TeM. [lo-
MCK INTEPATYPHbIX MCTOYHWUKOB Obl1 MPOM3BEAEH C MCNOJTb-
30BaHMEM KITHOYEBbIX TEPMUHOB MOMCKa «[lIOWEHH(a)» nau
«MbILWEYHas AUCTPODUS», UM 060MX, B COYETAHUU C OLHUM
13 626 TepMMHOB Mowucka (mpunoxexue). Mpu noucke nu-
TepaTypbl, NOCNe yCTpaHeHUs By6aMKaToB, 6bi10 BbISIBAEHO
1215 crateit. ins panbHenwer pabotbl HGbLIM UCKIOYEHbI
0030pbl, METa-aHaNM3bl, CEPUM CITy4aEB, ONMUCAHUS OTAENb-
HbIX KIMHMYECKMX CNy4aeB, dKCMEepUMEHTasbHble ucce-
[0BaHMS HA >XMBOTHBIX M CTaTbM O HE CBA3AHHbIX C TEMOM
0630pa 3aboneBaHusx,M00 NOCBSALLEHHbIE TONBKO MbILLEY-
Hoi aucTpodun bekkepa. M3 672 ocTaBlumMxcs cTaTei Ko-
OPAMHALMOHHBIV KOMUTET paccMoTpen 430 cTaTeid, KOoTopbIi
6b11M NOTEHLMANBLHO BaXKHbI A1 0OHOBNEHNS KOMMIEKCHO-
ro o63opa seyeHns. 3aTeM YeHbl KOOPAMHALMOHHOIO KO-
MUTETa KNacCUOULMPOBANM Kax Ayt CTaTbio N0 CIeAyHLWMM

Kputepusam: (1) cornacytoTcs C CyLeCTBYHOLWMM KOMMIeKC-
HbIM 0630pOM NeyeHus; (2) MPOTMBOPEYAT CYLLECTBYOLLEMY
KoMMnekcHoMy 0630py neuyeHus; (3) TpebyioT 06HOBNEHNS
KOMMIeKkcHoro o63opa nevyeHus; unn (4) npeacraBnsgioT
MHoroobeLwatoLme nccnenoBaHus. BoisBneHHble cTaTbu, KO-
Topble TpeboBanu 06HOBNEHKUS 0630pa, OblM UCNONb30BaA-
Hbl 419 CO3AaHUS KIMHUYECKUX CLLeHAapUeB B COOTBETCTBUM
C METOAOM OmnpefeneHns MpUrogHocTH, pa3paboTaHHbIM
kopropauumeit POH[, - KanndopHUIACKUM YyHUBEPCUTETOM B
Noc-Anpxxenece (RAND Corporation-University of California
Los Angeles). Bo BpeMsi mMOAroToBKM AAHHOrO Matepuana
3KCnepTbl B COOTBETCTBYIOLLEH 061acTM Takxke MpOBOAMIN
HenpepbiBHOE 06HOBIEHNE CCbIIOK Ha MCTOYHUKM C MOMO-
wbto komnauum RTI International. Mepea ny6aunkauuei 6bin
npoBefeH 06HOBIEHHDBIM MOMCK IMTEPATYPbI C MOUCKOM CTa-
Tel, ony6nMKoBaHHbIX 3a nepuog ¢ 1 okTabpa 2013 roga
no 31 uiona 2017 ropa, npu koTopoM 6bino BbisiBieHo 880
ctateii. PykoBoautenn komuteta paccmotpenu 115 crarei,
MOTEHLMANBbHO OTHOCALLMXCS K IEYEHUIO, U, NPU HeoBXoaM-
MOCTH, NPOM3BeNN 0OHOBNIEHUE CChINIOK M TEKCTA.

(npod. PR Clemens
MD); Otaenenue
3HAOKPUHONOTUM

1 MeTabonusma,
Letckas 6onbHULA
BoctoyHoro OHTapwo,
1 YHusepcutet
OtTtaBbl, OTTaBa,
OHTapwo, KaHaga

(S Hadjiyannakis

MD, LM Ward MD);
MenuumnHckas
cTomMaTonoruyeckas
wkona, Poyectepckuit
YHUBEPCUTET,
Poyectep, wrat Hbto-
Mopk, CLLIA (S Pandya
DPT); lpynna no
penkum 3aboneBaHuaM
M UCXOAaM B
OTHOLLEHWUM 300POBbS,
HaunoHanbHbIV LeHTp
BPOXAEHHbIX fedeKToB
M HapyLWeHWit pasBuTHs,
LleHTpbI Mo KOHTpONHO
1 npodunakTmuke
3aboneBaHui, wWTat
Ixopmxus, CLLA

(N Street MS);
KoHcynbrauus

no MeaULMHCKOMY
nUTaHuio Npu

Meaua J1J1C, a Takxke
[etckas 6onbHMLA
®dunagensdum,

B vactn 1 naHHoro 0630pa Mbl 0XBaTbiBaEM CliefytoLime
TeMbl: AMArHOCTMKA, HEMPOMbIWEYHbIE aACMeKTbl BeLeHUS
NauMeHTOB, peabnnUTaLMOHHbIE acNeKTbl BEAEHUS NaLueH-
TOB, 3HAOKPUHHbIE aCMeKTbl BeAeHMs NaLMUeHTOB (BKHOYas
pOCT, NONOBOE CO3pEeBaHME U HALMOUYEYHWKOBYH HeAoCTa-
TOYHOCTb) M racTPO3HTEPONOrMYeKCHe (BKIKOYAS HYTPULIU-
OHHble acneKTbl 1 AMCdaruio) acnekTbl BeAeHUs MaLueHTa.
Yactm 2 1 3 pgaHHOro 0630pa OMMCbIBAOT KOMMIEKCHbIN
0630p apyrux obnactei, BKAOYAsA pacLUMpeHHbIM pasgen,
MOCBSAILLEHHbINA MCUXO-COLMANBHOMY BEAEHUIO MaLMeHTa, a
TakKXXe HOBble pa3fesnibl, MOCBSLLEHHbIE PONM MEPBUYHOTO
3BEHA, BEAEHWUIO HEOTNIOXKHbIX COCTOSIHUM, @ TakxXKe npeem-
CTBEHHOCTM IEYEHUS HA NPOTHKEHUM BCEWM XKM3HM NALMEHTA.
Ha Puc. 1 npencraBneHbl MeToAbl UCCNEN0BaHUI M BMeLLa-
TeNbCTB MO BCeM 061acTaM, AaHHble CrpynnMpoBaHbl MO CTa-
ousaMm 3abonesaHus naumenta ¢ MO/,

MeToabl

B 2014 romy ucxons n3 COBCTBEHHBIX KIMHUYECKUX Mpea-
CTaBMEHWUI M OMbITa YNEeHbl KOOPAWUHALMOHHOTO KOMMWTETA
Pabouelt rpynnbl no komnnekcHoMy 063opy neyenus MO,
(DMD Care Considerations Working Group (CCWG) steering
committee) BbisBUAK 11 Tem, KOTOpPble JOMKHbI BbITb BKIHO-
yeHbl B faHHOE OBHOB/IEHME KOMMEKCHOro ob3opa eyve-
Hua MO[ 3a 2010 rop.®

BoceMb 13 3TUX TEM yxKe OblfiM pacCMOTPEHbI B OPUrMHASb-
HoM 0630pe neyeHus: (1) AMarHocTuka, (2) HelpoMmblLey-
Hble acnekTbl BeAEHUs MaLMEHTOB, (3) peabunmTaLMOHHbIe
acneKTbl BeAEHWS MaLMEHTOB, (4) racTpo3HTEpONOrnyeckme

M HYTPULIMOHHbIE acneKTbl BeAEHWUs MauueHToB, (5) pecnu-
paTopHble acnekTbl BefeHWS MaLMeHToB, (6) Kapanonoru-
Yyeckue acnekTbl BefeHWUs NauMeHToB, (7) opToneauyeckune
M XWUpYpruyeckue acnekTbl BeAeHWUS nauneHToB u (8) ncu-
X0-COLManbHble acneKTbl BeAeHUS NaLuMeHToB. Tpy TeMbl B-
NATCH HOBbIMU: (9) ponb NEPBUYHOIO 3BEHA U BEAEHME He-
OT/IOXKHbIX COCTOSAHMIA, (10) SHAOKPUHHbBIE aCMeKTbl BEAEHMS
nauMeHTOB (BK/IHOYas pOCT, MOI0BOE CO3peBaHMUE, HAAMNOYeY-
HWKOBYI0 HEA0CTAaTOYHOCTb M 3[40POBbE KOCTHOM TKaHM), a
Takke (11) npeeMCTBEHHOCTb NEYEHNS HA MPOTHKEHUM BCEW
XKM3HM NauMeHTa.

PekomeHoauuu B AaHHOM OOHOBNEHMM He SBNSIOTCA [0-
KasaTenbHbIMK B a6CONOTHOM cMbIce. Kak 3To xapakTepHo
LN peakux 3aboneBaHuii, 3aBeplueHo HebonbLLoe Konnye-
CTBO KPYMHOMACWTabHbIX PaHAOMMU3MPOBAHHbIX KIIMHUYeE-
ckux uccnepoanuii (PKMU) MM, 33 ucknoueHnem uccneno-
BaHWIA NPUMEHEHUS KOPTUKOCTEPOUAOB. ® [03TOMY, KaK 1 B
cnyyae o63opa 3a 2010 roa,”” pekomeHaauum 6biiu paspa-
60TaHbl MO METOLY OMpoca rpynMbl 3KCNEPTOB O BO3MOXHO-
CTM M HeobXO[MMOCTM KOHKPETHbIX 06cnenoBaHuii u BMe-
WATeNbCTB C MCMOb30BAHUEM KIMHUYECKMX cueHapues.”
Llenbto 3Toro mMetona 6bina 0ObEKTUBM3ALMS MHEHUS IKC-
nepra, a Tak)Xe COCTaBleHNE PEKOMEHIALMIA, OTPaXKAIOLLMX
MCTUHHbIE B3MNSAbl M YCTOSBLUYIOCS NPAKTUKY 3KCMNEPTHOrO
KOMWTETA, OCHOBAHHbIE HAa UX UHTEPMNpeTaLmUn U NpUMeHe-
HUM CyLLECTBYIOLLEN Hay4YHOM nuTepaTypsl. Micnonb3ys atoT
noaXof, Mbl CMOMIM CO34aTb KOMMEKC KOYEBbIX Mep Mo
BefeHuio naumeHToB ¢ MJl; B pekoMeHAALMN BKIKOYEHDI
TONIbKO Te 06CnefoBaHNs M BMELLATENbCTBA, KOTOPble Obliu
pacueHeHbl 1 Kak LenecoobpasHble, 1 Kak HeobxoanMble.



Puc. 1. KomnnekcHoe neueHme nuu,

Jle4eHne NauMeHTOB C MblleYHOWM AncTpodueit [oleHHa OCyLWecTBASETCS MeXANCLUMMIMHAPHOM TPynnoi MeaULMHCKMX
pabOoTHMKOB; BEAYLLMM KIMHUYECKUM CMEeLMaNUCTOM SBASIETCS CMELMAUCT MO HEMPOMbILLEYHbIM 3a60n1eBaHUAM. ITOT pUCy-

ACTEKTBI CTARMA 1: CTALMSA 2:
BEAEHWSA NALMEHTOB Ha MoMeHT ycTaHoBneHus amMarHosa PaHHsis ambynaTtopHas (xopsuas)

BeneHue B MEXANUCLUMNIMHAPHOM KNMHUKE; PEKOMEHAALMM MO HOBbIM BapUaHTaM eUeHus; NpefoCTaBieHNe NaLMEHTY U CEMbE
HEVUPOMDILLEYHbIE noaaepyku, 06pa3oBaTeNbHON MOMOLLM U FeHETUYECKOe KOHCYIbTUPOBaHMe

Ke 6 OueHka dyHKUMOHANbHbBIX BO3MOXHOCTEN, CUlbl
OHTPOJb CODNIOAEHMS NNaHa MMMYHU3aLUK 1 AManasoHa ABWKEHUM MO MEHbLUEH Mepe Kaxable
6 MeCsILieB C LeNblo YCTAHOB/EHUS CTaANUN 3a00NeBaHus

Oﬁcy)Ku,eHme NPUMEHEHUA TNHOKOKOPTUKONA0B

Hayano u KOHTPOJIb MPUMEHEHWUA TNTIOKOKOPTUKONA0B
HanpaBneHue XeHLMH-HOCUTENbHNL,
MYTaHTHOTO reHa K Kapauonory

I'Ipoee,u,eHme KOMMIEKCHOrO MeXaAUCUUNINHApHOIo OGCHEIJOBGHMH, BK/IOYAA CTaHAAPTU30BaHHbIE oﬁcnenosaHm,

PEABUJIUTALIMOHHbBIE N0 MeHbLUeit Mepe Kaxable 6 Mecslies

npOBe,CLEHME HenocpeacTBEHHOrO NevyeHnsa ¢)M3M‘|ECKMMM TepaneBTamMu 1 3protepanesTamMu, a TaKxKe noroneaamu
ncxoas U3 pesynbratos obcnenoBaHuin U WHAMBUAYANbHbIX I'IOTDEGHOCFeﬂ nauuneHTa

MomoLb B NpefoTBPaLLEHNUN KOHTPAKTYpPbl UM AedOpMaLIMM, MepeTPEHNPOBAHHOCTY U NaZeHuit; CNocobCTBOBaHNE SKOHOMMUM
YCUAMIA M NOAXOASALLErO YPOBHSI MHTEHCUBHOCTM YMPAXKHEHWI MM aKTUBHOCTM; NPeLOCTaBNeHe opTe30B, 060pyA0BaHMUS 1
noaaepxku obyyeHns

M3MepeHue pocTa B NOOXKEHWUM CTOS Kaxaple 6 MecsLes

SHAOKPUHHbIE
OueHKa pocTa B MONOXKEHUM He CTOS Kaxkable 6 MecsLes

OueHka CTaTyca NonoBOro Co3peBaHna Kaxaible
6 MecsLeB HaumnHas ¢ BO3pacTta 9 net

Mpenocraenexure 06pasosBaTesbHO-MHHOPMALMOHHON MOMOLLM
CeMbe 1 PEeLenToB Ha «CTPECCoBYIO» A03Y CTEPOMAa,
B Ciy4ae NpMMeHeHUsa rMioKOKOPTUKONA0B

XXENYLOYHO-KULEYHbIE BkntounTb 06cnenoBaHMe 0pULMANbHO CEPTUDULMPOBAHHBIM AMETONOrOM-HYTPULMONOrOM BO BPEMS BU3UTOB B KIMHUKY (Kaxable
W HYTPULLMOHHBIE 6 MecsLeB); BHEAPSTb CTPATErnu NpefoTBPaLLEHUS OKMPEHMS; MPOBOANUTE MOHUTOPUHT Ha NpeaMeT U36bITOYHOM 1 Hef0CTATOUHOM
y 1) b Macchbl Tena, B 0C06eHHOCTM BO BpeMS KPUTUHECKM BaXKHbIX NEPUO/I0B NEPeX0AHOro Bo3pacta

Mpon3BOAMTL eXXeroAHble onpeaeneHns yposHsa 25-ruapokcueutammta D B cbiBOpoTKe M noTpebnexus Kanbums

OueHuBaTh HapylleHue QyHKLMM [OTaHus, Hanuume 3anopos,
ractpoasodareanbHoi pebntokcHoi 6onesHu, a Takxke
ractponapesa Kax/ple 6 MecsLeB

MpoBoauTh 06y4eHne NpoBeaeHUIo CIMPOMETPUN
M UCCNEA0BaHMSM CHa NMpU HeobX0AMMOCTH (HU3KMIA puck npobnem)

PECMUPATOPHBDIE [POKOHTPONMPOBaTL CBOEBPEMEHHOCTL MMMYHM3aLMit: THEBMOKOKKOBbIMM BaKLIMHAMM W EKErOAHO — MHAaKTUBUPOBAHHO
NPOTUBOrPUMNO3HOM BaKLMHOMN

KoHcynbTaums Kapauonora; obcnenosaqmue ExxeronHas oueHka GyHKUMM cepaua;
C UCMO/b30BaHWEM dneKTpoKapanorpadum Hayano npuMeHeHns MHrMbuTopos AMd nnn
KAPLAUOJIOTUYECKUE 1 3xokapauorpadum* unu MPT cepaua*® 6710KaTOPOB PELIENTOPOB aHIMOTEH3MHA K
Bo3pacty 10 nert

06cnenoBaHme B BUAE peHTreHorpadum No3BOHOUHMKA
ACNEKTbI BEAEHUSA B 6OKOBO MPOEKLMM (MALMEHTbI, MONyYaIoLLME NleveHne

TIOKOKOPTUKOMAAMM: Kaxkable 1-2 rofia; naumeHTsl, He
nAU.M EHTO B’ NoNyyaroLLmMe NeYeHune rIoKOKOPTUKOMAAMU: Kaxaple 2-3 rosa)
CBA3AHHbBIE CO

B cnyyae paHHMX NPU3HAKOB CKJIOHHOCTM K NepenoMam
3n0POB |3 EM HanpaeAATb K CNeuManncTy B 06nacTu 340p0oBbs KOCTHOM
KOCTHOU TKAHU TKaHu (Nepenom no3eoHKka crenenu | no Genant unu sbile

160 NepBblii Nepenom ANMHHOM KocTH)

OueHnBaTb 06bEM ABWMKEHUIA HE pexe YeM Kaxaple 6 Mecsaues

A EXerofHblit MOHUTOPUHT HaNMuMs CKONMO3a
IMpn HeobX0AMMOCTH HanpaBneHue Ha OpToneanyeckylo HanpasuTb Ha onepauuio Ha CTone 1 axunnosoM
onepaumio (TpeGyeTcs peko) CYXOKMNMM NS YNYHLIEHNS MOXOAKM B OTAENbHBIX
cuTyaumsax
Mpy KaXa0M BU3MTE B KIMHMKY OLLEHMBATb NCUXMYECKOE 3[10POBbe NaLMEeHTa U CeMbM
1 NPefOCTaBAATL HEMPepbIBHYIO NOAAEPXKKY
MCUXO0-COLMANIbHBIE MpoBoauTh Heliponcuxonoryeckie obcnenoBaHns / BMelaTensCTea B Clyyae npobneM, CBA3aHHbIX
€ 06yyeHneM, IMOLIMOHANbHBIX M NOBEAEHYECKMX NpobneM
OueHuTb 06pa3oBaTesibHble NOTPEBHOCTM M AOCTYNHbIE PecypChbl
(MHAMBMAYaNU3MpOBaHHas 06pa3oBaTenbHas NporpaMma,
nnau 504); oueHnTb NoTPe6bHOCTb B NOAAEPXKKE B NONYYEHWN
npodeccMoHanbHO-TeXHUYECKOro 06pa3oBaHms y B3POC/bIX
Cnoco6cTBOBaTH COOTBETCTBYHOLIEN BO3PACTY CAMOCTOATENbHOCTH
1 COLMaNLHOMY pa3BUTMIO
B ontMMMCTUUECKOM K/toue NPOBOANTL ANMCKYCCUM MoowpsTb NOCTAHOBKY LieNeit 1 oxuaaHus ot byayuiero
NMEPEXOAOHDBIE NEPUOADI o ByayuieM, 06 0XuAaEMON XKM3HW BO B3POCIIOM nepuoae BO B3POC/IOi KM3HU; OLEHUTb FOTOBHOCTb K NepeBoAy nof

HabntoaeHne Ha CieaylolLeM 3Tane okasaHua nevebHoi
nomouiy (K Bospacty 12 net)




C MbllWeYHo auctpodueri [loweHHa

HOK BK/O4aeT 06ciefoBaHus M BMeLLaTeNbCTBa 1S BCeX CTaauii 3aboneBaHus v TeM, 0XBaTbiBaeMbIX AaHHbIM TPEXYACTHbIM 0630pOM. * DXoKapAMorpamMma y naLuueHToB B Bo3pacTe 6
net unu monoxe, MPT cepaua y nauMeHToB B BO3pacTe CTapLue 6 fieT.

Benenue B Me)mmcuunnmuapnoﬁ KNMHWUKE; peKOMeHAaLUUN No HOBbIM BapUAHTAaM Jie4eHus,; NpefocTaBieHne NaunueHTy U ceMbe I'IO,D.D,ED)KKM,OGPEBOBQTEHI:HOﬁ MOMOLLK U reHeTUYEeCKOe KOHCYNbTUPOBaHMe

OueHka dJyHKLIMOHa}'IbeIX BO3MOXHOCTEW, CU/bl M AnanasoHa ABMXKEHMUIA NO MeHbLUei Mepe Kaxable 6 MecaueB C Lenblo YCTaHOBNEHUA CTaAnn 3abonesanus

Havano n KOHTPOJIb NPUMEHEHUS TNTIOKOKOPTUKOMA0B

Momoub B NAAHUPOBAHMW NANIUATUBHOIO NeYeHUsa
B TepMMHaﬂbHOH cragun

lpoBeseH1e KOMMNEKCHOrO MEXAUCLIMMIIMHAPHOTO 0BCNE0BaHMS, BK/KOYAs CTaHAAPTM30BaHHbIE 06CNeA0BaHMS,
no MeHblUei Mepe Kax/able 6 MecsLeB

I'IpoBeu.eHMe HenocpeacCTBEHHOroO nevyeHusa dJMBl/NeCKMMM TepaneBTaMu U 3protepanesTaMu, a Takxe sioronegamm
ncxona U3 pesynbratos obcnenoBaHuin 1 WHAMBUAOYANbHbIX norpeéHoc‘reﬁ nauueHTa

I'Ipo,u,on»(eHwe BCeX NpeaLwecTByoWnX Mep; npeaoctasieHne yCTpoﬁch, obecrneynBaioLmx MOBUNBLHOCTb, yCTpOFiCI'B Ana cnaeHus,
CTOAHMA C nou.uep)KKoﬁ,a TaKXe TEXHUYEeCKMX CpeacTs peaﬁwnmaum; 3alinTa MHTEpecoB B NONyYeHUN ¢MH3HCDBoﬁ nomMouuu,
obecneyeHus PpaBHbIX NpaB A40CTyNa, y4acTns B oﬁmecheHHoﬁ XKU3HKU M CaMOpeanusauum Bo BBDO(‘J‘IOH XU3HU

OueHka CTaTycCa NoJIoBOro CoO3peBaHna Kaxable 6 MecsiLeB HaunHas C BO3pacTa 9 net

Mpepocrasnenne 06paszoBaTenbHO-MHOOPMALMOHHOM MOMOLLM CEMbE M PELIENTOB Ha «CTPECCOBYIO» A03Y CTEPOMAA, B C/Iy4ae MPUMEHEHMS IIIOKOKOPTUKOMAOB

BkntoumnTb 06cnenoBaHne odbULMaNbHO CepTUPULMPOBAHHBIM AUETONIOTOM-HYTPULMONIOTOM BO BPEMS BUSUTOB B KAMHUKY (KaXKAble
6 MecsLeB); BHEAPSTL CTPATer1u NPeaoTBPALLEHMS OKMPEHNS; NPOBOAUT MOHUTOPUHT HA NPEAMET U3GbITOYHON 1 HELOCTATOUHOM
Macchbl Tena, B 0COGEHHOCTH BO BPEMSsI KPUTUHECKM BaXKHbIX MEPUOAOB NEPEXOAHONO BO3pacTa

pOM3BOANTL ©XETOAHbIE ONPEeAEeneHmUs YPOBHS 25-rAPOKCUBUTaMUHA D B CbIBOPOTKE 1 NOTPeBNEHMS KanbLns

OLeH1BaTb HapyleHWe GYHKLMK MI0TaHWs, HaNWuKe 3anopoB, racTpo33odareansHoi pedioKCHOM GONE3HM, @ TakKe racTponapesa Kaxasle 6 MecsLes

Hauatb exxerogHoe OﬁCy)K,EleHMe BOMpoOCa 0 raCTpoCTOMMKU B paMKax 06bluHOrO npouecca nevyeHmsa

MpoBoauTb 06y4eHMe NpoBefeHMI0 CIUPOMETPUN MpoBOANTbL OLEHKY AblXaTeNbHOW QYHKLMM MO MeHbLUei Mepe Kaxable 6 MecsLeB
M UCCNEA0BaHMSM CHa NMpU He0bX0AMMOCTHU (HU3KMIA puck npobnem)

[pOKOHTPONMPOBaTL CBOEBPEMEHHOCTb UMMYHU3ALMIA: MTHEBMOKOKKOBBIMM BaKLIMHAMM 1 €XEro4HO — MHAaKTUBUPOBAHHOI
NpOTUBOTPUNMO3HOM BaKLMHOMN

HauaTb NpoBOANTL PEKPYTMPOBaHMSI 0GbEMA NIEMKMX

anCTyI'IMTb K UCMO/b30BaHMIO BCIOMOTraTeNbHOrO KL U HOYHOW BEHTUASLUM NETrKUX

[106aBUTb AHEBHYIO BEHTUAALMIO ETKUX

|
Mo MeHblueil Mepe exeroaHas oueHka GYHKUMM CepaLa, NPU HAMUYMM CUMITOMOB WM NaTONOMUYECKMX M3MEHEHNI PE3ybTaTOB BU3YanMU3aLMOHHbIX MCCIEA0BAHMIA — Yalle; MOHUTOPUHT
NaToNOMMYECKNX U3MEHEHMIT PUTMA

an YXyAWweHun d)yHKLIMM MCNONb3YHTCA CTAHAAPTHbIE BMELIATENbCTBA MO JIEYEHUIO Cep,ﬂ.e‘lHOﬂ HenoCTaTo4HOCTHU

06cnenoBaHue B BUAE peHTreHorpaum No3BOHOUHMKA B HOKOBOM MPOeKLMM (MaLMeHTbl, MoayyatoLmue eqeHne mIoKOKOpTUKOMAaMM: Kaxxable 1-2 roaa; nauMeHTbl, He nosyyatolme neyeHne
FNIOKOKOPTUKOMAAMU: KaXAable 2-3 roaa)

B cnyvyae paHHUX NPU3HAKOB CKIOHHOCTU K NepesioMaM HanpasasdTb K CNeUUanucTy B obnactu 340pOBbS KOCTHOW TKaHu
(nepenom no3BoHka creneny | no Genant unu Bbilwe 1M60 NepBblii NEPENOM AJIMHHOM KOCTH)

OueHnBaTb 06bEM ABWMKEHUIA HE pexe YeM Kaxable 6 Mecsues

EXEroAHblit MOHUTOPUHI HanWuus CKoAKo3a MOHMTOPUHT HaNMUMsi CKONMO3a Kaxble 6 MecsiLes

HanpasuTb Ha onepaumio Ha CTone 1 axunnoBoM PaccMoTpeTh BO3MOKHOCTL BMeELLATeNbCTBA /1St NO3MULMOHUPOBAHMS CTOMbI B CNyYae NO3ULMOHUPOBAHUA Ha Kpec/e-KonscKke;
CYXOXMNUM 1St YNYHLIEHWS MOXOAKM B OTAENbHBIX B ONpeaeNeHHbIX CUTyaUmMAX HauaTb BMELaTeNbCTBO C NPOBEAEHMEM 3a/IHEro CNoHAnnoaesa

cuTyaumsx

Mpy KaKAOM BU3UTE B KAMHUKY OLEHMBATH NCUXMYECKOE 3[0POBbE NALMEHTA U CeMbU

1 NPEeAOCTaBAATb HEMPEPbIBHYIO NOAAEPXKKY

MpoBoAKTL Helponcuxonoryeckie o6CIeA0BaHNs / BMELATENbCTBA B Cly4ae NPoGaeM, CBA3aHHbIX
€ 06y4eHneM, 3MOLMOHANbHBIX U NOBEAEHYECKMX NPOBaEM

OueHuTb 06pasoBaTesbHble NOTPEBHOCTM U AOCTYMHbIE PECYpCbl (MHAMBUAYANU3UPOBaHHas 06pasoBaTenbHas Nporpamma, nnaH 504); oueHNUTb NOTPeGHOCTL B MOAAEPKKE B MOAYHEHUN
NpodeccHoHanbHO-TEXHUYECKOro 06pa3oBaHHs Y B3pOUIbIX

CnocobcTBOBaTH COOTBeTCTByPOLI.lEﬁ BO3pacTy CaMOCTOATE/IbHOCTU U COLMANBbHOMY Pa3BUTUIO

I —
HauaTb niaHMpoBaHu1e Ha NepexofHbIit Nepro, No BONpocaM neyeHusi, 06pas3oBaHus, TPYA0YCTPOICTBA 1 B3POC/ION XM3HM (K Bo3pacTy 13-14 neT); oTcnexuBaTh AUHAMMKY MO MEHbLLEH MEpe eXeroaHo;
BK/IKOYATb B CMIUCKW KOOPAMHATOPOB JIEYEHUS UM COLMANbHBIX PABOTHUKOB AN1St NPEAOCTABNEHMS UM PYKOBOACTBA U BO3MOXKHOCTU HabN0AeH!S

I anﬂOCTaE}'IﬂTb noAAepXKY B MEPEXOAHbIX Nepuoaax, AaBaTb ynpexaarwune pekoMmeHaaunu, kacarwumnecsa WU3MEHEHWIA COCTORHUS 3A0p0OBbA

—_




KOTroA CNEOAYET 3AN0OO003PUTb HANMYUE MAL

HeobbsicHEHHOE MOBbILIEHUE
TpaHCaMMHa3bl

JTioboe nopo3perHne
Ha NaTosiorMyeckoe U3MeHeHue
(OYHKLMMN MbILLLL

B cnyuae Hanuuua MO B ceMeitHOM
aHaMHese

B cnyuae otcytctBua MOL,

B CEMEMHOM aHaMHe3e

OtcyTtcTBMe xo0abbbl K 16-18 Mecauam,
npu3Hak [oBepca, 1mbo xonbba

Ha Hockax (B ntoboM BO3pacTe, B
ocobeHHOCTM B BO3pacTe <5 ner)

ypOBeHb KpE€aTUHKNHAa3bl
HE NOoBbILWEH

MyTaumum He 06HaAPYXeEHbI

i

OnpepenexHue ypoBHA
< KpeaTUHKMHa3bl CbIBOPOTKU

[MoBblweHne YPOBHA KpE€aTUHKUHA3bI

v

TecTupoBaHMe Ha aeneumio unu
Aynaukauuio reHa ML,

i

MyTaums He obHapyxeHa

:

CeKkBeHMpOBaHMWe reHa

.

Buoncus Mbiwwbi

:

OuctpodumH npucytcreyeT

\/

OunarHo3z M[], manoBeposiTeH; cneayeTt pacCMOTpeTb
BO3MOXXHOCTb Ha/IMYMS a/ibTEPHATUBHbIX AUArHo30B

[OuctpoduH otcyTcTBYET

MyTauus obHapyxeHa

l

Owarnos MO A4

HAWBONEE YACTbIE PAHHUE NPU3HAKWU U CUMNITOMbI Y NALUEHTOB C MO A

JBuratenbHbie

 [laTonornyeckoe M3MEHEHUE NOXOAKM
¢ [ceBpornneptpodus roneHm

¢ HecnocobHocTb NpbiraTb

e CHWXeHWe BbIHOCIMBOCTU

HepnguratenbHbie
MoBeneHyeckune npobnembl

3aAepKKa pa3BUTUS KOTHUTUBHOW YHKLMM
HeBO3MOXHOCTb Pa3BUTMS MW NNOXOM HAbop Maccel Tena
Mpobnembl ¢ 06y4yeHMeM U BHUMaHUEM

.

o ny,umeHme KOHTPO/1 NOJIOXKEHUSA roNoBbl Npu ﬂOﬁy)K,EleHl/M cecTb O

¢ 3aTpyAHeHWUs Npu NOAbEME MO NeCTHULLE

¢ YnnouweHue ctonbl

e YacTble NageHns Unn HeyKIKXeCTb

o [pusHak loBepca npu nogbeme ¢ nona

e 3agepxka pasBUTUS KPYMHOM MOTOPUKM

¢ [uUnotoHyc

¢ HecnocobHocTb NnocneBaTh 3a CBEPCTHUKAMM
¢ YTpaTa ABuratesbHbiX HaBbIKOB

¢ MbiweyHas 60nb MAKn Kpamnu

¢ Xoppba Ha HOCKax

e 3aTpyaHeHus npu 6ere unu NpeofoneHnn nogbeMa

i

MyTauus o6HapyeHa

3ap.ep>KKa peyeBoro pasBuUTHUa UNK 3aTpyaHEHUA apTUKYNALNA
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Bbin nMpoBeneH TwatenbHbIM 0630p NUTEpaTypbl C LEeNbio
BbISIBNIEHWS CTaTeN, OTHOCALLMXCA K BeaeHunto MM, B obnactu
KaXkgoW TeMmbl, C O0GAaBNEHMEM K/IHOYEBLIX CJIOB AJ1S HOBbIX
TeM (cm. CtpaTerns noucka u kputepun otbopa). KoopanHa-
LIMOHHbBIV KOMWUTET 0TOBpan CTaTbW, COAepXalLme MHpopma-
LMo, KOTOpasi MOXeT TpeboBaTb OOHOBNEHWUS KOMMIEKCHOIO
0630pa neyeHus, nposegeHHoro B 2010 roay. 3atem Gbiin
pa3paboTaHbl KIMHUYECKME CLLeHApWUM, OCHOBAHHbIE HA CO-
[lepXKaHuu 3Toi cTatbu. [ing kaxaow u3 11 obnacreii TeM 6bin
cobpaH komuTeT 3KcnepToB. [pu nomolm MeTona onpene-
NeHWst NpUrofHOCTH, pa3paboTaHHoro kopropauuein PIHL, -
KanudopHuitckum yHueepcutetom B Jloc-Anpxenece (RAND
Corporation-University of California Los Angeles; RAM)"
3TU KOMWTETbI YCTAaHOBWAM, Kakue 0b6cnenoBaHus M BMella-
TenbCTBa Haubonee NpUrogHbl U HEOHXOAMMBI B Pa3UYHbIX
KNMHUYeCKMX cueHapumsx. [ina storo npouecca RAM, ykasan-
Hble KOMUTETbI MPOBENM [1Ba payHAa 3acefaHuii No yCTaHOB-
NEHWI0 MPUFOAHOCTM C NOCNEAYHOLUMU OLHUM UNU ABYMS pa-
YHOAMU No HeobxoanMocTu. [1ns ykasaHHbIX lanee pa3fenos
TpeboBanuch He BCe 3Tanbl ABYCTaAMMHOrO NPOLLECCa OLEeHKM
RAM nnbo n3-3a OTCYTCTBMS HOBOM IMTEPATYPbI, NOSIBUBLLEN-
€ nocne paspaboTkM KOMMIEKCHOro o63opa neuveHus 3a
2010 rop, b0 13-3a AOCTUXKEHWUS HEMOCPEACTBEHHOMO He-
QHOHUMHOIO COrNacus Mexay YieHaMu KoMuTeTa No NoBoay
NpUrofHOCTU U HEeOHXOAMMOCTU BMELLATENbCTB: AUArHOCTU-
Ka, HEMPOMBbILLEYHbIe acreKTbl BeAeHWUs MaLuMeHTOB, pecnu-
paToOpHble acrneKTbl BeAEeHUS NaLMEHTOB, KApAMONOrMYeckme
acnekTbl BeAEHMS NALMEHTOB, OpTONeAnYecKne U Xupypruye-
CKMe acnekTbl BEAEHUS MaLMEHTOB, a TakXKe NCMX0-coumanb-
Hble acnekTbl BeAeHUs nauueHToB. Kpome TOro, yKasaHHbIi
metoa RAM He 6bin pacueHeH Kak NpUMEHUMBbINA NS ABYX
HOBbIX pa3fenioB: po/ib NEPBUYHOMO 3BEHA M BEAEHWE HEeOoT-
JIOXHbIX COCTOSIHWMM, @ TaKKe NMPEeeMCTBEHHOCTb JIeYeHMs Ha
NPOTSKEHWUMU BCEW XU3HM NaumeHTa. KoMUTeTbl Mo 3TUM pas-
[lenaM OOoCTUINM KOHCEHCyCa B Xofe obcyxaeHuii 6e3 npen-
BapUTENbHOM OLLEHKM KIIMHUYECKUX CLLEHAPUEB.

JuarHocTuka

[locTxeHne CBOEBPEMEHHOCTU M TOYHOCTM AMArHOCTUKM
ML aBNSeTcs KPUTUYECKM BAXKHBIM aCNeKTOM J1eYeHMs.
MeToauka pmarHoctupoBaHua MO c 2010 ropa cyue-
CTBEHHO He u3MeHunacb (Puc. 2).° Tpouecc AMarHocTupo-
BaHMS OObIYHO HAYMHAeTCcs B paHHEM [OeTCKOM Bo3pacTe
nocne BbISIBNEHWS NPU3HAKOB M CMMMTOMOB, MO3BOSIOLLMX
3anofo3puTb 3aboneBaHune, TakMX Kak cnabocTb, HeyKo-
XeCTb, Npu3Hak [oBepca, 3aTpynHeHWE Mpu MnoabeMe Mo
necTHuue unm xoabba Ha Hockax. CBOeBpeMeHHOe Hanpas-
NeHWe K CNeLuanmncTy no HeMpoMbileyHbiM 3ab6oneBaHunsaM,
MCXOAHBIM MaTepuanom nns paboTbl KOTOPOro SBAseTcs
3aK/l04YeHNe TeHeTUKA, MOXKET MOMOYb 13bexaTb 3a4epXKKM
MpW YCTAaHOBNEHWUM OMarHo3a.'® Pexe BO3MOXHOCTb Hanw-
4Ms ITOrO AMArHO3a HAYMHAKT paccMaTpMBaTb MpU U3yye-

Puc. 2. AuarHoctika MbiweuHoi auctpodum [ioweHHa

OnucaHHble paHHUe Npu3HakK 1 cumntombl M, ocHoBaHbI Ha pabote Ciafaloni ¢ coaBTopaMM.18
MAA - MbiweyHas auctpodums [doweHHa.

HWUU MPUYUH 33[EPXKKU Pa3BUTUS'® UM MOBbILEHWUS KOH-
LeHTpaummn hepMeHTOB B CbIBOPOTKe, Takmx kak AJIT, ACT,
NAT vnn kpeaTuHkmHaza. MHoraa nosbiweHue yposHeit AJNT,
ACT nnu 1T npuBOAMT K OLIMOGOYHOMY MOUCKY NEYEHOYHOM
AnchyHKUMK, 3aMeanss yctaHoBeHne guarHosa MO/,
Mockonbky npubnusmtensHo 70 % nauy ¢ MO umetrot
O[HO-3K30HHYI0 WU MYNbTU-3K30HHYKO Aeneuuto 1mMbo
[ynnvKaumio B reHe oMcTpoduHa, obcnenoBaHme C NOUCKOM
feneuuy U AynaMKauMu reHa AuctpoduHa obbluHO BNS-
eTcs nepsbiM 06cnenoBaHmeM. Ob6cnenoBaHue nyylle npo-
BOZMTb NPW MOMOLLM MYNBTUMNIEKCHOM amMnanduKauum nu-
rMpoBaHHbIX 30HA0B (multiplex ligation-dependent probe
amplification; MLPA)?® unu cpaBHWUTENbHON FEHOMHOW -
6puam3aLmMmM MaccuBa,’ MOCKO/bKY UCMOIb30BAHWUE MYbTU-
nnekcHoi MNLP no3BonseT BbISBAATL TONbKO AENELNUN.
NoeHTudukauma Mytaumm B BUAE Leneuuu Unu Oynau-
Kaumu npu nomowm MLPA unu cpaBHUTENbHOW FeHOMHOW
rmMbpuam3aLmMn MaccMBa MOXKET YKa3aTb Ha TO, COXPaHSeT n
[aHHasg MyTaluMs paMKy CYUMTbIBAHMS MU pa3pyLuaert ee. [pu
OTPULIATENbHOM pe3ynbTaTe TeCTUPOBAHMS Ha Aeneunto Unu
OyNAvKaumio cnepyeT NpPOBeCTU CEKBEHUPOBAHWE reHa Anisi
CKPUHMHIA OCTaNbHbIX TUMNOB MYyTaLMM1, KOTOpble NMPUBOAATK
MO (npubnusutensHo 25 %-30 %).”2 K 3TuM MyTaumsam ot-
HOCSTCS TOYEYHble MyTaLMKU (HOHCEHC MM MUCCEHC), MeNKue
[eneumn U Menkue OynavkauuyM Uam BCTaBKM, KOTOPbIE MO-
ryT GbiTb BbISIBNIEHbI MPU MOMOLLM CEKBEHUPOBAHWUS HOBOIO
nokoneHus.”*~?> HakoHeL, eciu reHeTUYECKoe TECTUPOBaHME
He NoATBepXAaeT KAMHUYeckun amarHos MO/, cnepyet m3-
yunTb 06paseL, NoNyYeHHbIM Npu BMONCUMU MbILLbI, HA Ha-
nunuve 6enka guctpoduHa nyteM MMMYHOTMCTOXMMUYECKOTO
OKpAaLUMBAHUA CPE30B 3aMOPOXEHHOW TKaHM MbO nyTem Be-
CTepH-6NIOTTUHIA 3KCTPaKTa HENKOB MbILLEYHOM TKAHM.

YKeHLWMHbI-HOCUTENbHULbI

Ynenam cembu nmua ¢ MA[ pekomeHayeTcs NponTh
reHeTMYecKoe KOHCYNbTUPOBaHME [NS BbISBNEHUS NuL,
noABEePXKEHHbIX PUCKY HOCUTENbCTBA. TeCTUPOBAHWE Ha HO-
CUTENbCTBO PEKOMEHA0BAHO >KEHLMHAM-POACTBEHHMLAM
ManbuMKa UM MYXXUMHbI C FeHeTUYeCKM NOATBEPXKAEHHbIM
Hanuunem MIM. Ecnu 3TOT poACTBEHHUK gBNsSieTCs pebeH-
KOM, cnenyeT cobnofaTe 3TMYECKME peKoMeHAauuu no
reHeTMYeCcKoMy TeCTMPOBAHWKO aeTeit AMepuKaHCKOM Me-
LUUMHCKoM accoumaumm (American Medical Association).”
[Mocne BbIABNEHUS HOCUTENLCTBA KEHLMUHbI MMEKT He-
CKOJbKO BapMaHTOB BbI6Opa B OTHOLIEHWW penpOAYKTUBHOM
(dYHKLMK, BKOYAS NPeAUMINNAHTALUOHHYO TeHeTUYEeCKYo
[MArHOCTUKY UMW MpeHaTaslbHOe reHeTuyeckoe TeCTMpOBa-
HWe nyTeM nonyyeHus obpasua BOPCUMHbI XOPUOHA UAKU aM-
HUOTUYECKON XKMAKOCTU. XKEHLMHbI-HOCUTENbHULbI TaKXKe
HYXXOAKTCS B MeOUUMHCKOM 06CnefoBaHuMM U MoCienyto-
wem HabnoaeHUU, Kak 3TO ONUCAHO B pasaene, MoCBALLEeH-
HOM KapAMONOrMyeckuMM acnektaM BeAeHWS MaLMeHTOB B
yactu 2 HacToswero o63opa.
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CKPUHUHI HOBOPOXAEHHbIX

B0O3MOXHOCTb CKPUHWMHIA HOBOPOXAEHHBIX Ha Hanuuue
MAL 6bina BNepsble nokasaHa B cepeanHe 1970-x ronos?’
nyTeEM U3MEPEHUS YPOBHS KPEaTMHKMHA3bl B BbICYLIEHHBIX
npobax KpoBu. HepaBHO nosiBMNOCL CoobLIEHME O ABYXY-
POBHEBOWM CMCTEME CKPUHUHIA HOBOPOXAEHHbIX,” B KOTO-
po¥ 06pasLpl, B KOTOPbIX BbISBIEHA MOBbILEHHAS KOHLEH-
Tpaums KpeaTWHKMHa3bl, B AdNbHENMLIEM WCCIEAYTCs Ha
MyTauuu reHa AMCTpoduHa. MccnenoBaHWs CKpUHUHTA HO-
BOPOXAEHHbIX Ha MIJ] npoBoAMIUCE B HECKONBKMX CTpa-
Hax, 0AHAKO BOMBLIMHCTBO M3 HUX GbiIM NpeKpaLLeHbl,”?
u ML B HacTosee BpemMs He BK/lYeHa B PekomeHpo-
BaHHYIO CTaHAAPTHYIO NaHenb CkpuHuHra (Recommended
Uniform Screening Panel),”” koTopas orpaHuuMBaeTcs npe-
MMYLLECTBO HapYyLEHUSIMU, NPOSBASIOWMMUCS B Nepuone
HOBOPOXAEHHOCTU MAJIS KOTOPbIX paHHEE NledeHne npoae-
MOHCTPMPOBaNo yny4leHve ncxopa. OpHako B pesynsraTe
NOLAEPXKKM 3aMHTEPeCOBaHHbIX KPYroB, a Takxe BC/ieA-
CTBME TOrO, YTO MOABNAIOLLMECSH HOBblE BAPUAHTbI JIeHEHUS
MA[L moryT 6biTb Haubonee 3PdEKTUBHBIMU B Clly4ae UX
NPUMEHEHNS A0 Pa3BUTUS CUMNTOMOB, UHTEPEC K CKPUHMH-
ry HOBOpPOXAeHHbIX Ha M BepHyncs.*% 5!

HEﬁpOMbII.LIeLIHbIe dCneKTbl BeaeHnqa naumeHToB

Mocne yctaHoBNEHUs AMArHo3a Cneuuanuct no HemMpoMmbl-
WeyHbIM 3a6oneBaHusaM ByaeT ABNATbCS BEAYLWUM KIWHU-
YeCKUM CMeumanmcToM, HecylWwmnM obLLyo OTBETCTBEHHOCTb
3a NleyeHue KOHKpeTHoro nauumeHta ¢ MO u urpatowmm
pasnnyHble Poau U HECYLUMM pasfinuHble 0083aHHOCTM HA
NPOTSHKEHWUM BCEM XM3HM 3TOrO naumneHTa (MMaxens 1).

Cneumanuct no HeWpoMblleyHbIM 3ab6oneBaHusaM 06-
NnagaeT yHUKaNbHOM KBanudukauuei, HeobxoamMmon Ans
MOMOLLM NaUMeHTaMu U UX CEMbSMU B paMKax Bce bonee
CNOXKHOTO M TEXHOMIOTMYHOIO NpoLecca AMAarHOCTUKK U ne-
yeHma M.

OueHKu

EnvHoo6pasHble M yCTOMUYMBbIE METOAbl OLEHKM HEN-
POMBILLEYHON (YHKLMM, MPOBOAMMbIE OBYYEHHBIMM Mpak-
TUKYOLWUMK BpayaMu, IBNSIOTCS OCHOBOM Beaenus M.
O6cnenoBaHus, onucaHHble B KoMmnnekcHoM o63ope 2010
rofa, COXPaHAOT aKTyallbHOCTb, M KIMHWKAM ClemsyeT uc-
Mob30BaTh TOT KOMMIEKC 0OC/IEA0BAHUIA, KOTOPbLIE AN HUX
npuemieMbl U KIMHUYECKM OMpaBaaHbl. YneHbl MeXAUCLM-
NJIMHAPHOM TPyMnbl LOMKHbI paboTaTb COBMECTHO, YTOObI
OMTUMMU3MPOBATb COMMIACOBAHHOCTb AEMCTBUIA M M36exaTb
HEHY)KHOro Ly6nnpoBaHus obcnenoBanuid. MNpeanaraembie
06CnefoBaHMs MOKa3aHbl B MPUIOKEHUM U 0BCYKAAOTCS
B pasgene peabuIMTALMOHHbIX aCNeKTOB BEAEHMS MaLuu-
eHToB. HoBelilmne nccnenoBaHUa nokasann LEeHHOCTb MU-
HUManbHbIX KIMHUYECKM 3HAUMMbIX Pa3MuMid, MPOrHOCTU-
YECKYH LEeHHOCTb CTaHAApTM30BaHHbIX (GYHKLMOHANbHbBIX
UCCNefoBaHuiA, a Takke OManasoH ONTUMabHbIX OTBETOB
Ha fleyeHue, NOATBEPXKAAS BAXHOCTb CTAHAAPTU30BAHHBIX
(YHKUMOHAMbBHBIX OLLEHOK Ha MPOTSXKEHUWM BCEW KMU3HU
nauueHTa.’>*>> KpoMe TOro, HOBble WMHCTPYMEHTbI OLEHKM
MOMOratoT OpraHU30BbIBaTh BefeHue Gonee B3poCbIX, He-

Manene 1. Ponu n 0683aHHOCTU CNELMAnUCTa NO HEMPOMbILLIEYHBIM
3a60/1€BaHMAM NpK JIeYEHUU NALMEHTOB C MbILLEYHOI AUCTpOdUei
[ioweHHa

© OueHka 1 onucaHue AMHAMUKK Pa3BUTUA YHUKANIbHOIO A1 KaXA0ro na-
LMEeHTa TeuyeHus 3aboneBaHus C UCMONb30BAHUEM BanManMpOBaAHHbIX UH-
CTPYMEHTOB, HanpaBNE€HHbIX Ha OnNpefeneHue OXumaoaemoro y AaHHOro
nauneHTa KIMHUMYECKOro Te4eHNa U Ha npenocTaBneHune peKOMeH,D.aLLVIﬁ (o]
MpOrHo3e U NoTeHUUanbHbIX OC/IOXXHEHUAX

¢ Mcnonb3oBaHue MHOOPMALMK, MONYHEHHONM Npy 06CnenoBaHusX, Ans Bbl-
60pa TepaneBTUYECKMX BMELLATENbCTB, KOTOPbIE ONpenensT UHAMBUAYab-
HbI NNaH Ne4YeHuns, pa3paboTaHHbIi C LeNbio AOCTUXKEHWUS COOTBETCTBUS
KOHKPETHbIM NMOTPEBHOCTAM M LLeNSM KakKAoro naLueHTa U CeMbU, ONTUMM-
3alMU UCXOLOB M KauecTBa >KM3HW, ONPeaensieMbiX KOHKPETHbIM MaLMeH-
TOM U ero ceMbei

e [lpuBneyeHne KAMHUMYECKUX CMELMANUCTOB, KOTOPble CMOCOOHbLI MPOBECTM
Ha3HaYyeHHble 06CnefoBaHNs, BMELATENbCTBA U BbIMOAHUTD MIAH JIeYeHus,
B MAeane — B KOHTEKCTe CneuuanbHo CO34aHHON, MEXANCLMNANHAPHON KNn-
HWKK Mo neyveHuto ML, KOTOpas pyKOBOAMTCS, yNPaBASETCS U KOOPAUHM-
pyeTcs CreLuanmMcTtoM No HeMpOoMbILLEYHbIM 33060/1€BAHMAM; MOMOLLb B fie-
YEeHMU XEHLUMH-HOCUTENbHML, BKKOYAs Kapanonornyeckoe obcnenosaxHme

e MeaMUMHCKMIA KOHCYNIbTaHT MepBOW JIMHUM AJs NALMEHTOB M UX CEMEN BO
BPEMS OMnpeaeneHns U nepecMoTpa MMU UHAMBUAYANbHbIX LIENER eYeHus,
MOMOTalLWMiA UM NMEePCOHANM3UPOBATH JIMYHbIA aHANM3 COOTHOLIEHUS pu-
CKa M Nob3bl TEPaNeBTUYECKUX BMELIATENLCTB, BK/IOYas!:

e TexHonorMyeckmMe BMELATENbCTBA B PAMKaX PECMMPATOPHbIX U Kapau-
0/10rMYECKUX acrMeKTOB BEAEHMS MaLUEeHTOB

e Xupypruyeckue U HexMpypruyeckue BMeLLaTeNbCTBa, Tak1e Kak CroH-
LMNOAE3, IeYeHue KOHTPaKTyp U NMpeaocTaBaeHne npucnocobneHuin

e (apmakonoruyeckure BMELATENbCTBA, Tak1e KaK MMOKOKOPTUKOMAHAS
Tepanus, NosBASIOLLMECH HOBble BAapUAHTLI IEUEHUS, @ TakXKe ydacTue
MauMeHTa B HayYHbIX KIMHWYECKMX UCCIEA0BAHMAX HOBbIX pa3paba-
TbIBAaEMbIX NPENapaToB

e 3alWuTa MHTEpecoB MALMEHTOB B YaCTW OKA3aHWs BbICOKOKAYECTBEHHOIO
nevyenns M B neyebHbIX 3aBefeHMSIX W B UX COLMANBHOM cpene, pas-
peLleHue Takux BOMNPOCOB, KaK NPEEeMCTBEHHOCTb IeYEHUs Y NeAMaTPOB U
B3pOC/IbIX Bpayeil, a Takxke MpeaocTaBNeHne CTaLMOHAPHOMO JIeYeHUs C
Lenbto obecneyeHns YHUKaNbHbIX MeAULMHCKUX, GU3NYECKMX U NCUXONO-
rmyeckux noTpebHoCTe NaUUeHToB

e [loMolp NaLMeHTaM M UX CEMbSM B MIAHUPOBAHUM ManIMaTUBHOIO Ne-
YeHWs B TEPMWHAIbHOW CTaguM TakMM 06pasoMm, 4Tobbl OHO COXPaHAN0
KOMdOPT, BLOCTOMHCTBO M KAYECTBO XM3HM, ONpeaensiemMble MHAWBUAYaNbHO
KaXAbIM KOHKPETHbIM MaLMEHTOM U ero CeMbeM

aM6ynaTopr|x naunMeHToB, UNNKCTPUPYA BaXXHOCTb KIIMHUYECKOro
HabMIOOEHNS B TEYEHWE BCEM KU3HM.

Bmewarenbcrea

®du3nyeckas Tepanus, ONMCaHHas B pasfene, NOCBSLLEHHOM pea-
OUNUTALMOHHBIM acnekTaM BefeHUsI MALMEeHTOB, @ Takxke Tepanus
FNIOKOKOPTMKONAAMMU, ocTatoTcs dyHAaMeHToM B nedeHun MOL, u
UX cnegyeT NPOAO/XKaTh M Mocae yTpaThl cnocobHocT K xoapbe. Ha
Puc. 3 nokazaHo Havyano NMpUMeHeHWs U UCMONb30BaAHUE THOKOKOP-
TUKOMA0B.>® BblIN NPOAEMOHCTPUPOBAHbI MONOXUTENbHbIE 3DDEKTDI
NPOLOIKUTENbHOM Tepanuu [IKOKOPTUKOMAOM, BKKOYas yTpa-
Ty CNocobHocT1 K xoabbe B 6onee nosaHeM BO3pacTe, COXpPaHeHue
(YHKUMU BEPXHUX KOHEYHOCTEN U AbIXaHWS, @ TakKe BO3MOXHOCTb
n36exaTb He06X0AMMOCTH B ONEPATUBHOM JIeYEHMU CKonmnosa.”” He-
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CPOKU N 0O3UPOBKA

MepBuyHoe 06cyxAEHNE
O6cyxaeHVe NPUMEHEHUs CTEPOUAOB C CEMbe

Hauano cxembl npumMeHeHua ctepomnaos

*[10 CyLLLECTBEHHOTO YXYALIEHUS
(U3MYECKOro COCTOSAHMUS

[locne obcyxaeHns noboUHbIX 3P PeKTOB
e[locne KOHCYNbTALMKU HYTPULMONIOra

PexomeHpoBaHHas cTapToBas A03a
[TpeaHn30H nnm npegHusonoH 0,75 mr/kr B cytkn UJTN
* [lebnazakopt 0,9 Mr/Kr B CyTKu

U3meHeHus 803MpOBKU

B cnyyae He noppatoLmxcs KOHTPOO UK
HernepeHOCMMbIX N0BOYHbIX 3HEKTOB

» CHMXKEHWe [03bl CTepomaoB Ha 25 %-33 %
«[loBTOpHOE 06CeaoBaHMe yepes 1 mecs,
B cnyyae yxynleHns GyHKLMOHANbHOMO COCTOSHMS

*[oBbILWEHME [03bl CTEPOMIOB [0 LIENEBON A03bl
Ha e4MHMLY MacCbl Tefla Ha 0CHOBAHMM CTapTOBOM A03bl

[loBTOpHOE 06CNenoBaHne yepes 2-3 Mecsua

Mcnonb3oBaHue Ha HeamMbynaTopHOI cTaanu
*[pofonkeHne NpUMEHEHNs CTEPOMAOB, HO B CHUXXEHHOM
[103€, eCn 3TO HEOBXOAMMO A1 KOHTPOAS NO6OUHbIX

3 dekToB

e bonee B3pocnble NALMEHTbI, paHee He MoayYaBLLMe
CTepowAbl, MOTYT NOJTYYMTb NOMb3Y OT Hayana
NpOrpaMMmbl IeYeHns cTeponaaMm

MNPEAYNPEXOEHUA

HapnouyeyHukoBas He/OCTAaTOUHOCTb
npOCBETI/ITe}'IbCKaﬂ pa60Ta C NALMEHTOM U CEMbEN

* MIHOpPMMPOBaHME O NPU3HAKaX, CUMMTOMAaX
1 BEAEHWMM apEHaNoBOro Kpu3a

HasHaueHue BHYTpMUMbILLEYHO BBOAMMOIO NpenapaTa
TMAPOKOPTM30HA /15 BBEAEHUS HA [OMY

«50 Mry neteii B Bo3pacte <2 et
¢100 mry geter B Bo3pacTe 22 NeT U 'y B3pOUTbIX

CrpeccoBble [03bl Y NALMEHTOB, NoayYatowmx >12 mMr/m2
B CYyTKM MpeaHun3oHa / aednasakopra exxeqHeBHO
*MoryT noTpe6oBaThCs B C/ly4ae TIKENOro
3aboneBaHus, 60/bLLIOI TPAaBMbl UM ONepaLmm
*BBeneHue rmapokopTM30oHa B A03€
50-100 mr/mM2 B cyTKHM

Pe3koe npepbiBaHMe NPUMEHEHUS CTEPOULOB

HEAOMNYCTUMO

e lIcnonb3oBaHMe NPOTOKONA MOCTEMEHHOIO CHUXEHMS
no3bl cteponaa PJ Nicholoff29

* CHMXeHMe [03bl Npon3oamTcs Ha 20 %-25 %
Kaxkable 2 Hepenu

e[locne pocTmkeHns dUsnmonornyeckoin fossl (3 m/m2
B CYTKM MpeAHM30Ha unu fednasakopra)
NpoM3BOAMTCS NEPEBOS, HAa FTMAPOKOPTU30H B fo03e 12
Mr/M2 B CyTKM C pa3feneHneM Ha Tpu paBHble A03bl

e [MponomkaeTcs CHUXeHue fo3bl Ha 20 %-25 %
KaXXAYH Hefento BnioTb A0 AOCTUXEHMS A03bl 2,5 Mr
rMAPOKOPTU30HA Yepes AeHb

e[locne 2 Hepenb MpMMEHEHUS NpenapaTa Yepes AeHb
TMAPOKOPTU30H OTMEHSIOT

¢ PerynsapHo npoBoAST NPOBEPKY YTPEHHErO YPOBHS
ctumynupyemoro KPJ1 unm AKTT kopTr3ona BnaoTb
[0 HopManusaumu ITH ocu

[ponomkeHne UCNob30BaHUS CTPECCOBOM
[03MPOBKM BMNIOTb 0 BOCCTaHOBAeHNUA [TH ocu
(MoxeT npopomKaTbea 12 mMecaues unm Aosblue)

Puc. 3. KomnnekcHblit 0630p leueHus A1 Hauana NPUMEHEHUs MIIOKOKOPTMKOMAA (cTepouaa)
M UX UCMOJIb30BAHUSA Y NALMUEHTOB C MblLEYHOM AucTpodueit [oweHHa

AKTT - appeHoKOpTMKOTPONHbIV ropMoH; KPJT — KOpTUKOTPONUH-pUAN3UHT-rOpMOH; IMTH - runotanamo-
rMnopu3apHo-HaaNo4eyHMKoBas (0Cb).

1
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[LlaBHME UCCIe[0BaHUS MOLTBEPANUIN MOMOXKUTENbHbIE 3(-
(eKkTbl Hayana MPUMEHEHUs OKOKOPTUKOMAOB y Gonee
MONOAbIX LEeTel, 4O HACTYMIEHUS 3HAUYMMOIO YXYALEHUS
du3nyeckoro coctosiHusg;*® *° npopomkaroleecs uccie-
nosaHue (ClinicalTrials.gov naeHTUOUKALMOHHBIA HOMeEp
NCT02167217) npumeHeHns npenapata B BbIXOLHblE [HU
y ManbunkoB Monoxe 30 MecsueB BCKOpe NpUHeceT Ho-
Bble [OMONIHWUTENbHbIE BaXKHble pe3ynbTaTtbl. XOTS MONOXM-
TenbHble 3HEKTbI IOKOKOPTUKOWMAHOW Tepanuu XopoLlo
YCTaHOB/EHbI, COXPAHSAKOTCS COMHEHMS B BOMPOCAX TOrO,
KaKue U3 IMI0KOKOPTUKOMIOB flyylle M B Kakux fo3ax.*’ 3u
COMHEHMS MOBBILIAKT PUCK HELOCTAaTOYHO WM U3OLITOUHO
MHTEHCUBHOTO JIEYEHUS, YTO MOKET MOBAMSTL HA PE3YNbTaThl
MCCNeA0BaHU MHHOBALMOHHbIX BapuMaHTOB eyenus. Kpyn-
HOMacwWTabHble MUCCNefoBaHMS eCTeCTBEHHOTO TeyeHus
3a60n1€BaHNs U KOTOPTHbIE WMCCIEA0BAHMUS MOATBEPXKAAIOT
YBE/IMYEHWE CPOKA COXPAHEHWs CMOCOOHOCTM K Xoabbe B
cpeaHem ot 10,0 neT y nuu, NonyyasLIMX EYEHUE KOPTUKO-
cTepouaamu Ha npoTskeHun meHee yeM 1 roga, no 11,2 net
y UL, NOMYYaBLUMX NPEAHU30H exXefHeBHO U Ao 13,9 net
y L, MONTyYaBLUMX exenHeBHO Aednazakopt.t B HeMHoro-
YUC/IEHHBIX MCCNEL0BAHMSX Oblna NoKasaHa 3hHEKTUBHOCTb
NPUMEHEHMSI 03 MPEeLHW30/I0HA TOMbKO MO BbIXOAHbIM
[HSM, paBHasi 3(Q(MEKTUBHOCTU eXeQHEBHOTO MNpUMeHe-
Hus.““2 B nBoiiHoM cnenoM PKU ¢asbl 3 6bi10 NnpoBeseHo
cpaBHeHwue aednasakopta 0,9 Mr/kr B cyTku, AecdnazakopTa
1,2 Mr/kr B cyTku, npepHu3oHa 0,75 Mr/kr B CyTKM u nnaue-
60. Bce rpynnbl leYeHUs XapakTepPU30BaUCh YyYLLEHUEM
MbILLIEYHOM CUbI B CPAaBHEHMU C nnauebo, a NpUMeHeHue
fednaszakopTta 6bl10 CBS3aHO C MEHbWMUM HaboOpOM MacChl
Tena no CPaBHEHWIO C MPUMEHEHMEM NpefHM30Ha.

OTHoOLeHWE MOMOXUTENBHOTO 3hdeEKTa M puUcka npu-
MeHeHUs nednazakopta Mo CPaBHEHUIO C MPEAHU3OHOM
[LOMOJIHUTENIbHO M3Y4YaeTCsl B MPOAOIKAMOLLEMCS [LBOMHOM
CNenom uccnenoBaHmm.™

HoBble BapnaHTbl 1eveHUs

C MoMeHTa nybaunkauum KoMniekcHoro ob3opa neyeHuns
B 2010 rogy npou3oWwno CylwecTBeHHOE M3MEHeHUe crnek-
Tpa HaxoAasdwmxcs B pa3paboTke npenapatoB ANs NeYeHUs
MA, 1 NonHbIM NepeyveHb MCCIeA0BaHUI BApMAHTOB Neve-
H1a M NOCTOSHHO MeHseTcs; akTyanbHas MHGopMaums
poctynHa no appecy ClinicalTrials.gov u Ha nnatdopme
MexayHapoLHOro peectpa KIMHUYECKMX MCCIefoBaHuii
BO3 (WHO International Clinical Trials Registry Platform).
MAL aBnsetca peakum 3aboneBaHueM, M BO3pacTawolliee
KONMMYECTBO KAMHMYECKMX uccnegoBanmin ML aBnsieTcs
npo6nemMoit ¢ TOYKM 3peHnst He6OMbLIOTO KOMYeCTBa NaLm-
€HTOB, YA0BNETBOPAOLWMX TpeboBaHMaM yyacTus. Heobxo-
[LMMOCTb ONTUMM3ALMK Habopa NaLMeHTOB, Kak OXMAaeTcs,
bynet ocywectBnaTbca 6narofaps MHMUMATMBaM, Noanep-
XKMBAKLLMM FOTOBHOCTb K Y4aCTUIO B UCCIEN0BaHUAX, TAaKUM
KaK peecTpbl NaLMEHTOB, BbISBNEHWE KIIMHUYECKM 3HAYUMBIX
nokasaTenei MCX0Aa,a TakxKe UCCNe0BaHNS eCTECTBEHHOIO
TeyeHus 3aboneBaHus.

B aBrycre 2014 roga Eeponerickas Komuccuns Bolgana yc-
JIOBHOE PErucTpaLMoHHOE YA0CTOBEPEHUE HA MPUMEHEHUE
npenapaTa AtanypeH Ha Tepputopun EBponeiickoro cotosa,

LleneBoy Nonynsumeit KoToporo SBnSTCS NpUbAn3UTENbHO
11 % manbumkos ¢ MI1[, BbI3BaHHOM CTOM-KOAOHOM B reHe
amcTpoduHa. > #

B cenTabpe 2016 roga YnpaBneHue no KOHTPOIO 3a Mu-
LeBbIMW NPOAYKTAMMU W NEKApCTBEHHbIMKM MpenapaTamu
CLUA (FDA) onobpwuno, nyTeM yCKOPEHHOTO MOSyYeHUS pas-
pelueHns, NpUMeHEHNe 3TeNAMpPCeHa, LieNeBoM Nonynsaum-
ell KoToporo aBnATCA NpubnnsnTensHo 13 % ManbynkoB
C MyTauMeii B reHe AMCTpoduMHa, KOTOpas MoAAaeTcs Kop-
pekuuM nyTeM «nepeckakuBaHus» 3k30Ha 5145. AtanypeH
1 JTENAUpCeH SBNKIOTCS NEPBbIMU Npenapatamu U3 cepun
CneunOUYHbIX N8 KOHKPETHOM MyTaLMu NpenapaTos, KOTO-
pble nony4Yunu ofobpeHne perynsTopHbix opraHoB. Apyrue
BapMaHTbl Jle4eHus, HanpaBneHHble Ha BOCCTAHOBNEHME
61oCKMHTE3a ANCTPODUHA, HAXOAATCA B CTafuM pa3paboTki,
a HeKOTOpble NPOXOAST PACCMOTPEHNE PEryNSITOPHbIX Opra-
HOB MM MOAOLWAM BM3KO K TaKOMy paccMoTpeHumto.”® FDA
TakXe BblAano nonHoe ofobpeHue Ha Aednasakoprt, YTo
CL,enano ero nepBbiM MIOKOKOPTUKOUAOM, B MHCTPYKLIMIO MO
NMPUMEHEHMIO KOTOPOrO CMeLManbHO BK/IOYEHO MPUMEHe-
Hue npu MOL.

[lpyrve Kknaccbl nekapCTBEHHbIX MpenapaToB, WCMOSb-
3yeMbIX B KIMHUYECKMX uccnegoBaHuax MM, BknwodatoT
NeKapCTBEHHbIE MpenapaTbl, MULIEHbIO KOTOPbIX SBASIOTCS
MWOCTaTWH, MPOTUBOBOCMANUTENbHbIE W  AHTMOKCUAAHT-
Hble MOseKynbl, COeANHEHUS, yMeHbluaowme dubpos, ne-
KapCTBEHHblIE MpenapaTbl, yaydyllalolwue Basoaunartalmio,
NeKapCTBEHHbIE MpenapaThbl, YNy4lWwalowme MUTOXOHAPU-
anbHylo (QYHKLMIO, @ TaKXe JleKapCTBeHHble npenaparbl,
perynupyowme yTpoduH.*® OgHako 6e3 pe3ynbTaToB 3aBep-
LUEeHHbIX KNMHUYECKMX UCCNefoBaHWi U of06peHnii peryns-
TOPHbIX OPraHOB HU OAWMH M3 3TUX MpenapaToB He MOXeT
ObITb Ha3HayeH nuuam ¢ M.

PeabunuTaunoHHble acneKTbl
BeAeHUsa NnauneHToB

MO, B pe3synbrate geduumta AUCTpOodMHA, XapakTepu-
3yeTcsl XOPOWO WM3BECTHbIMU TUMMYHBIMK OCOBEHHOCTSMU
NpOrpeccupyioLLeii MbIeYHON AereHepaumMu u cnabocty,
KOMMEHCATOPHbIMU U3MEHEHWSIMU NMONOXEHUS TENA, PUCKOM
NpOrpeccupytoLLMx KOHTPaKTyp U aedopMauui, a Takxe
yTpaToi ABuraTenbHbiX (YHKUMA.S YayyweHue BepeHus
MA[ npvBeno K NpofneHW cpoka CNOCOBHOCTU K XOAb-
6e,” CHUXKEHUIO PacnpPOCTPAHEHHOCTU TSKENbIX KOHTPAKTYP
U gedopMaLmid, BKIKOYAs CKOMMO3,” a TakkKe YAJIMHEHUIO
nepuona QYHKUMOHANbHOM aKTMBHOCTM U y4acTusi BO BCEX
chepax xu3HW.”*® TlepcoHan, y4acTBytoWMmii B peabunuta-
LMK, BK/IKOYAET Bpayel, pusnMyeckux TepanesBToB, SproTe-
paneBTOB, /IOroONeA0B, OPTE3UCTOB, @ TaKXKe MOCTaBLUMKOB
MeoUUMHCKOro 060pyAoBaHus U TexHuku. B TMaHenn 2 u
npunoxeHun npeactasneH o63op npepnaraembix obcne-
[OBaHMI M BMellaTenbcTs. PeabunutaumoHHble acnekTbl
BEAEHUS MNauMeHTOB TpebylT MNOHUMMaHUs naTodusmo-
norum MIOJ, NaTOKMHE3UONOIrMMU, €CTECTBEHHOIO TEYEHUN
3aboneBaHns M nporpeccMpoBaHus 3aboneBaHus; Auua,
OCYLLECTBNSOLWME BeAeHWEe NaLMeHTa, OMKHbI YYUTbIBATb
WUHAMBUAYANbHbIE Lenn U 06pa3 XU3HU KaXKA0ro naumeHTa

B ClinicalTrials.gov cm.
https://clinicaltrials.
gov/

B nnardopme
MexpyHapoaHoro
peecTpa KIMHUYECKUX
uccneposanuii BO3
(WHO International
Clinical Trials Registry
Platform)

cM. http://apps.who.int/
trialsearch/

B MexayHapoaHoi
Knaccudukaummn
(yHKUMOHMpPOBaHMS,
orpaHnyYeHui
JXU3He[eATeNIbHOCTU U
3p0poBba (International
Classification of
Functioning, Disability
and Health) cm.
http://www.who.int/
classifications/icf/en/
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C LeNnblo ONTMMM3aLMM KauecTBa XU3HU Ha BCEM ee NpoTs-
xeHnun.” O6cnenoBaHUe U YNPEXAAOLEe BEAEHUE LOMKHbI
NpoBOAMTCS MO BCEM KaTeropusm MexayHapoaHOM Knac-
cudUKaLMM DYHKLMOHUPOBAHUS, OTPAHUYEHUIA XM3Hees-
TenbHoCT 1 3a0poBbst (MK®; International Classification of
Functioning, Disability and Health, ICF), HaunHas ¢ auarHo-
CTUKM U B NOCNEAYIOLWEM, C LeNblo CBEAEHUS K MUHUMYMY
KOHTPaKTyp, AedopMaLnit, CHUKEHUS QYHKLMI, HapyLIeHUs
LLeNlIoCTHOCTU KOXW, 6ONeBoro CMHAPOMA M HapyLUEHHOro
cTaTyca KapAMopecnupaTopHOM CUCTEMBI.

OueHkM

OueHka (3pdekTMBHOCTH) peabunuTaumm BKIKOYAET MO-
KasaTenu AManasoHa NacCUMBHBIX ABUKEHMIA, PacTSKMUMOCTH
MbILULL, MOMOXEHWUS TeNa U CUMMETPUYHOCTU, CUMbl, DYHK-
LIMOHAsbHbIX CMOCOBHOCTEN, KAaYecTBa XWM3HU M y4acTus
BO BCEX HOPMasbHbIX AEWCTBUAX MOBCELHEBHOM XW3HM
(MaHenb 2; npunoxeHwue).” 2-*%49-59 CneupnanmampoBaHHas
(YHKLMOHaNbHas OLeHKa BKNIOYAET aHann3 XapakTepHbIX
0cobeHHOCTeN ABWMXEHUI M CTaHLAPTU30BAHHbIE OLEHKM,
cneunduuHble ons MO » Apyrux HEMpOMbIWeYHbIX 3a-
6onesaHuii.’> ** ¢ OueHka no AmbynaTtopHoi wkane Hopc
Crap (North Star Ambulatory Assessment; NSAA) u dyHk-
LMOHasbHble Mpobbl, BbINOAHSEMbIE HA BpEMS, ABAAIOTCA
yHAAMEHTANbHBIMU  KNMHUYECKUMU  OLEHKaMK  DYHKLMK
BO BpeMsi aMbynaTopHOro NeEPUOAA U LOMXKHbI NPOBOAUTLCS
Kaxable 6 Mecsaues.”3>°0.5476.61 |f NSAA, u dyHKLMOHaNb-
Hble Mpo6bl, BbINOAHAEMbIE Ha BPeMs, 061a4al0T BbICOKOM
[OCTOBEPHOCTbIO M HafEXHOCTbIO, @ Takxke Koppensuuei
MEeXIy pe3ynbTaTaMu pPasNuyHbIX TECTOB B AWHAMMUKE, MU-
HUMaNbHbIMU 3HAYEHWUAMMU KIIMHUYECKM BAXKHbIX Pasfnuuii
M MPOrHOCTUYECKOM LEHHOCTbI0 B OTHOLEHUU (YHKLMO-
HaNbHbIX OBUraTeNbHbIX U3MEHEHUIA, KOTOPble BaXXHbl NpU
OTC/IEXMBAHUU TMPOrPeccMpoBaHMs 3aboneBaHnUs U npu
OLIEHKE HOBbIX M MOSIBASIOLMXCS BAPUAHTOB Tepanuu.’?-*
55,56.62 BpigBNeHME ONTUMASIbHbIX AMana30HOB 3HaYeHUM 06-
C/IeA0BAHUIA YNYULKMT UX MPOFHOCTUYECKYIO LLeHHOCTb, Kak
370 6bINO B Cyyae Tecta 6-MUHYTHOM X0Ab0bl, 411 KOTOPO-
ro NOHMMaHWs B3aUMOCBSA3EN Mex Ay BO3pacTOM, UCXOLHOM
DMCTaHUMEN U reHeTUYeckuMm daktopamm MoxeT obecne-
UMTb BO3MOXHOCTb /15 YNyYLleHUs AM3aiHa UCCnenoBaHui
U NeYEeHus), OCYLLECTBIIEMOrO B K/IMHUKe,*> 6360

MporHo3nMpoBaHune GYHKLUMOHANbHBIX U3MEHEHUI B K/K-
HUYECKMUX YCIIOBUAX AOMKHO NPOMU3BOAMTLCS C YHETOM BO3-
MOXXHOCTE MaLMEHTa, U OrPaHUYEHUI OLLEHOK, ANS NpoBe-
LeHUs KoTopbix TpebyeTca dusnyeckoe ycunume. Kpome Toro,
C/legyeT yYuTbiBaTb MOTEHLMAsbHbIE B3aMMOCBSA3U C Mbl-
LIEYHO-CKeNeTHbIMU HapYLIEHUSMU, HanpuMep, C KOHTPaK-
TypaMu, a TakxKe C reHeTUYeckuMM daktopamu.t® ” TecTbl,
KOTOpble MPOrHO3MUPYHOT NOTEHLMANbHbIE U3MEHEHMS, MOTYT
MCMOMb30BaThCA A/ OpPraHM3aLMM NPOAKTUBHOMO NeYeHUs
HanpuMep BMeLLATeNbCTBAMU HA YPOBHE HapyLlleHus u 6y-
AyWMMU noTpebHOCTAMM B 060pyA0BaHMU. B yacTHOCTH, [0
DOCTWKEeHUs BO3pacTa 7 eT BO3MOXHO YNyULleHWe pe3ysib-
TaTOB TeCTa 6-MUHYTHOM XOAbObI, @ Takxke PYHKLMOHANbHbBIX
TeCToB, BbINOMHAEMbIX Ha BpeMs. B Bo3pacte nocne 7 net
pe3ynbTaThbl TECTa 6-MUHYTHOW X0AbObI (MeHee Yem 325 m),
BpeMs [0 nepexoaa B rnonoxeHue cros (bonee yem 30 c),

BpeMsi MoAbeMa Ha YeTbipe CTyneHbku (bonee yem 8 c), Bpe-
M 10-MuHyTHOW xombbbl nnn bBera (6onee yem 10-12 c),
a TaKxe cpefHas nnHeapu3oBaHHasa oueHka NSAA (34 unu
MeHblUe (MCXOAHAs OLEeHKa AeBATb)) Obinn CBA3aHbI C 60Nb-
WKM BYHKLUMOHANbHBIM YXYALWEHNEeM X0Abbbl B TeyeHue
nocnepytowmx 12 mecsues.*” ¢ MOyHKUMOHANbHAS OLEHKA
BK/IOYAET OLIeHKY AEeMCTBMIA NOBCELHEBHOM XXM3HU, @ TaKxKe
HeobxoaMMOCTb B aAanTMBHOM 000pyLOBaHWMM MAKM BCMO-
MoraTenbHOW TexHukW. Kpome Toro, Ang OLEHKM KayecTBa
KM3HM MOXHO MCMONb30BaTb Pa3HO06pasHble NoAXoabl.5% 72

Mcnonb3oBaHWe cUCTEMBI CTaHAAPTHBLIX TECTOB Y HOBOPO-
XOEHHbIX U AeTer mnaglwero Bo3pacta ¢ MA agnseTcs Bax-
HbIM, Y4YMTbIBasi BO3MOXHOCTM AN paHHEN AMArHOCTUKK Npu
CKPUHUWHIE HOBOPOXAEHHbBIX, @ TaKXKe MosBIeHWe BapuaH-
TOB JIeYeHMS, KOTOpble HaUAy4WMM 06pa3omM MOryT MOMOoub
B C/lyyae MX MaKCMManbHO paHHero npumeHenwus. LLkana
Bayley-Ill pa3euTns HoBOpOXAeHHOrO M Lkanbl ymcTBEH-
Horo pa3Butug lpuddutca (Griffiths Mental Development
Scales) n3mMepsOT CKOpPOCTb pa3BUTUS y pebeHka; 06a 3TUx
MHCTPYMEeHTa CNOCOOHbI BbISIBNSTb paHHWE CTaauu 3a4epK-
Ku pazButus y geteit ¢ MAM.4°072 NSAA, ¢ U3MEHEHUsIMMY,
MOXeT MCMOoNb30BaTbCs AN TECTMPOBAHUS AETeN HauyMHas
yxe ¢ 3 net.’t’* Kunematuka 6eapa Bo Bpems xoap0bl B BO3-
pacte 4-8 net ABNSeTCS KIMHUYECKM 3HAYMMbIM NOKasare-
neMm ucxopa.”” ipyrve nokasatenu, oLeHnBatoLLme GyHKLMIO
NPOTUBOAENCTBUS CUME TAXECTH, KoTopble npyu MO cuuta-
I0TCS MOMCKOBbIMU, BKOYatoT LLikany MOTopHOro passutus
HoBopoxaeHHbIX Anbbeprta (Alberta Infant Motor Scale),
PacwmpeHHyto wKany MOTOpHOM GyHKUMM XaMMmepcMmuTa
(Hammersmith Functional Motor Scale Expanded), a Tak-
e TecT oLeHKM 60oMbLUMX MOTOPHbIX PYHKLMIA (Gross Motor
Function Measure).* ¢ 7¢ OueHKkM (M BMeLLaTeNbCTBA), Ka-
catowpecs obyyeHus, BHUMaHUs n 06paboTKM CEHCOPHOM
MHdOPMaLMK, AOMKHBI HAUMHATBCS B MIAALeEM Bo3pacTe.””
8Y 6onee ctapwmx auy, ¢ MO, yTpaTMBLIMX CMOCOBHOCTb K
xonbbe, LLikana oueHkn BepxHeit koHeyHocTH bpyka (Brooke
Upper Extremity Scale), lLikana knaccudukaumn Eren (Egen
Klassifikation scale), a Takxe pasrubaHue B NOKTEBOM Cy-
CTaBe M CMna 3axBarta KWUCTW MOKa3blBAOT U3MEHEHUS B
TeueHue 1-2 net,””’%% npu 3TOM B HacTosILLEE BPEMS TECTU-
poBaHMe BK/OYAET AOCTMXKMMOE paboyee MpOCTPaHCTBO™
& 11 oueHKy QYHKLMKU BepXHel KOHEYHOCTH (TecT 3 deKTnB-
HOCTU DYHKLMOHUPOBAHUS BEPXHEW KOHEYHOCTH). 5% 58

PekomeHayeTcs obliee MCNONb30BaHME OAHUX U TEX Xe
(bYHKLUMOHANbHbBIX MapaMeTPOB B KaX/A0W KOHKPETHOW Ku-
HUKE C LEeNbl0 OTCIEXMBAHUA M3MEHEHWI B OMHAMMKe, C
BK/I0OYeHMeM (Mo Mepe HeoOX0[MMOCTM) HOBbIX BapUaHTOB
obcnenoBaHuit. lNpoBeneHne OLEHKM chneuuanuctamu o
peabunuTauMmn pekoMeHOYeTCs MO MeHblUuei Mepe Kaxable
4-6 MecaueB B TEUEHME XM3HU, C Bonee YacTbiIMU OLLeHKa-
MU B CJly4ae KIMHUYECKUX COMHEHWW, U3MEHEHMs CTaTyca
unu ocobbix NoTpebHoCTeN.

BMeluaTenbctBa

CDIABIALIECKEIFI Tepanud, 3protepanmsa, a Takxe sie4yeHue y
noronena A0/ KHbl MPOBOAUTLCA B aM6ynaTopr|x (,EI,OMaLIJ-
HVIX) M WKOJbHbIX YCNOBUAX, NPOAOIKATECA BO B3POC/IOM
BO3pacTe, a TAKXKe YCUMTMBATbCA BApUAHTaMN nevyeHund, npe-

13



Yactb |

Manens 2. OueHKa peabunutaumm U BMeLIATENbCTB Ha BCEX CTaAUsAX 3a60n1eBaHUs Y NaLMeHToB

C MbllLeYHOM aucTpodueit ioweHHa

OLLEHKA

MexaucumnanHapHas peabunuTaLmoHHas OLEeHKa Kaxable

6 MecsLeB WK Yalle B ClyYae COMHEHWI, U3BMEHEHUs COCTOs-
HUS UAKM HanMuKMsa 0cobbix NoTpebHoCTEN (MPUNOXEHHE)

BMELUATE/IbCTBO(A)

HenocpencrBeHHOe Bo3aeicTBUE

HenocpencreeHHoe Bo3aeicTBME, MPOBOAUMOE (DU3UYECKUMU
TepaneBTaMu, 3protepaneBTaMu, a TaKxKe 0ronesamu, npucno-
cobneHHoe K MHAMBKUAYaNbHbIM NOTPeBHOCTAM, CTaamm 3abone-
BaHMW$, OTBETY Ha JIeYeHUe 1 NePEHOCUMOCTH, NPEeLOCTABISETCS
Ha NPOTSHKEHWUM BCEW XMU3HM NaLMeHTa

lpedomepaujeHue KoHmpakmyp u depopmayuli

* ExxenHeBHble NpodunakTMyeckmne pacTsixkku Ha Aomy 4-6 pas
B HeLeN0; perynspHas pactsikka B 0671acTi nofbikek, KoneH
1 6enep; pacTskka 3ansaCcTUit, pyK U LWen B fabHeNLeM, ecin
3TO NOKA3aHo Mo pe3ynbrataM ob6cnefoBaHUs

« PacTsbkka CTpyKTyp, KOTOpble, Hanbosiee BEPOSTHbI, NOABEPIKe-
Hbl BbICOKOMY PUCKY KOHTPaKTypbl 1 AedopMaumu,” a Takxe
BbISIBNEHHbIX NPU OLIEHKE

» OpTe3Hoe BMeLLaTeNbCTBO, WKWHbI, TMNCOBaHWE, NO3ULMOHMPO-
BaHue 1 0bopynoBaHue:

— OI'C ons pacTskeHUs HOYbIO — MOTYT NMEePEeHOCUTLCS Nyylle,
e nx NpodunakTMYeckoe UCnob3oBaHUe HavyaTb B 60-
Jlee MOJI0LOM BO3pacTe

— OIC ons pacTkeHUs UM NO3ULMOHUPOBAHWS B TeUYEHWE
[IHS BO BpeMs HeaMbynaTopHbix da3

— LWnHbI Ha 3ansacTbe UK PYKY AN PaCTSHKEHUS AJIMHHBIX U
3anacTHbIX crubatenert / pasrmbateneii nanbLes — 00bIYHO
BO BpeMsi HeaMbynaTopHbix $a3

— JTanHoe rMncoBaHue — BO BpeMsi aMOyNaTOPHbIX UK He-
ambynaTopHbIx ha3

— NaccuBHble / MOTOpPM3MPOBAHHbIE YCTPOMCTBA MOAAEP-
XaHus npebbiBaHMS B CTOSYEM MONOXKEHUMU — KOrAa npe-
6bIBaHME B MONOXEHWUM CTOS C HALEXHBIM YyAepKaHUem
paBHOBECMS HAYMHAET BbI3bIBaTb 3aTPYAHEHUS, €CIN KOH-
TPaKTypbl He HACTONbKO TsbKenble, YToObl NpenoTBpaLLaTh
NO3ULMOHNPOBAHME MNN NEPEHOCUMOCTb

— OKTC ¢ 3a6n0KMpOBaHHbIMU KOMEHHbIMW CyCTaBaMu — Ba-
pWMaHT Ons no3gHein ambynatopHoW M HeamMbynaTopHOM
cTaaun

— ViHaMBMAYyanu3npoBaHHOE CMAEHbE Ha Kpeciax-Konsckax
C py4HbIM NPUBOLOM M MOTOPU3MPOBAHHbIX (TBEpAOe CK-
[leHbe, TBEpAAs CMUHKA, Hanpasnswolwue ans benep, nate-
panbHas NoAAepXKKa Tyn0BMULA, aAAYKTOPbl U onopa Ans
ronoBbI)

— CHabxeHHble  COBCTBEHHbIM  WUCTOYHMKOM  MUTAHUSA
KOMMOHEHTbl MOTOPM3MPOBAHHbIX Kpecen-katanok (ans
HakK/JoHa Brepea, Ha3ad, NoAbeMa YMoOpOB AN FONEHEN,
MOLAEPXKKM NPebbiBaHUS B MOMOXKEHWU CTOS, @ TaKXKe
PEryMPOBKU BbICOTbI CUAEHBSA)

Gusuyeckue ynparHeHus u akmugHocms

PerynspHas cybmMakcuManbHas a3pobHas akTMBHOCTb UK hur3n-
yecKkueynpaxHeHus (HanpuMep,niaBaHne Me3naHaBenocunese)
C NOCTOPOHHeN moMmolbio (Mpyu HeobxoaMMocTH), usberaHue
IKCLEHTPUYECKMUX YNPAXKHEHUI M YNPAKHEHWUIA C BbICOKMM CO-
NpOTUBNEHWNEM, KOHTPO/b BO M3DexaHne nepepacTskeHus, yueT
noTpebHOCTU B OTAbIXE M IKOHOMMUM YCUNIUIA, @ TaKKe npeno-
CTOPOXXHOCTK, KacatoLmecs noTeHLManbHoro ocnabneHuns cno-
COBHOCTU KapAMOpecnMpaTopHOM cucTeMbl obecrneymBaTb BO3-
MOXHOCTb BbINOMHEHWUS HU3NYECKMX YNPAXKHEHWUI, KaK U PUCK
MbILLIEYHOrO MOBPEXAEHMS LAXE MPU XOPOLEM KIMHUYECKOM
(DYHKLMOHMPOBAHUM

lpogunakmuka u eedeHue nadeHull u nepesoMos

¢ MMHMMM3ALMS PUCKOB NAAEHUI BO BCEX Cpeaax

e [lopaepxxka CO CTOPOHbI GM3MYECKOro TepanesTa opTorne-
[MYECKMX acMeKTOB B paMKax TeKyLLero BeAeHWs rpynmnoin
CMewumManmcToB Mo nepenoMam, a Takxke obecneyeHne CooTBeT-
CTBytOLLEN peabunuTaumm C Lenblo NoasepKaHus GyHKLUK
X0Ab6bI U (MnK) cNocobHOCTH NpebbiBaTb B NMONOXEHWUM CTOS C
NoAAEPXKKOM

BedeHue acnekmos, c8513aHHbIX C pasnuqusMu 8 0by4eHuu, BHUMA-
Huu u 06pabomkoli ceHcopHoli uHpopmayuu

BepneHwve B cOTpyaHMyecTBe C rpynnow cneuuanncToB, 0CHOBAH-
HOE Ha BbISIBNIEHUM COMHEHUIA U OLLEHKaxX

BcnomozamensHble mexHonoz2uu u adanmusHoe 060py0osaHue
MnaHupoBaHKWe M 06pa3oBaHWe B OTHOLIEHUM 06CNEeLOBaHMIA,
Ha3HaYeHWI, 0BYHEeHUS M 3aLLMTbl UHTEPECOB, KACALLMXCS MO-
Ny4YeHns GUHAHCUPOBAHMS

Yuyactne B 06LLECTBEHHOM XMU3HU

YyacTue Bo BCex chepax KU3HM NOALEPKMBAETCS HA BCEX CTa-
anax

lpogunakmuka u sedeHue 6071€8020 CUHOPOMA
MpodunakTnka 1 BCceCTopoHHee BefeHWe 60EBOro CUHAPOMA,
B COOTBETCTBMM C NOTPEBHOCTAMM, HA NPOTSXKEHUM BCEW KM3HU

OrC - optesbl roneHoctonHoro cyctaBa; OKIC - opTe3bl KONEHHOrO U rone-
HOCTOMHOTO CycTaBoB. * 061acTH, 06bIYHO NOABEPXKEHHbBIE PUCKY KOHTPAKTYp
n pedopmaumm, BkoyatoT crubatenn 6eapa, noas3aolwHo-6onblebepuo-
BbIE CYXOXM/IUSA, CYXOXKMINS, OrpaHUUMBatoLLMe C GOKOB NMOAKONEHHYIO SMKY,
MoAOLWBEHHbIE crubaTenu, NoAoLWBeHHYO hacumio, crubaTtenu noKTs, NpoHa-
TOpbl Mpeanneybs, A/IMHHble crubateny 1 pasrnbateny 3ansacTbs U NasnbLes,
uepBeobpasHble Mbillbl M pasrubaTteny Leun; U30NMpOBaHHas CycTaBHas
KOHTpaKTypa B MoNoxeHnu crubanns Ta3o6eApeHHOro cyctaBa U KONeHHOro
CyCTaBa, a Takxke NOAOLIBEHHOTO crubaHus, BapycHas AedopMaLus HUKHEN
KOHEeYHOCTM 1 BepXHEi KOHEYHOCTH, CrubaHue B TIOKTEBOM CycTaBe, crubaHue
unu pasrubaHue B Nyye3anscTHOM CycTaBe, a Takxke B CycTaBax nasbLes; a
Takke aedopMaLms NO3BOHOYHOMO CTON6A U CTEHKU FPYAHOIA KNETKM, BKIIO-
yasi CKONM03, Ype3MepHbI KUDO3 1 TIOPA03,a TakxKe CHUKEHME MOABUKHOCTH
CTEHKM TPYAHOMN KNETKM.
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[LOCTaBNS€MOro BO BpPeM$ MOCTYM/EeHUI B CTaLMOHAp M Ha
nomy (MaHenb 2; npunoxexue).

Llenb noanepxaHns pacTsXkMMOCTU MbILWLL U NOABUXKHO-
CTV CYCTaBOB — MpefoTBpaLLeHNe WU MUHUMM3ALMS KOH-
TpakTyp u gedopmaumnu (MMaxens 2).

HeBO3MOXHOCTb [BMXEHMS B CycTaBe B MOAHOM obbeMe,
XPOHMYECKOe CTaTU4ecKoe NO3ULMOHMPOBAHWE, HepaBeH-
CTBO MbILWEYHOM CWMbl MbILLL, OKPYXXaIOLWMX CyCTaB, @ TaK-
Xe Gubpo3Hble M3MEHEHMS B MbILWLAX BbI3bIBAOT CHUXE-
HME MbILEYHOM PACTSIXKUMOCTM U KOHTPAKTYpbl CYCTaBOB.’
OrpaHunyeHHble TUMUYHbIE AbIXaTeNbHble ABUXEHUS U (K-
6po3 MexpebepHbIX MbILL, CHWKAKT MOABMXKHOCTb CTEH-
Ku rpyaHoi kneTku. MonaepxaHune ananasoHa MacCUMBHBIX
LBWKEHWIA, PaCTSHKMMOCTU  MbILUL, MOABMXKXHOCTU  CTEHKM
TPYLHOM KNETKM M CMMMETPUYHOCTM MOTYT YNy4yllnUTb OBU-
YXEeHMe 1 NO3MLMOHMPOBAHME B NMPOCTPAHCTBE, NOALEPXKATb
coxpaHeHWe crnocobHocTu K xonbbe, NpesoTBpaTUTL GUK-
CMPOBaHHbIe KOHTPAKTypbl M Aedopmauuu, onTUMU3NPO-
BaTb YHKLMIO ObIXaHUS U COXPAHUTb LLENOCTHOCTb KOXMW.’
MblLweYyHo-CKeneTHble acnekTbl BeAeHUS naumeHTa TpebytoT
YCWAWIA Tpynnbl CMELManncToB, BKNaa B paboTy KoTopoMm
BHOCST CMeLManncTbl N0 HEMPOMbILLEYHbIM 3aboneBaHunsaM,
(du13nyeckme TepanesTbl, 3proTepanesTbl, Bpaun-peabunmnro-
NOTU, OPTE3UCTbI U XMPYPru-opTOneabl.

MpepoTBpalleHne KOHTPakTyp u Aedopmauuii Tpebyet
€Xe[HEBHOro MacCMBHOIO PACTSXKEHWUS CYCTaBOB, MbILLL U
MSArKMX TKaHEMN, NOABEPXKEHHbIX PUCKY Pa3BUTUS CKOBAH-
HOCTMW; NOAAEPXKKa ABMKEHUI MyTEM CHWMXEHWUS 3PPeKToB
CWMbI TSHKECTM M ONTUMM3aLum BruomMexaHmku, obecneymsa-
towwas 6onee akTUBHble ABWXEHWS; METOOMKM MaHYaNbHOWM
Tepanuu v NPOAOIXKUTENBHOTO PACTIKEHWUS MATKMX TKAHe;
a TakKe ONTUMasbHOE NO3ULMOHMPOBAHWE, BKIKOYAS UHAM-
BMAYaNM3MPOBAHHOE MCMOMb30BaHME LUMH, OpTe3nyeckue
BMeLLaTeNbCTBa, YCTPOMCTBA A1 NOALEPXKAHMS MaumMeHTa
B MOJIOXKEHUM CTOS, 3TArMHOE TUMCOBAHME, @ TaKXKe WMHAM-
BMAYaNU3MPOBaHHbIE CMAEHWUS M KOMMOHEHTbI C CUIOBbIM
NMpMBOAOM B YCTPOMCTBax obecreyeHus MobunbHOCTH.”
2 ExkenHeBHas npodunakTMyeckas nporpamMa pacTsixek
Ha AOMY®® [OMKHA HauMHATbCS A0 YTpaThl AMANa3oHOB
MaCCUMBHbIX ABMXXEHWIA M MPOBOAMTHLCS NOA PYKOBOACTBOM
(du3nyecknx TepaneBTOM W 3proTepanesToB. Pactarusa-
HWEe peKOoMeH0BaHO Ang obnacrei, KOTopble, Kak M3BeCT-
HO, MOABEPXEHbl PUCKY MepenoMa uan aedopMaumm (CM.
Manenb 2). PerynspHble pacTarMBaHMs B FONEHOCTOMHOM,
NOKTEBOM M Ta306efpeHHOM CycTaBax LOMKHbI HAYMHATHCS
BCKOpe Mnoc/ie YCTaHOBAEHMS AMArHo3a M NpoLo/MKaThCs BO
B3pOC/IOM BO3pacTe. PacTarnBaHms B BEPXHUX KOHEYHOCTSX
0Co6eHHO BaXHbl NOC/e YyTpaTbl CNOCOBHOCTH K Xoabbe.’

B 3TOM npunoxeHnn npenctaBneHo KpaTkoe U3NoXKeHUe
KOMMIEKCHOro 0630pa NeyeHns], KacatoLeecs PasiInyHbIX
BCMOMOraTeNbHbIX YCTPOMCTB M YCTPOWCTB, Y/y4LIAOLWMX
MOOMNbHOCTb, BKIOYAs rONEHOCTOMHbIE OpTe3bl, KONEH-
HO-roNeHOCTOMHbIe OpTe3bl, yCTPOWCTBa, obecneynBatome
npebbiBaHMe B CTOSIHEM MOSIOXKEHWUM, @ TaKKe YCTPOWCTBA,
ynyywatoume MobunbHOCTb, C PYyYHbIM M MOTOPU3MPOBAH-
HbIM NpuBOLOM.” TakuMe opTe3bl NO-MpPeXHeMy MOryT ObiTb
MOAXOASLMM BapMaHTOM BblbOpa B HEKOTOPbIX CUTyaLM-
X, OBHAKO MX CnefyeT paccMaTpuBaTh Kak neyebHble, a He

(bYHKLMOHAbHbIE MHCTPYMEHTBI, B 60/1bLLEN Mepe LOMNOMHS-
lolpe, a He 3aMeLLatoLLe MOBUIbHOCTb C UCMONb30BAHWUEM
MOTOPU3MPOBAHHbIX cpeacTs.*® B HacTosee Bpems ons
NoAAEPXKKU BO3MOXHOCTU MepefBMXKEHUS U HaXOXKAEHUS
B MOMIOXEHWUM CTON (BEPTUKANM3aLMs) BMECTO KOJIEHHO-TO-
NEHOCTOMHbIX OPTE30B YacTO MCMOMb3YHOTCS CHABXeHHble
COBCTBEHHBIM UCTOYHUKOM MUTaHUSI MOTOPU3UPOBAHHbIE
Kpecna-konscku, obecrneunBatolwme Kak MepeaBuKeHue,
TaK M MoAAepXaHue naumeHTa B nonoxeHun cros. Kpome
TOro, TEXHONOMMYECKUE MHHOBALMM — OT NPOCTbIX YCTPOWCTB
(HanpuMep, NpuUNoLHsTbIEe NOTKU Ans 6enep W afanTuUBHble
TPy6OUKM ANs NKUTbs) A0 Bonee TEXHONOMUYHBIX (HanpuMmep,
pob6oTn3npoBaHHble yCTpoicTBa, bluetooth-Bo3moxHocTH,
KoTopble 06ecneynBaloT yaaNeHHY akTUBALIMIO YCTPOIACTB,
MHdpaKpacHble MNynbTbl KOHTPOMS OKpYXXalowwero Mupa,
CMapThOHbI, NNaHLETbl, KOMMbIOTEPbl U YCOBEPLIEHCTBO-
BaHHbIe BO3MOXHOCTM obecrneyeHns focTyna, Takue Kak ro-
N0COBas aKTMBALMA B JOME) — CNOCOBHbI OMTUMU3MPOBATD
XU3HELesaTeNbHOCTb.

Bo3MoxHoe aganTuBHoe 060pyLoBaHME M NepecTpoiKu
[lOMa BKJOYAOT MOABEMHO-TPAHCNOPTHOE 06OpyLOBaHKeE
ong nauueHTa (MudTel), obecneumBarolee 6esonacHoe
nepenBuxXeHue, NaH4yCbl, NeCTHUYHblE NMbTbI, 060pya0Ba-
HUe 415 KYNaHWs U BaHHOM KOMHaTbl IMB0 MepecTpoiiku,
crneuuanbHble NOCTENM U MATPachl, @ Takke MoaudUKaLMK
TPaHCMOPTHbIX CpeAcT. ONTUMMU3NPOBATb HE3aBUCUMOCTb U
BOBJ/IEYEHHOCTb B XKM3Hb 06LLECTBA MOTYT MOMOYb paboTHM-
KM MaTPOHAXHOW CNYXKObl.

Cneunanuctbl no neyebHOW U3KYAbTYpe Ha3HAYaloT,
KOHTPONIMPYIOT BbIMOHEHWE U OCYLLECTBASIOT PYKOBOACTBO
bU3NYECKUMU yNPAKHEHUSAMU, KOTOPblE MOTYT NpenoTBpa-
TUTb HEHYXKHbI CUASYMIA MU HEMOABUXKHbINA 06Pa3 XKM3HK,
a TaKXe CBSI3aHHble C HUM Npobnembl B BUAE COLMANbHON
M30M1ALMKM M U3BBITOUHOM Macchl Tena, 601eBoro CMHAPOMA.
Tem He MeHee 3ddekTbl HU3NYECKUX YNPAKHEHWUIA B OTHO-
WEHWN MbILLEeYHOM AereHepauuu npu OAUCTPODUHOMNATHSIX,
XOTSl TMOSHOCTbIO HE W3YYeHbl, MOTYT BKIOYaTb MOBPEX-
LleHns, 06YyCnoBNEHHbIE YYBCTBUTENbHOCTBIO MbILLEYHbIX
CTPYKTYP K MOBPEXAEHWAM, NATONOMMYECKUMU HAPYLLEHU-
AMM OOMEHa BeLLeCTB, NaTONOrMYECKUMU WU3MEHEHUSIMU
CMUCTEMbI OKCMAA a30Ta, BHOCAWMMU BKIAL B ULIEMUIO BO
BpeMs GU3MYECKUX YNPAXKHEHWUN, @ TaKKE CHUXKEHUEM TO-
NePaHTHOCTU K dU3MYecKMM Harpyskam.” -8 CnepyeT u3-
6eraTb MbILLEYHON aKTMBHOCTU UAM DU3UYECKUX YrpaxHe-
HWIA C IKCLLeHTPUYECKMMM Harpy3KaMu, a Takke dusnyecknux
Harpy3oK C BbICOKUM COMPOTUBIEHUEM WU CUNOBbIX Tpe-
HUPOBOK.”?° PekoMeHAytoTCS CybMaKcMManbHble a3pobHble
bu3nyeckme ynpaxHeHus, 0COGEHHO Ha paHHMX CTagMsxX
TeyeHus 3aboneBaHus - c usberaHuem nepeTpeHUpPOBaH-
HOCTU U MeperpyxxeHHoCcTM 1 obecneunBaroLLme AOCTATOY-
HbIi oTabIX.” KpaiiHe pekoMeHAyeTcs nnaBaHue HauuMHas
CaMoW paHHel aMbynaTopHOM CTaamu, KOTOpOe YacTo yAa-
€TCsl NPOAO/IXaTh BO B3pOC/IOM Bo3pacTe.” B kayectse cy6-
MaKCMMarbHOW a3pobHoi GopMbl aKTMBHOCTU PEKOMEHAO-
BafaCb €343 Ha Benocunese,’ °> a accMCTMpOBaHHas e3na
Ha Benocunene 1 ABUXKEHUS, OCYLLECTBISEMbIE C MOMOLLbHO
po6OTU3MPOBAHHbBIX YCTPOMCTB (MAaCCMBHO-aKTUBHbIE Tpe-
HaXepbl), MOFYT MCMONb30BATbCS M BO B3POC/IOM BO3pacTe.

15



PEKOMEHAOBAHO

¢ OueHKa KOCTHOro BO3pacTa nyTem
peHTreHorpadun neBon Knctu

POCT
OueHka pocTa Kaable 6 MecsLes BNioTb

HAPYLWEHUE POCTA

Job B o
[10 3aBepLlIeHns NybepTaTHOro nepuosa u X 'I(/)I 22 OB CLEp R HanpaeneHue * NccnepoBanue GyHKUMM LWUMTOBUAHOM
NOCTUKEHMS OKOHYATEbHOMO PoCTa —> SMEHEHWE B HarnpaBnexnm —P>  K3HAOKpUHONOTY  —p> Kenesb
CBEPXY BHU3 NEPLEHTUAS pocTa « MaHens LenMakuu
« CKOpOCTb pocTa <4 cM B rog, « MakTopsl pocTa
+ Pocr <3-ro nepuerTuna « Pa3BepHyTasi MeTabonmnyeckas naHenb
¢ KnuHuyeckuit aHanus Kposu
PACCMOTPETb BOMPOC
Mpoba co cTuMynsaumein ropMOHOM
PEKOMEHAOBAHO
NlabopaTopHble aHanu3bl:
NOJIOBOE CO3PEBAHME 3ALEPXKA NOJIOBOrO L Jropaopn o
OueHka nybepTaTHOro cratyca CO3PEBAHUA Hanpaenenue s Py p i
npwu du3snKanbHoM obcnenoBaHum —» O6beM sanyek <4 cM3 B BO3pacTe  —p> K JHAOKPUHONOTY  —P> ONIMKYNOCTUMYNUPYHOLLMN TOPMOH

« TectoctepoH
JleyeHne noaTBEPXKAEHHOTO
rMnoroHagusma:
* HavaTtb 3aMecTuUTENbHYIO TEPaNUI0
TeCTOCTEPOHOM B HWU3KOM A03e
C NOCTENEeHHbIM MOBbILEHNEM
CO BpeEMeHeM
¢ PekoMeHA0BaHO AN Bo3pacTa
214 net; BO3MOXHOCTb MOXET
paccmaTtpuBaTbCsl € Bo3pacta 12 net

no LKane ctaauii TaHHepa Kaxaple
6 MecsLeB HauMHas ¢ Bo3pacta 9 net

14 net unu craple

PACCMOTPETb BOMPOC
OueHKa KOCTHOro BO3pacTa nyTem

Puc. 4. OueHku v BMewwaTeNbCTBa B CTy4ae HapyLWeHUs POCcTa U 3aAePXXKU NMOI0BOTO CO3peBaHUs PEHTreHOrpacbH 180 KMCTH

Y NaLMEHTOB C MbilleYHOMI aucTpodueii [ioweHHa

besonacHas du3nyeckas aKTMBHOCTb MOXET MOLAEPXKM-
BaTbCS COOTBETCTBYIOLUMMU aAaNTUBHbIM 060PYA0BAHMEM U
aCCUCTUBHOM TEXHONMOTUEN.

BoneBoit CMHAPOM [LOMKEH OLEHMBATbCS WM Mpeonone-
BaTbCA Y UL, BCeX BO3pacToB.” "% BMeluaTenbcTBa Tpebyiot
BCECTOPOHHErO BEAEHUs rpynnoi CrneLuanucToB, BKIOYas
neyebHyo GU3KYIbTYpY, KOPPEKLMIO MO3bl, OPTE3HOE BMe-
WaTeNbCTBO M LWMHUPOBAHME, KPecno-KaTasky M BCMOMO-
raTefibHble YCTPOMCTBA B MOCTENM, KOTOpble 0b6ecneynBaioT
BO3MOXHOCTb HE3aBUCMMOrO CABMFa MaccChbl Tena, M3MeHe-
HWe no3bl U obneryeHne coaBneHus, a Takxke hapmMakono-
rMyeckue NoAxomnbl.

Bonb B cnuHe, B 0CO6EHHOCTU Ha DOHE NIeYEHUSs FIOKO-
KopTMKOMAaMU, TpebyeT 06C/IefoBaHMS Ha Hanuuue nepe-
JIOMOB M03BOHKOB.” Bonee noapobHas npodunakTika u
NeyeHue nepenoma MpeacTaBleHo B YAacTU 2 HacTosLLero
o630pa.

3Hﬂ,0KpMHHbIe dCneKTbl BeaeHnqa NaumeHToB

JHOOKPUHHbIE 0cnoXHeHus MM 1 ux neyeHue BKIOYAOT
HapyLeHWe pocTa, 3aep>KKy MOMOBOrO CO3PEBAHUS U HAA-
MOYEYHMKOBYK HELOCTaTOYHOCTb. Llenbto 3HAOKpUHONOMU-
YECKOTO IeYeHUS ABNAIOTCS MOHUTOPUHT POCTA U Pa3BUTUS,
BbISIBNIEHWE M AMATHOCTMPOBAHUE FTOPMOHAIbHOTO AedULM-
Ta, NPeA0CTaBEHNE, MPU HAIMYUM MOKA3AHWI, IHLOKPUHO-
NIOTUMYECKOW 3aMeCTUTENIbHOM Tepanuu 1 NpeaoTBpalleHue
KM3HEOMACHbIX afpeHanoBbix Kpu3oB. Ony6iMKOBAHO He-
60/bLLUOE KOMMYECTBO OTHOCALLMXCS K AAHHOW TeMe cTaTei,
OTPaXalLMX MHEHWE aBTOPOB,’* °° ofHAaKO MMetowwmecs
[laHHble, Kacatowwmecs 6e30macHoCcTM U 3DGHEKTUBHOCTH

Tepanuu ropMoOHOM pocCTa U TectocTepoHoMm y nuy, ¢ MO/,
ckyoHbl. 0630p neuyeHus, KoTopbli cobnoaaeTcs, OCHOBaH
Ha [OKasaTeNbCTBaxX M OMbITE MPUMEHEHUS, NONYYEHHbIX
npu UCMONb30BAHMM 3TUX NpenapaToB Npu Apyrux 3abone-
BaHUSAX, C USMEHEHMAMU, BHECEHHbBIMM C LEeNb0 aganTaumm
K cutyauun MO0 (Puc. 4).

Pocr

HapyweHnue pocra y amu, ¢ MA[ BCTpeyaeTcs 4acTo, a ne-
YeHue FNIoKOKOpTUKOMAAMM ero ycyrybnset.””” JIMHenHbli
poCT cnesyeT OLEeHUBATh Kaxable 6 MecaueB BMIOTb A0 3a-
BepLUeHns nybepTaTHOro nepuoaa M LOCTMXKEHUS OKOHYa-
TenbHOro pocra. Y ambynaTtopHbix nuu, Hanbonee Noaxoas-
MM MOKasaTeneM SBASETCS POCT B MONOXEHWUM cTos. PocT
cnefyeT permcTpupoBaTh Ha AnarpamMMe U OTCIEXMBATb €ro
M3MeHeHMS C MOMOLLbIO CTaHAAPTM30BaHHOM KPMBOM pocTa.
Kpome Toro, Bo BpeMst aMbynaTOpHOM CTafiMM [OMKHA HauM-
HaTbCA perynspHas oLeHka pocTa C U3MepeEHNEM pOCTa He B
MONIOXXEHWUM CTOS, YTO MO3BOASIET MPOBOAUTL Gonee TOUHYHO
OLIEHKY MoCne TOoro, Kak MauMeHT yTpaTUT CnocobHOCTb K
xonbbe. [1ng oueHKn pocta y HeaMBynaTopHbIX (HEXOAAUMX)
neTell UCMONb30Banu pasMax pykK, [JIMHY JIOKTEBOW KOCTH,
AJIMHY 60n1bllebepLIOBOi KOCTH, BbICOTY PAcnoioOKeHUs KO-
JIeHa U CerMeHTapHoe M3MepeHWe [J/IMHbI TeNna B MOsIoXe-
HUK Nexa Ha 6oky;’® OaHAKo HW OLMH M3 3TUX MOKa3aTenen
He bl BaNMAM3MPOBaH B nonynauuu naumentos ¢ MAMI, n
BCE OHM TPeOYIOT YyTOUHEHMS UAN HANUYMS CNeLMann3npo-
BaHHOro 060OpyAoBaHMS L7191 OLLEHKM poCTa nauueHTa. Mbl
npeanaraem, Ytobbl Kaxznoe yuypexaeHue Bbibpano u uc-
MoNb30BaNio MOKa3aTeNb, KOTOPbIA Hanbonee npakTUyeH B
KOHKPETHOW KNMHUYEeCKoW cpeae.



Yactb |

CHWXeHMe TEMMOB POCTa, BbISIBNSEMOE MO M3MEHEHUIO B
HanpaBleHWM CBepXy BHU3 MEpLEHTUNS pPoCTa MU Mo Be-
MYMHE TEMMNOB CKOPOCTU POCTa B rof MeHee yeM 4 CM B
rog, COOTBETCTBYET HApYLUEHWIO IMHEMHOro pocTa U yKasbl-
BaeT Ha HeobXoAMMOCTb HAMpaBieHUs K SHAOKPUHONMOTY.
He3aBucrMO OT TEMNOB poCTa HampaBneHWE HA KOHCY/b-
TaUMIo LOMKHbI MOAYYMTb ULA C POCTOM, HUXKE TPETbero
nepueHTuns. OLeHKa HapyLWeHUs TMHEHOro pocTa A0MKHA
BKJIHOYATb CTAHAAPTHbIE CKPUHWUHIOBbIE TECTbl OLLEHKM SHA0-
KPMHONOrMYeCKMX rOpMOHasbHbIX NOKasaTenen Unmn apyrmux
NaToNOrMMUYECKMX U3MEHEHW, CBA3AHHbIX C HEA0CTATOUYHbIM
poCTOM. HEMHOrouncieHHble AaHHble AeMOHCTPUPYHOT 6e3-
OMaACHOCTb U 3PPEKTUBHOCTb MPUMEHEHUS PEKOMOUHAHTHO-
ro ropMoHa pocrta B nonynsuuu naumentos ¢ MAMA. B onHOM
peTpoCneKTMBHOM UCCIEeLOBAHUM BbISIBNEH KPAaTKOCPOUHbIW
MONIOXWTENbHbIA Ha CKOPOCTb POCTA; OAHAKO Y HEKOTOPbIX
ManbumnkoB ¢ MAL nmenucb noboyHble 3ddeKTbl, Takue Kak
BHYTpUYEpenHas rmnepTeHsuns, HapyLleHe ToNepaHTHOCTH
K F/IIOKO3€ M MPOrpeccMpoBaHue ckoinosa.”

Hu B ogHOM M3 onyb6aMKOBaHHbIX UCCNEAO0BaHMI Mo pe-
KOMOWMHAHTHOMY FOPMOHY pOCTa YeloBEKA He NMPOBOAMIOCH
HabnaeHne NaLMeHTOB BNAOTb A0 AOCTUXKEHUS UMM OKOH-
4aTenbHOro poCTa, U HU OZLHO U3 UCCNEef0BaHUI He Bblno ao-
CTaTOYHO KPynHOMAcWTabHbIM, 4TOObl B HEM MOXHO 6blN0
Ha[leXXHO YCTaHOBUTb, OKa3bIBAET /M Tepanus peKOMOUHAHT-
HbIM YeN0BEYECKMM FOPMOHOM pOCTa HeraTMBHbIN 3DdeKT
B OTHOLUEHUW MbILIEYHON PYHKLMM U HE BbI3bIBAET /M OHA
Lpyrux HexenatenbHbix 3ddekToB. Kpome Toro, BbiaBUra-
JIUCb TEOpETUYECKME COMHEHMS O TOM, YTO BbICOKMI pOCT
MOXET 0Ka3blBaTb HEOGNAronpuaTHOe BAUSIHME HA DYHKLMIO
MblwL, npyu MAN.10010 1o Tex nop noka He 6yaeT Nony4yeHo
6onblle [0Ka3aTeNbCTB, PYyTUHHOE UCMOb30BAHUE PEKOM-
O6MHAHTHOrO ropMoOHa pocTa YenoBeka Ang nauueHtoB C
MI[ v HapylieHneM pocTa He pekoMeHayeTcs. BmecTo 3To-
ro, peleHue o 1e4eHnn peKOMOUHAHTHBIM TOPMOHOM POCTa
yenoBeKa JOMKHO OCHOBbIBATLCS HA TLATeNbHOM 0bCyxae-
HWUU NOTEHUMANbHbIX PUCKOB U MONOXUTENbHbIX 3DHEKTOB
Tepanuu u, MoXeT BbITb pacCMOTpeHO Yy nauuneHTos ¢ MA/ ¢
HWU3KMM pOCTOM, HU3KMMU BazanbHbIMKU NOKasaTensMmu Gak-
TOpPOB pOCTa U MATONOrMYECKUMM pe3ynbTataMu npobbl Co
CTUMYNSLMEN ropMOHa pocTa.

MonoBoe co3peBaHue

3agepkKa MosoBOro CO3peBaHUs ABNSETCS MOTEHLMaNb-
HbIM OC/IOXKHEHUEM TTIIOKOKOPTUKOUAHOM Tepanuu U MOXeT
BbI3bIBAaTb MCUXOJIOTMYECKMI CTPecc, Hapyllas KauyecTBO
*u3HU. OTCYTCTBME MONOBOrO pasBWTUS K Bo3pacTty 14 net
TpebyeT CPOYHOrO HanpaBneHWs K 3HAOKpUHonory. [ns
NOATBEPXKAEHMS TMMOrOHAAM3Ma Y NALMEHTOB C 3aA€PXKKOM
MOMIOBOro pasBUTUS (MPU OLLEHKE NOJIOBOrO CTaTyca creuma-
JIUCTOM) CefyeT NPOBECTU rOpMOHanbHOE A006CeA0BaHME
C UCMONb30BaHUEM METOAMK, afanTUPOBAHHbIX B LETCKOM
NpaKTHKe, C YYETOM CTafui NONOBOTO Pa3BUTUS U COOTBET-
CTBYIOLMX HOPMATUBOB. Takxke CNedyeT pacCMOTPETb BO3-
MOXHOCTb MPOBELEHUSI PEHTrEHOrpaun NEBOM KUCTU Ansl
YCTaHOBJ/IEHMS KOCTHOTO BO3pacTa.

3aMecTuTenbHas Tepanusi TeCTOCTEPOHOM PEKOMEeHyeT-
CA ANs NeYeHus NOATBEPXKAEHHOTO MMNOroHaaMsMa y na-

LMEHTOB B BO3pacTe cTapie 14 net (M KOCTHOM BO3pacTe,
cootBeTcTBytoweM 11-12 ropam), U ee BO3MOXHOCTb MOX-
HO paccMaTpuBaTh Y Masb4MKOB B BO3pacTe cTapie 12 ner,
MoyYaloLMX MIOKOKOPTUKOMAbI C 3a[epXKKOW NosoBoro
pa3BuTUs. HecMoTps Ha OTCYTCTBME KIIMHUYECKMX UCCeno-
BaHWM1, cneunduyYeckm OLEHMBAIOWMX MCMONb30BaHME Te-
CTOCTepoHa Y Manbunkos ¢ M, oH cuMTaeTcs cTaHoapTOM
NeYyeHns NaToNorMyeckon 3aAepXKKM NOMOBOro0 PasBUTUS B
[LeTCKOM MonynsumMn U peKOMeHAO0BAH ANs IeYeHUs TI0KO-
KOPTUKOWA-UHAYLMPOBAHHOIO rMMOroHaan3Ma y B3poC/biX
MYXUMH.!?? TloTeHUManbHble NoNoXUTENbHblE IDdEKTbI Te-
CTOCTEPOHA B OTHOLUEHWMMW 3MOLMOHANBLHOTO U HU3MYECKOTO
3[,0p0BbS 06bIYHO NPEBOCXOASAT MOTEHLUMANbHbIE NO6OYHbIE
3ddeKxTbl, TakKne Kak MU3MEHEHUS MOBeLEHUS, aKHE, 3anax oT
Tena, ObICTPbIA CKauykooOpasHbIA POCT M 3aKpbITUE INMUDU-
30B. B HepaBHO ony61MKOBaHHOM peTPOCNEKTUBHOM 0630-
pe BbISIBNEHO, YTO TECTOCTEPOH B LIEJIOM XOPOLUO NepeHo-
CUTCA M BOCMIPUHUMAETCS imuamu ¢ MO n nx ceMbsiMu Kak
nonesHbli npenapar.'®’

C uenblo MHAYKLUMM Havana NnonoBOro CO3peBaHMs 3aMme-
CTUTENbHYI0 TEPAnuio TECTOCTEPOHOM C/1eAyeT HauuHaTb C
HW3KOW A03bl M MOCTENEHHO MOBbILIATH A0 3aMECTUTENbHBIX
[l03, UICNO/b3YeMbIX Y B3pOC/bIX, HA MPOTSHKEHUM HECKOMb-
Kux net. MoryT ncnonb3oBaTbCs Npenaparbl A1 BHYTPUMbI-
LIeYHOro NPUMEHEHNS MM TONMYeCKMe npenaparbl. Y Bcex
nuL, cnepyeT TIWATeNbHO KOHTPOIMPOBaTb KOHLIEHTPALMIO
TectoctepoHa. Y nuu, nonyyaowwmx nevyeHme npenaparamu
TeCcToCcTepoHa, cneayeT yAennTb 0coboe BHUMaHME OLeHKe
YPOBHEN NUMNMA0B, reMornobuHa, reMaTokpuTa M [HOKO3bl
KpoBW. Pa3BuTne noboyHbIX 3hdeKTOB OT Tepanuu (Hera-
TUBHbIN 3PHEKT B OTHOWEHMM (PYHKLMOHANLHOIO CTaTyca
unu GYHKUMKM Cepaua) yKasbiBaeT Ha HeobxooMMoCTb npe-
KpalLeHWs Tepanum TeCTOCTEPOHOM UM CHUXKEHMS A03bl.

HapnouyeuHnMKoBass HEAOCTAaTOUYHOCTb
HapnoyeyHukoBass HeOOCTaTOYHOCTb BCAEACTBME MO-
[aBneHus  runotanamo-runodusapHo-HaANoueYHUKOBOM
((TTH) ocK sBnseTcsa penknM, HO KM3HEOMACHbBIM COCTOSHU-
€M, KOTOpOoe MOXEeT pa3BUTbCS B C/ly4yae BHE3amnHoro npe-
KpaLleHus NpUMeHeHUs rMIOKOKOPTUKOMA0B BCIeACTBME 3a-
60/1I€BaHUS UM MPEKPALLEHUS MPUMEHEHMS NpenapaTa.'’
Bce nuua, KOTOpbIM Ha3HaYeHbl MHOKOKOPTUKOUAbI, LOMKHbI
6bITb NPOMH(MOPMUPOBAHBI O NMPU3HAKAX, CUMMTOMAX U Be-
[leHMM aApeHaNnoBoro Kpun3a v Noay4uTb peLenTbl Ha Tapo-
KOPTU30H A1 BHYTPUMbILIEYHOTO BBEAEHUS B SKCTPEHHbIX
cutyaumsax Ha gomy (50 mMr ans neteit B Bospacte <2 net; 100
M 4719 B3pOC/IbIX UKW AeTel 22 neT). Takke MoryT notpebo-
BATbCS CTPECCOBbIE [03bl rMApokopTh3oHa 50-100 mr/mM2 B
CYTKM B CUTYaLMM TKeNoro 3aboneBaHus, 601bLLION TPaBMbI
WKW onepauuu nuuam, npuHuMarowmm bonee 12 mr/m2 B
CYTKM NpefHU30Ha unu gednasakopra. Tepanuio rKOKop-
TMKOMAAMM HeNb39 MpeKpallaTb BHE3aNHO; BMECTO 3TOro
MX [,03y HEOOXOAMMO MOCTENEHHO CHUXKATb HA NPOTSXKEHUM
Heaenb U MecaueB,YTobbl 06ecneynTb BO3IMOXHOCTb BOCCTa-
HosneHusa MH ocn.'*® MoaxoaawmM NoaxonoM K nocTeneH-
HOMY CHMXKEHWIO [03bl FMHOKOKOPTUMKOMAA (CTeponaa) sBng-
eTcs MpoTokon crepounaHoit Tepanum P) Nicholoff (Puc. 3).%
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raCTpOBHTEPOHOFM‘-IECKMe U HYTPULUOHHbIE
dCneKTbl BeaeHnqa NnaumeHToB

Y navu ¢ M 4yacto OTMEYaKTCS U3MEHEHUSI B COCTOSIHUM
MUTAHUS U XXENYA0UYHO-KULLEYHOTO TpaKTa ,, BK/IKYas yBenu-
YeHue WK yMeHblleHne Macchl Tena, AucbanaHc nuTaTenb-
HbIX BELLECTB, HapylleHne 6anaHca >XMAKOCTU, CHUXKEHUE
NAOTHOCTU KOCTHOWM TKaHW, HapylweHne QYHKLMK TNOoTaHus,
a TakXKe KOHTPaKTypbl B 0611aCTU HUXKHEN yentocTu. % Mpen-
pacnonarawouue GakTopbl BK/IYAKT IeYeHUEe [HKOKOP-
TUKOWMAAMU, CHUKEHME 3HEepro3aTpaTt M HEemoABMNKHOCTb.'Y
TV HapyLWeHUs NUTaHWs MOTrYT OKa3aTb HEraTMBHOE BNU-
SIHME Ha ObIXaTeNIbHYI CUCTEMY, CKENETHbIE MbILULbI U cep-
[eYHO-COCYAUCTYHO CUCTEMY.

Llenbio neyebHOro nNuTaHus sBNSETCS NpenoTBpalleHue
($hOpMMPOBaHUS U3ObITOUHOM MACChl TENA MU OXMPEHMUS, A
TaKXe HefloCTaTOYHOrO NMUTAHUS MYTEM PerynsipHoi OLEHKM
pocTta U Macchl Tena. 3afayei neyebHOro NUTaHKs SBASETCS
obyyeHne nauueHTa nNpuHUMNaM 340pOBOK, cHanaHcupo-
BaHHOM AMeTbl C ONTUMaNbHbIM MOTpebneHneM Kanopwi,
6enKa, XMAKOCTU U MUKPOHYTPUEHTOB, B 0COBEHHOCTU Kasb-
umsa u ButamuHa D.

MccnepoBaHug, nocesieHHble nutanuio npu MO ¢ Tou-
KW 3peHus [oKa3aTeNbHOW MeLMUMHbI, OTCYTCTBYHOT. Peko-
MeHJaUMK MO MUTaHWI, NpuMeHuMble K MO, Takum 06-
pasoM, aflanTMpOBaHbl B COOTBETCTBUM C PEKOMEHAALUSMU
Ansa obuiet nonynaumu. [pynna cneumManmncros, OCyLLeCcTBAS-
oWaa neyeHue, OMKHA BKIOYATh CEPTUOULMPOBAHHOIO
[AMEeTONOora-HyTpULMONOra C LOCTaTOYHbIM OMbITOM, KOTOPbIN
[OMKeH Habnoaate 3a naumeHtom ¢ MO npu Kaxpom
BM3WTE, HAaUMHAA C MOMEHTa YCTAaHOBNEHWS AuarHosa. B
nepuoabl, KOr4a OXMAAETCS YBENIMYEHUE UK YMEHbLUEHUE
Macchbl Tena, bynet TpeboBaTbca Honee yactoe HabnoaeHue
AMETONOrOM-HYTpULMONoroMm. Ang nuu, noaBep>KeHHbIX pu-
CKy GOpMUpPOBaHUS M3ObITOUHONM MacChl Tena, cneayet npo-
KOHCYNbTUPOBATLCS C PU3MYECKMM TeparneBTOM MO NMOBOAY
pa3paboTku v npoBeneHus 6e30MmacHbIX NporpamMMm Gu3u-
YeCcKuX yrnpaxHeHui. Mpu oueHKe N1l C NoA03pEeHUEM Ha
avcdarvio OO/MKHA Ha3HavyaTbCs KOHCYNbTauus noronena.
[ins BegeHus 3anopoB., ractpo33odareanbHOro pedtokca 1
LpYrux BOMPOCOB, KACAKLWMXCS HAPYLUEHUS MOTOPUKM XKe-
NYA0YHO-KMLIEYHOro TPakTa,, @ Takxke Nnpu HeobxoanMocTu
YCTAHOBKM racTpOCTOMbI, TpebyeTcs KOHCyNnbTalus ractpo-
3HTeponora. Ha Puc. 5 npencraBneH anroputM oLeHKU nu-

OUEHKU MUTAHUSA, TTIOTAHUSA U COCTOSAHUSA XKKT

Kaxpabiit BU3uT

OueHka cepTMdULMPOBAHHbBIM UETONIOTOM-HYTPULMONOrOM
MOHUTOPUHT Macchl Tena U pocTa; Ans HeaMBynaTopHbIX NALMEHTOB CeAYET UCMONMb30BaTh

anbTEPHATUBHYIO OLLEHKY pPOCTa
Kaxable 6 mecaues

OueHka aucdarum, 3anopa, ractposasodareanbHoro peditokca 1 ractponapesa

ExkeroaHo

OueHKa KOHLIEHTPaLMK B CbIBOPOTKe 25-ruapokcuButammuHa D

OueHka NOCTYyN/IEeHNA KanbLna C nuwen

MoppobHee

06 AMepuKaHCKoH
aKagemMuu nepamaTpum
cM. https://www.aap.org/

lModpobHee cm.

8 pazoesie, NOC8AWEHHOM
cocmosiHuto KocmHoli
MKAHU U SIeYeHUro
0cmeonopo3a 8 Yactu 2
3mozo 0630pa.

: !

!

OavH unu Gonee U3 cieaytoLLUX

CUMNTOMbI ancharim CHEAIOROES

e CHWxXeHue mMacchbl Tena

1 06e3BoxMBaHNE
e McToweHne
e Acnupauus

25-ruppokemutamud D <30,0 Hr/mMn

v

nOCTyrI!]eHME KanbLua MeHbLUe

PEKOMEHA0BAHHOM HOPMbI
notpebneHuns c nuwen

o yMepeHHaﬂ nnu Taxenaa

ancdarna

\ v

HanpaeneHue K noroneay ans
OLEHKM M10TaHUS, BKNKOYas
BM,D,eOd)ﬂK)OpOCKOﬂW—IECKOE
nccnefoBaHUe akTa roTaHus

PekomeHpoBaTb yCTaHOBKY

3HA,0CKOMMYECKo racTpoCTOMbl

\

Neyenve peduumta BuTamMmHa D

v nobaBKamMu

\

PekomeHpoBaTh yBenuyeHue
notpebnexHns Kanbuus C nuiiein

Puc. 5. OueHka 1 nnaH BMewaTenbCTe ANs peleHns Npo6aem ¢ NMTaHMeM, FMoTaHUeM
1 HapyweHuaMu paboTbl XKKT y naumeHTOB ¢ MbleyHoM auctpodueii [oweHHa
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TaHMUS. [NOTaHUSA, COCTOSHUS XKENYA0YHO-KMULLEYHOro TpaKTa
1 nNpoBeneHns HeobxoaMMOW KOPPEKLMM BbISBNIEHHbIX Ha-
pYyLIEHWN.

OueHKa HyTPUTUMBHOIO CTaTyca U NIaHUPOBAHUE

Bo BpeMs kaxaoro BM3WUTa B KIUHUKY CEPTUDULMPOBAH-
HbI AMETONOr-HYTPULMONOT LOMKEH OLEHUBATb HYTPUTHB-
HbIl CTATYyC, OTCIEXMBATb U3MEHEHWs MAcCbl Tena M pocTa
M COCTaBNATb KOHKPETHbIM MnaH nutaHusg. Dusnyeckoe
pa3BWTME MaLMeHTa onpefensieTcs no OTHOLEHWK MacChbl
Tena K KBafgpaty pocta, unun nHaekcy maccol Tena (MMT), ¢
nocnenyoLlein nepueHTUIbHON OLEHKOM B COOTBETCTBUM C
BO3pacToM. Ecnu 13-3a HEBO3MOXHOCTM U3MEpeHUs pocTa
MMT noacumTaTh HEBO3MOXHO, CleAyeT UCMOoNb30BaThb Nep-
LeHTUM COOTBETCTBMS Macchl Tena Bospacty. Y amy, ¢ MO
COCTaB Tena M3MeHeH, M03TOMY WMCMOMb30BaHWe CTaHAApT-
HbIX AMArpaMM pocTa He SBASeTCS ONTUMAbHbIM.

MauneHTaM 1 YUneHam ux cemeit cnenyeT NPUAEPXKMUBATHCS
30,0p0OBOMI, C6anaHCMPOBAHHOM NULLM B COOTBETCTBUM C AeN-

Maxens 3. MnaH nuTaHua

JTOT 0BLWMI HYTPULMOHHBIV NNaH, KOTOPbIM CO3A4aH MO PeKOMEH-
[auuaM Ans 340pOBOWM B LEIOM NONyASuuM U He SIBASieTCs Crew-
nbuyeckum ang nauneHtos ¢ MAM, npeaocTaBnseT MeTos OLEHKM
noTpebHOCTHU YenoBeKa B Kanopusx, 6enkax, XMaKoCTU U MUKPOHY-
TPUEHTaX Ha OCHOBE CTaHAAPTHbIX AUETONOrMYECKUX AAHHbIX 06 MX
notpebnexnnn. Ytobel exxefHeBHO obecneunBaTb opraHM3M Heobxo-
[OVUMbIMU NMUTATENIbHBIMU BELLECTBAMM U MPU ITOM CBECTU K MUHUMY-
My PUCK XPOHMYECKMX 3aboneBaHui, paLMoH B3pOC/IOro YeroBeKa
[LOMKEeH COCTOATb U3 YrneBofoB (45-65 % obLiero Konu4ecTsa Ka-
nopwii),xxupoB (20 -35 %) n 6enkos (10 -35 %). lonycTumble ana-
NasoHbl Ans AeTel aHaNorMYHbl TaKOBbIM A1l B3POCIbIX, 33 UCKITHO-
YEeHUEM TOro, YTO HOBOPOXAEHHbIM U AETAM MMAALero Bo3pacTa
TpebyeTcs HecKobKo 60/blIas A0S XMpa B paLuoHe nutaHua' 0

06Lwue NOTpe6HOCTU B Kanopusax

CyMMapHas noTpebHOCTb B KaNopUsiX OCHOBAHA Ha 06LLMX 3aTpaTax
3HEpruu, KoTopble PaBHbI PACXOAY SHEpruu B nokoe (resting energy
expenditure; REE), yMHOXXeHHOMY Ha KO3(D®ULMEHT dU3nyeckoin
AKTUBHOCTY.

Hanbonee TouHbit nokasatens REE MOXHO monyuuTtb mpu no-
MOLLM HEMpSIMOiA KaflopUMETPUM, OLHAKO Y MONYYaAOLWMX leYeHne
crepougamu Manbumnkos ¢ MA (B Bospacte 10-17 net) REE Takke
MOXHO OLIeHWTb Nno ypaBHeHuto LLlodunaa B 3aBMcHMoOCTH oT Mac-
cbl Tena (REE [knnokanopuu] = [17-7 x mMacca Tena B Kr + 657] x
4-182/1000).111 BcnencrBue cHMXeHUS GU3MYECKOWM aKTUBHOCTH,
KOTOpOE COMpOBOXAAET YTPaTy CMOCOBHOCTU K X0Abbe, BO3MOXKHO
CYLLECTBEHHOE CHUXEHME MOTPeBHOCTU B Kanopusx, U 3HayeHue
REE B da3e nepep yTpaTtoi cnocobHOCTM K Xoabbe MOXeT BbiTb eLle
HKe 3Toro 3HaveHus REE.

3HauyeHns Ko3IDOULMEHTOB DU3MYECKOM aKTUBHOCTU Y Masbyuu-
KOB B BO3pacTe 3-18 neT B 3aBUCUMOCTU OT aKTUBHOCTM: CUASUMIA
06pas3 xu3uu (1,00), ManoakTBHbIN (1,13),akTMBHbIN (1,26) 1 04eHb
aKTUBHbIV (1,42).

PacueTtHoe moTpebneHve 3HepruM Unu Kanopuit Heob6xoaMMO
YMEHbLIUTb B CNy4ae, eCiM UCXOAHO Ha3HAYeHHOe KOJMYecTBO

CTBYHOLWMMKU PekoMeHAaUMAMU MO MPaBUAbHOMY MUTAHUIO
ons rpaxaad CLA (Dietary Guidelines for Americans).*%®

CnenyeT caenatb 0COObIM akLEHT Ha NoTpebneHnn focta-
TOYHOIO KOMMYECTBA KMAKOCTU C LIEbl MPefoTBPaALLEHMS
06€3BOXXMBAHMS, KOTOPOE MOBbILIAET PUCK 3aMOPOB U Hapy-
weHue dyHkuMM noyek.'® B MaHenu 3 npensioxkeH obLimii
nnad NMUTAHNS ona naumenTtos ¢ MO0

OueHKa COCTOSIHUSI KOCTHOW TKaHW TpebyeT eXerogHoro
MOHUTOPUPOBAHUS YPOBHS KasbLiMs, MOCTYMAKOLWErO C Mu-
e, U OnpeaeneHus KOHLEHTpaUmMu 25-rmapoKCUBUTAMU-
Ha D B cbiBopoTke. CornacHo pykoBoAcCTBaM HauumoHanbHo
MenuumHckor akagemmun CLIA (Institute of Medicine), ecin
KONIMYECTBO KasbLiMs, MOYYAEMOrO C NULLEN, MEHbLUE PeKo-
MEeH/YeMOro [l LAHHOrO BO3pacTa Wiu eC/iv YpoBEHb 25-ru-
LpokcuuTammHa D B cbiBopoTke MeHee 30 Hr/mn, cnenyet
obecneynTb afeKBaTHOE MOCTYNIEHUE KabLMs U BUTAMMHA
D ¢ nuwein un nuwesbiMM gobaskamu.''* [lonosHUTENbHbIE
noapo6BHOCTU CM. B pa3aene, NOCBSALEHHOM COCTOSIHUIO KOCT-
HOW TKaHM U1 IEYEHUIO OCTEONOPO3a B YacTu 2 3Toro o63opa.

SHEPruM UKW Kanopuii He MPUBOAMT K MOLAEPXKAHUID Macchl Tena
WK K CHWXKEHWID Macchl Tena. Ecnm uenblo sBnsietcs yBenuyeHnue
Maccbl Tefa, pacyeTHoe noTpebieHne SHeprum UM Kanopuin Heob-
XOAMMO YBENUYUTD.

benkun

PekomeHpoBaHHas HopMma notpebneHus 6Genka pasnuyaercs
Y Manb4yMKOB M MYXXYMH B 3aBUCMMOCTM OT BO3pacTa: HOpMa noTpe-
6neHuns ¢ nuwen 0,95 r/Kr Maccbl Tena pekoMeHAo0BaHa ang aeten
B Bo3pacte 4-13 net; 0,85 r/kr B CyTKM pEKOMEHAOBAHO LETAM
B Bo3pacte 14-18 net; n 0,80 r/Kr B CyTKM pEKOMEHA0BAHO MY>4M-
Ham B Bo3pacte 19 net unu crapue.

Xunakoctb

PekoMeHpoBaHHOE noTpebneHmne XXMAKOCTM (CyMMapHO BCE HAMUTKMK,
BK/1K04As MUTbEBYIO BOAY) OCHOBAHO Ha Macce Tena Wiu Bo3pacTe.
CornacHo MeToay mnoAaepxaHus BopHoro 6anaHca Holliday-
Segarll2 ,no Becy pekomeHayeTcs notpebneHue 100 ma/kr Macchl
Tena petam ¢ Maccov Tena 1-10 kr; 1000 ma + 50 MA Ha Kaxabli
kunorpamm ceepx 10 kr getam ¢ maccoit Tena 10-20 kr; u 1500 mn
+ 20 MN Ha Kaxabli kKunorpamm ceepx 20 Kr ons AeTelt U B3pOCabIX
NnL, ¢ Maccoit Tena 6onee Yem 20 K.

Mcxops 13 Bo3pacta 3HauYeHUs CyTOYHOrO CTaHAAPTHOrO MoTpe-
61eHUs XMAKOCTU C nuwei coctanstoT 1,2 n (npubnusutenbHo 5
yallek) 419 MaNb4YMKOB M AeBoyek B BospacTe 4-8 net; 1,8 n (npu-
6nm13unTEeNbHO 8 valuek) Ang ManbyMkoB B Bo3pacte 9-13 ner; 2,6
n (npubnusmtensHo 11 yawek) Ans ManbyMkoB B Bospacte 14-18
net; u 3,0 n (NnpubnmsutensHo 13 yalek) A1 My>KYMH B BO3pacTe
19 net unu crapue.

MUKpOHYTpUEHTbI

Cnepyet cobntofaTb PEKOMEHA0BAHHYIO MO BO3pacTy HOPMy NoTpe-
6neHuns ¢ nuwei,113. UcknoyeHne cocTaBnsieT Hea0CTaTOYHOCTb
BUTaMuHa D, koTopas onpenensiercs kak KOHLEHTpaLms 25-ruapok-
cuButaMmnHa D menee yem 30,0 Hr/mn. B cnyyae HM3Koro nocry-
NIEHNUs Kanopuit Heo6XxoaMMO NPUMEHEHUE MONMBUTAMUHOB WU
MUHEpanbHbIX f,06ABOK.
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HyTpuumnoHHble pucku, cneumduurbie pna MO,

Maunentol ¢ MO noaBepXkeHbl PUCKY OXKMPEHUS B AeT-
CTBE M IOHOCTU, HO MO Mepe B3POC/IEHUS MOBbILLIAETCS PUCK
HepoctatouHOCTU MUTAHUS, Benuka BeposTHOCTb Hepoe-
LaHus (Mpunoxexue).''> 1 B paHHeM peTcTBe Ha oHe Te-
panuu rMIOKOKOPTUKOMAAMM NOBbILLIAETCS PUCK U3ObITOUHO
Macchbl Tena Man 0XMPeHUs BCIeACTBME MOBbILLEHWS anne-
TMTa 1 noTpebneHns Kanopui, a TakKe 3afepXKKu HaTpus
M XKMAKOCTW. YTpaTa cnocobHoCTM K xonbbe npuBOAWT K
CHMXKEHUIO aKTMBHOCTU, KOTOPOE YMEHbLUAET NoTPebHOCTb B
Kanopusax M MoBbILWAET PUCK M3ObITOYHOM Macchl Tena unm
OXMPEeHUS.

[lng npeononeHns 3TMX PUCKOB Bpay LO/MKeH pa3pabo-
TaTb nnaH MO MATAHUIO, KoTopbIii BKIOYAET peKoMeHaa-
LMK NO KanopWUMHOCTM MULLM, KONMYECTBY NoTpebnsemMoro
6enka, MUKpOHYTPUEHTOB U xuakocTu (MaHenb 3). Motpeb-
HOCTb B Kajopusx OLEHMBAeTCs MyTeM pacyeTa pacxona
3HepruM B MOKOe C KOpPeKLMei Mo YpOBHIO aKTMBHOCTM
(MaHenb 3). MpaBunbHoe nuTaHue, pekomeHayemoe Komu-
TETOM MO NWUTaHMI0 AMEPUKAHCKOW akagemMuu neauaTpum
(American Academy of Pediatrics Committee on Nutrition)
LNS NpeaoTBPALLEHUS OXMPEHMUS, LOMKHO CobnoaaTbCs
BCel ceMbeii (Mpunoxenue).'’’ Ecnm y naumeHTa u3bbiTou-
HblIl1 BEC, CleAyeT CO34aTh NNaH Mo ero KOppeKLu, KOTopbIi
6yneT HanpaBneH kak Ha M3MEHEHWS auetsl, Tak 1 Ha no-
BblLEHWE (PU3NYECKON aKTUBHOCTH.

Hapywenue @yHkuum rnotanus (aucdarus) asnsetcs
pacnpocTpaHeHHbIM 1 BbICTPO NPOrpeccupyoLmUM SBIEHU-
eM y naumeHToB ¢ MA. BaxHa oueHka aucdaruu, kotopas
[LOMIXXHA MPOBOAWTLCS perynsipHo.'*® B xope onpoca cnepyet
obpaiate 0coboe BHMMaHWE HA 3aMeyaeMble NaLMEHTOM
HapyLWeHWUS TNOTaHNUS XMAKOCTU U TBEPAOWM MULLM, OLLyLe-
HWe 3acTpeBaHuns nuwm B ropne BO Bpems npuéma obbiy-
HOWM MuLLM, @ TAaKXKe BAMSHME Mpouecca npuema nuly Ha
KauecTBo XM3HW.'? EciM nauMeHT yTBepAUTENbHO OTBEYaeT
Ha CKPWHWHrOBble BOMPOChI, ClefyeT NPOBECTU KOHCY/bTa-
umio noronena ans 6onee KOMNAEKCHOM OLEHKM, KOTOpas
BK/IOYaeT BMAEO(I0OPOCKONNYECKOe MCCIef0BaHNe aKTa
rnoTaHums.'?°

HenpenHamepeHHas noTeps Maccbl Tena MpOMCXOAMT
[0 ¥ NPU NOABNEHUM KIMHMYECKUX CUMMTOMOB Aucdaruu.
B pesynbtate cnoxHocTel ¢ NpuMEMOM MULWM M Mporpec-
cupoBaHusa 3abonesanuns, MMT u nepueHTUIM Beca MoryTt
M3MeHSATbCA OT MokasaTenei M3ObITOYHOW Macchl Tena M
OXXMPEHUS [0 HOPMaJTbHbIX 3HAaYEeHUI UM HeLOCTaTOYHOTO
NUTaHKS, a TakxKe ucTolleHus.. Bonpocsl yxoaa, cBS3aHHble
CO CHMXXEHMEM pUCKa HeJ0CTAaTOYHOM MacChl Tena U HeJoe-
[laHWs B TEYEeHWe 3TOro NepexofHoro nepmMoaa, paccMoTpe-
Hbl B MPUIOXEHUMN.

O6cyxaeHne Bonmpoca NUTaHUS Yepes racTpocToMmy, Ha-
4yaToe npenBapUTENbHO M MPOAOIKAKLWEEC HA PasHbIX
CTagmax, MoxeT obecneynTb CBOEBPEMEHHOE MpOBeLeHNe
BMeLUATeNbCTBA, KaK TONbKO MOABATCS KAMHUYECKME MoKa-
3aHua. CeMbg M rpynna CneumuanucToB, OCYLLECTBAAOLLAS
BefeHMe MaumeHTa, JOMKHbI pacCMaTpMBaATb YCTAHOBKY ra-
CTPOCTOMbI Kak Heo6X0AMMOe M Mone3Hoe BMELLATENbCTBO
B C/Ty4asx, KOrga nporpeccupytoiias cnaboctb npensTcTByeT
CaMOCTOSITENIbHOMY MPUEMY NULLM U TNOTaHMIO. [okasaHus

K YCTAHOBKE racTpOCTOMbl BKIHOYAKOT HAPYLUEHWUS MUTaHuUS,
KOTOpble He KOpperupyrlTcs yBelMYeHUeM npuema nuim
yepes poT, AMArHOCTUPOBAHHYID YMEPEHHYIO MU TSXKENy
avcdarvio, a Takke HecnocobHOCTb MOALEPXUBATb AfeK-
BaTHbIM BOAHbIM H6anaHc. MUTaHMe Yepes racTpocTtoMmy npu-
BOOMT K CTabunmsauum Wau K ynyyWeHUo HYTPUTUBHOMO
cTatyca y naumeHToB ¢ MAJl c HeAOCTAaTOYHbIM MUTAHMEM. 2!
OueHKa NonoXuTeNnbHbIX 3POEKTOB NUTAHMA Yepes racTpo-
cTOMY fo/mKHA 06CyKAaTbCs B KOHTEKCTE PUCKOB OnepaLum
no eé yCTaHOBKe CO CTOPOHbI AbIXaTenbHOM, CepAeYHO-Co-
CyANCTOM CUCTEM M BO3MOXHbIX aHECTe3n0N0rMyeckmnx oc-
TNIOXKHEHUA.

PacnpocTtpaHeHHble npo6aeMbi co cTopoHbl XKKT

OueHb YacTbiM ocnoxHeHnem MO sensetcs 3anop.'?
(DaKTopbl pUCKa BK/IKYAKT CHUXKEHWE BPEMEHWU TOMCTO-
KMLIEYHOro TpaH3uTa, 06e34BUXEHHOCTb, CIabOCTb MbILLLL
6plowHoi cTeHkM M obe3BoxmBaHue (MaHenb 3). Moxet
NOHaA0bUTLCA eXKeAHEBHOE SIeYEHME OCMOTUYECKUMU Cna-
OUTENbHBIMU, TAKUMU KaK MOMUITUNEHITIMKONb, TMAPOKCUL,
MarHus, Unu nakTynosa. B cnyyae BO3HMKHOBEHMS KanoBOro
3aBana MOryT MOMOUYb KN3MbI.

(dakTopbl pucka ractpossodareanbHoro pedntokca npu
MA[L BKOYAKOT HapyleHWe MOTOPUKM MULLEBOAA, YAU-
HeHWe BPEMEHMU OMOPOXHEHUS XeNyaKa, Tepanuio KO-
KOPTUKOWMAAMU U CKONMO3.'?* JleueHne racTpo3asodareasb-
HOro pedntoKca COCTOMT B MOAABNEHUN CEKPELIMU CONSIHOM
KMCNOTbl B Xenyake npu NOMOLWM aHTaroHuctoB H2 - ru-
CTaMUHOBbIX PELLEeNTOPOB, TAKUX KaK PAHUTULMH, N UHTU-
OUTOPOB NPOTOHHOWM MOMIMbI, TAKUX KaK JIAHCOMPA3on wuau
omenpa3son. [NonoxutenbHble 3GdeKTbl NPUMEHEHUS UHTU-
6UTOPOB NMPOTOHHOM MOMMbl HEOBXOAMMO COMOCTaBUTL C
NOTEHUMANbHBIMU PUCKAMU, BKIOYAKOLWMMU MOBbIWEHHYIO
4acTOTy BO3HUKHOBEHWUS BHEOObHUYHOM MHEBMOHUM, XPO-
HMYECKOM 6OoNe3HM MoYeK U NePeNoMoB KOCTel. ?#12° [lneTa
BK/IHOYAET YacToe ApobHOE MUTAaHME U PALMOH CO CHUXKEH-
HbIM COAEPXKaHMEM KMPOB.

Mo mMepe nporpeccMpoBaHus CNaboCTu CKeNeTHbIX MbILLLL
y amy, ¢ MA[l BO3MOXHO BO3HUKHOBEHME 3a4epXKW OrMo-
POXHEHUS Xenyaka (ractponapesa),'”’ 4To MOXET mpuBe-
CTW K MOCTNpaHAManbHOM 60nu B XMBOTE, TOLIHOTE, PBOTE,
ObICTPOM HACLILLAEMOCTU U CHUXEHWMKO annetuta. Bpems
OMOPOXHEHUS XKENyAKa MOXHO OLEHUTb C MOMOLLbIO paau-
OWM30TOMHOIO UCCNefoBaHUS. BapuaHTbl neyeHuns BKkYaOT
M3MEHEeHWe paLMoHa NUTaHus, dapMakoTepanuio M NOCTNu-
Nopuyeckoe NUTaHue Yepes racTpoeroHasbHbII 30HA,.

BbiBoAbl M HanpaBneHUs
AaNbHEeNLINX uccneaoBaHum

B yactn 1 faHHOro TPEX4YacTHOro 06HOBMEHMS KOMMIEKCHO-
ro o63opa neveHus ML Mbl NpeacTaBuan pekoMeHAaumm
Mo [MarHOCTMKE, a TakKe HEMPOMbILLEYHbIM, peabunuTaum-
OHHbIM, 3HAOKPUHHBIM U FaCTPO3IHTEPOIOTMYECKMM acnek-
TaMm BeaeHns naumneHTos. Ocobo BblAeNeHbl HOBbIE acneKTbl
NleyeHus, KoTopble BK/IOYAOT PeKOMEHAALMM MO BEAEHUIO
KEHWMH-HOCHUTENbHUL, ML; 0630p HOBbIX MONEKYNAPHbIX
M FTEHETUYECKMX BapMAHTOB Tepanuu; AOCTUXKEHUS B OLLEHKE



Yactb |

BO3MOXHOCTeW peabunutauum U nosineHne moanduum-
POBAHHbIX, TEXHONOrMYECKM 6onee COBEpLUEHHbIX METOL0B
peabunuTauMu; HOBble pEKOMEeHAALUMM MO 3IHAOKPUHHbLIM
HapyLweHnaM, BO3HMKAKOLWMM BO BpeMsi pocTa, NOAOBOro
CO3peBaHMs, a TakxKe BKIOYAKOLMM HEeA0CTaTOYHOCTb HaA-
MOYEYHMKOB; a TaKXKe HOBble MpPeACTaBNEHUS O NPOrHO3u-
poBaHUM M BeaeHun cneunduyHbix ang MO HYyTpULMOH-
HbIX OC/IOKHEHUI, TAKMX KaK OXKMPEHME B CBA3M C leYeHneM
MIOKOKOPTUKOUAAMU UK YTPATOM CNocoBHOCTM K Xoabbe, a
TaKXe HapyLeHusa NUTaHMs Ha No3aHux ctagnax MO,

B03MOXHOCTb CKpUHMHIA HOBOPOXAEHHbIX U OXMAIEMOE
NosiIBIEHWE TeHeTUYECKMX WM MONEeKynspHbiX 60/1e3Hb-MOo-
AnduuMpyoWwmMX BapMaHToB nevenns M 03HayaloT, uTo B
6ynywem Bce bonee BaxHbIM CTaHeT 6oniee paHHee Havano
neyerus. OfHaKo MpuU MPUHATUM pELLEHWUA O BHEAPEHUU
CKPUMHWUHIA HOBOPOXAEHHbIX Ha ML KntoyeBbIM GakToOpom
CTaHyT ONMTMMasbHble CPOKM Ha4yana HOBbIX BapUAHTOB Jie-
yeHus. BeposTHO, KIMHWMYECKM OOCTYMHbIMU CTaHYT HEUH-
Ba3MBHble MeToAbl NpeHaTanbHOM AguarHoctuku MO, no-
3BONISIIOLLME KaK MOXHO paHblue onpesenuts MAM y nnoga
SKEHLMHbI 6€3 oTAroWwEHHOro CeMENHOro aHaMHesa. ¢

CraHOBATCS AOCTYMHbIMKW HOBbIE BapWMaHTbl IeYEHMs], BOC-
CTaHaBnMBawWMe 6UMOCUHTE3 AMCTPODUHA, M OXMOAeTcs
nosiBieHve eule 6onblIero KoaMyecTBa TaKMX BApUAHTOB;
TaKXXe nosBnseTcs Bce 60blue AaHHbIX O HAUMYYLLUX CXe-
Max IeYeHUsl IMIOKOKOPTUKOMAAMM y naumeHtos ¢ MO, B
6yaywem noHafobaTCcs HoBble KOMMIEKCHble 0630pbl neve-
HWSI, HAaNpaB/ieHHble HA YCTAHOBNEHWE PONM HOBbIX COCTaB-
naowmx nnaHa segeHna MMM, B 0COBEHHOCTU B KOHTEKCTE
[OKA3aHHOIO MONOXUTENbHOMO 3ddekTa [OATOCPOYHOM
FNHOKOKOPTUKOMAHOM Tepanuu.

Korpa 6yayT nokasaHbl 6€30MmacHOCTb U 3QdEKTUBHOCTb
HEeKOTOpbIX M3 3TUX HOBbIX BAPUAHTOB NIEYEHUS, NeveHune
MO MoxHO 6ymeT nepcoHanu3MpoBaTb, BblGMpas Hau-
NYUWy KOMOMHALMIO BAapUAHTOB NleYeHWs A1 KaXAoM
KOHKPETHOM MyTauuMu KaXLOro KOHKPETHOro mnaumeHTa.
YT0 KacaeTcs SHAOKPUHONOrMYECKUX aCNEKTOB BEAEHUS, TO
Heobxoaumo nposeneHue PKW, HanpaBneHHbIX Ha Nydllee
BbISIBNEHME PUCKOB M MONOXMTENbHbIX 3deKTOB Tepanuu
rOPMOHOM POCTa M TECTOCTEPOHOM, @ TaKXKe Ha BblIsiBNEHUE
HaunyyWmX NokasaHui K UX NpUMEHEHUI0, CPOKOB MpuMe-
HEeHUS U CXeM [031POBaHMS.

Mpononxkaetcs pa3paboTka ynyyWEHHbIX KIMHUYECKMUX
M QYHKLMOHANbHbIX OLLEHOK peabunnTaLMOHHOIO BeAeHus
MaLMEeHTOB, C Y4ETOM TOrO, YTO 3TU OLLeHKM ByayT npume-
HWMbl Ha MpPOTSXKEHWUM BCEM XM3HM naumeHToB. o Mepe
pa3BUTUS TEXHONOTUI, BEPOSITHO, OLLEHKA HOBbIX BApUAHTOB
NneyeHus Bce B 6onbluelt Mepe ByaeT Npon3BOAUTLCS NyTEM
MOHWMTOPWMHIa aKTUBHOCTU B COYETAHUMU C KONMUYECTBEHHbIM
onpeneneHuemM HOBbIX KIMHUYECKM 3HAUMMbIX Bromapke-
poB.'”” PoboToTeEXHMKA W Apyrne GbiCTPO pa3BMBAKOLLMECS
[LOCTUXKEHUS TEXHONOTUM MOMOTYT NOBbICUTb HE3aBUCUMOCTb
NaLMEeHTOB, YBEIMUYNTb UX yUYacTUe B OOLLECTBEHHOW XXM3HM
W YAYULWWTb KAYeCTBO XM3HU. [osBAgOLMeCcs HOBbIE Bapu-
QHTbI JIeYeHUs, Takue Kak npenapaTtbl, BOCCTaHaBIMBAOLWME
6uocHHTE3 AUCTPODUHA, MOTYT YNYYLLIUTL MEPEHOCUMOCTb U
(U3nYeCKMX Harpy3ok 1 ux 6esonacHocTb. BMewaTtenbcTBa,
npoBoAMMble GU3NYECKUMU TepaneBTaMu, IprotepanesTa-

MW, IoronefaMu U opTe3ncTamMmu, B COMETaHUM C HOBbIMU TeX-
HOMOTUSIMU NPUBEYT K ONTUMMU3ALLMM MblLLEYHO-CKENEeTHbIX
aCMeKTOB BeLEHUs NALMEHTOB U DYHKLMOHUPOBAHMS. S

HakoHeL, B TOM, 4TO KacaeTcs acnekToB NUTaHUS U Hapy-
weHus pabotbl XXKT, Heo6xoanMbl MCCIefoBaHUS MO onpe-
[eneHno pacxody dHepruu B Mokoe (M3mMepsemMoro nytem
HenpsiMoi KanopumeTpum) 1 obLero notpebneHus aHeprum
(M3MepseMoro MeToA0M C MCMO/b30BAHUEM BOAbl, MEYEHOM
[IByMSl U30TOMaMM) C LieNbio OnpefeneHns pacxoaa sHeprum
unun notpebHocTelt B kunokanopusx y nuy, ¢ MAA. Cneuu-
duueckme CcTpaTterMm MUTaHUS, TakMe Kak oboralieHHble
6enkoM unu GpyKTo30M NpomyKTbl, 60 A06aBKM C amu-
HOKMCNIOTaMU C Pa3BETBNEHHOM Lenbio,'”” a TakxKe BAUsSHME
HYTPUTMBHOro cratyca Ha ucxoa MA[ (oxupaemas npo-
[OJKUTENBbHOCTb JKM3HU, QYHKUMOHMPOBAHUE M KAYeCcTBO
KM3HM) HYXOAKOTCS B AanbHENLWMX uccnenoBaHuax. Heob-
XOAMMbl [LOMONIHUTENbHbIE UCCNEf0BaHUA MO paspaboTke
cneundunyHbix ans MO anarpamm pocta, a Takxke ToYHble
MEeTOAMKM MO onpeaeneHuo 604M-KOMMNOo3UUMKM Yy naum-
entoB ¢ MAM. [Ins onpeneneHns Havbonee LOCTUXUMBIX
cTpaternii Npo@UNakTUKM U BEAEHUS OXMPEHMS, BKIOYAs
(hapMmakonormyeckme BapuaHThl, y Manbunkos ¢ MAJ cne-
[lyeT UCNoNb30BaTb YHUKA/bHbIE AETEPMUHAHTbI OXKMPEHUS.
PazpaboTka 6e3onacHbix U 3DGHEKTUBHBIX CxeM dusnye-
CKOWM aKTMBHOCTM MOXET MOOXMUTENbHbIM 06pa3oM NoBAU-
STb Ha HYTPUTWMBHbIN CTaTyC, MOOUIBHOCTb U COLMANbHYHO
BOB/IEYEHHOCTb NauneHTos ¢ ML Ha NpoTsxkeHuUn BCen UX
SKU3HMU.

fpynna aBTopos

DIB, KB, CMB, SDA, AB, DB, LEC, PRC, SH, SP, NS, JT, KRW, LMW
1 DRW BHecnu MHTenneKTyanbHbli BKnag B pa3paboTky nnaHa uc-
CN1ef0BaHUS, NONYYEHUE U MHTEPMPeTaLMIo AAHHbIX, U3yYeHue Nn-
TepaTypbl, HanMcaHue 0630pa U NpUHATME pelleHns O NyBAnKaLUu.
DJB npu nomowm CMB 1 NS coctaBun npenBapuTenbHbIi BapUaHT,
OCYLLECTBUN PeAaKTUPOBaHWUE CTaTbu U 0406PUN 3aKNNOUMTENBHYIO
BEpCHUIO.

KoopaunHauMoHHbIin komuTeT Paboueii rpynmbl Mo COCTaBNEHUIO
KoMmnnekcHoro o63opa neyenus (Care Considerations Working
Group; CCWG) MAA

S D Apkon, A K Olson (Oetckas 6onbHuua Cuatna, Cuatn, wrat
BawwHrroH, CLLUA); J Bolen, A Herron, N Street (rpynna no peakum
3a60/1€BaHMAM M MCXOLAM B OTHOLLEHMM 340pOBbS, HaLumMOHanbHbIM
LLeHTp BPOXAEHHbIX Ae(EeKTOB M HapylleHuid pa3suTus, LleHTpbl
no KOHTponto u npodunaktuke 3abonesanuit, CLUA, AtnaHTa, wrat
Ixxopmxums, CLLA); D J Birnkrant (MeguumHckumit ueHTp MetroHealth,
YuusepcuteT Keic BectepH Peseps, . KnuneHng, wrat Oraito, CLLUA);
D Brumbaugh, D Matthews (OeTckas 6onbHuMLa Konopano, ABpopa,
wrat Konopapo, CLLUA); K Bushby (ueHTp uccnenoBaHuii MblweyHom
anctpodum uMm. IxxoHa YonTtoHa, MHCTUTYT reHeTMYeckon meauum-
Hbl, HbloKacnckuii yHuBepcuTeT, I. Hblokacn-anoH-TaiiH, Bennkobpu-
TaHus); L E Case (Bpau otaenenus neyebHoin dusKynbTypbl, oTae-
NeHne opToneann, MeguUMHCKUI GakynbteT YHuBepcuteta [btoka,
r. Japem, wrat CeBepHas KaponuHa, CLLUA); P R Clemens (Kadenpa
HeBponoruu, YHueepcuteT MUTTCOYpPrckon MeaMLMHCKOM LUKONbI,
1 HeBposiornyeckas cnyxba, MeguumMHCKMIA LEHTp cyxBbl no ae-
nam BeTepaHoB, T. MutTcbypr, wrat MeHcunbBanusg, CLLUA); L Cripe,
G Noritz (HaunoHanbHas getckas 60nbHMUA, YHUBEPCUTET LWTaTa
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Oraito, r. Konymbyc, wrat Oraiio, CLA); V Cwik (Accoumaums Mbl-
weyHow auctpodum, Ymkaro, wrat MnnmHoic, CLLA); P Furlong, A
Kennedy, K Kinnett (Pogutenbckuiti NpoeKT MblleYHOW AUCTPOdUM,
r. XakkeHcak, wrat Heto-Ixepcu, CLUA); A Gulyas (bonbHWYHas
cucteMa 3anafgHoro Mapunenna, r. fapkepcrayH, wrat Mapunena,
CLUA); S Hadjiyannakis, L M Ward (OtaeneHue 3HLOKPUHONOTUK U
MeTabonusma, etckas 6onbHuLa BoctouHoro OHTapuo v YHuBep-
cutet OTTaBbl, OTTaBa, OHTapuo, KaHaga); S Pandya (Pouectepckuii
yHuBepcuTer, . Pouectep, wrat Hoto-Mopk, CLLA); J Poysky (Beiinop-
CKMIA MeOUUMHCKUIA Konnemk, XbocToH, wraT Texac, CLUA); J Scott
(Btopo 3m0poBbst MaTepu M pebeHka, . PokBuAb, Wwtat Mapunena,
CLUA); J Tomezsko (KoHcynbTaums no MeAULMHCKOMY NMUTAHUIO Npu
Menwna JIIC, a Takke Oetckas 6onbHuua ®unasensdum, r. Guna-
nenbodus, wrat MNeHcunbaanus, CLLUA); K R Wagner (MHcTuTyT KeHHe-
av Kpurepa u MeguumHckas wkona [xoHa XonkuHca, r. bantumop,
wrat Mapuneng, CLLUA).

UneHbl KomuTeTa Paboyeit rpynnbl MO COCTABNEHUIO KOMMIEKC-
Horo o63opa neuvenus (Care Considerations Working Group; CCWG)
MAL

Kapauonoruueckune acnekTbl BeneHus nauueHtos: L Cripe (npea-
cenatenb),N Kertesz,K Hor (HaumoHanbHas petckas 6onbHMLA, YHU-
BepcuTeT wrata Oraiio, r. Konymbyc, wrat Oraito, CLLA); A K Olson
(conpencenatens; [letckas 6onbHMuUa C3Tna M YHuBepcuteT BalumHr-
TOHCKOW MeauumHckow wkonel, r. Cuatn, wrat BawwuHrroH, CLUA); P
Eghtesady (Odetckas 6onbHuua CeHT-Jlynca, MeamumHckas wkona
BawmHrroHckoro yHuepcuteta, CeHT-Jlyuc, wrat Muccypwm, CLLA);
J Finder (detckas 6onbHuua Muttcbypra, YHusepcutet Muttcbyp-
ra, MepuumHckas wkona, r. MNuttcbypr, wrat MNeHcunbaanus, CLUA);
D PJudge (MenuumHckuit yHuepcutet KOxkHolM KaponuHbl, Yapnb-
CTOH, wraT KOxHas KaponuHa, CLWA); K Kinnett (Poantenbckuit npo-
€KT MblLLeYHON AnCTpodum, r. XakkeHcak, wrat Heto-Ixepcu, CLLA);
E M McNally (CeBepHo-3anaaHblit YHUBepcuTeT, MeanLMHCKas LWKO-
na ®eiiHbepr, r. Yukaro, wrat Mnnunoiic, CLLIA); S Raman (YHueep-
cuteT wrata Oraito, r. Konymbyc, wrat Oraito, CLLUA); W RThompson
(bonbHMua IxxoHa XonkuHca, r. bantumop, wrat Mapunexg, CLLUA); K
R Wagner (MuctutyT KeHneam Kpurep u MeauumHckas wkona xo-
Ha XonkuHca, r. bantumop, wrat Mapunena, CLUA).

[unarHoctmka: P R Clemens (npeacenatens; Kabenpa HeBpono-
run, YausepcuteT uttcbypra, MeamumHckas wkona, a Takxke He-
Bponoruyeckas cnyxba, MeauUMHCKMIn LeHTp cnyxbbl Mo Aenam
BeTepaHoB, I. [uTTcbypr, wrat MeHcunbBaHus, CLUA); A Ferlini (YHu-
BepcuteT Meppapsbl, Deppapa, Utanus); L Morgenroth (Therapeutic
Research in Neuromuscular Disorders Solutions, r. KEHCUHITOH,
wrat Mapuneng, CLLUA); J Scott (btopo 3a0poBbst MaTepu u pebeHka,
r. PokBunb, wrat Mapuneng, CLLA).

JHOOKPUHHbIE acMeKTbl BEAEHWUS U aCMeKTbl, CBI3aHHblE CO 340~
poBbeM KOCTHOM Tkauu: L M Ward (npepcepatens), S Hadjiyannakis
(conpencenatens; OTaeneHue 3HOOKPUHONOTMM M MeTabonusma,
[Letckas 6onbHMLa BoctouHoro OHTapuo u Yuusepcutet OTTaBbl,
OtTaBa, OHTapwuo, Kanaga); H McMillan (detckas 6onbHMLa BocTou-
Horo OHTapwuo, OTTaBa, OHTapuo, KaHaaa); G Noritz (HaunoHanbHas
netckas 6onbHMLa, [ocynapcTBeHHbIN yHMBepcuTeT wrata Oraiio, I.
Konym6yc, wrat Oraiio, CLLUA); D R Weber (LeTckas 6onbHuua fonm-
caHo, YHuBepcuTeT Poyectepa, MeaMUMHCKas U cTOMaTonornyeckas
wkona, r. Pouectep, wrat Hblo-Mopk, CLLA).

[acTpoaHTEpoONOrMyeckne U HyTPULIMOHHbIE aCMeKkTbl BeAeHUs
nauuneHToB:) Tomezsko (npeacenatens; KoHcynbTaums no MeauLUmH-
ckoMy nuTtanuio npu Meaua J1J1C, a Takxke [etckas 6onbHuua Puna-

Aenbdum [Bblllen Ha NEHCUIO C COXPAHEHWEM HYaCTUYHOM 3aHATOCTH],
r.®dunapensdus, wrat MeHcunbeanus, CLLA); D Brumbaugh (conpen-
cenatens), L Watne (detckas 6onbHuLa Konopano,Aspopa, wrat Ko-
nopapo, CLLA); F Gottrand (bonbHuua XXaHH ae ®nanap, Jinnnbckuii
yHusepcutet, CHRU Lille, ®paHuus); A Gulyas (bonbHu4Has cucre-
Ma 3anagHoro MapwuneHaa, r. lamkepcrayH, wrat Mapunenga, CLLA);
A Kaul (MeguumHckmit uentp Hetckoit 6onbHMUbI LIMHUMHHATH,
r. LuHumHHaTH, wtaT Oraito, CLLA); J Larson (Jacqueline Larson and
Associates, Hbtonopt buy, wrat KanndopHus, CLUA).

HelpombiweyHble acnekTsbl Besexus: K R Wagner (npeacenatens;
MHctutyT KeHHeam Kpurep u MeamumnHckas wkona [1xoHa XonkuH-
ca, . bantumop, wrat Mapuneng, CLLUA); K Bushby (conpencenatens;
LenTp uccnepoBaHus MblweyHon auctpodum [xkoHa YontoHa,
MHCTUTYT reHeTYeckor MeauumHbl, HbloKacnCckuii YyHUBEPCUTET, T.
Hbtokacn-anoH-TaiH, Benukobputanus); D Biggar (Peabunutaumon-
Has 6onbHuua fonnana bnypeeto Kuac, TopoHTo, OHTapuo, KaHaaa);
R Finkel (Cuctema petckoro 3gpaBooxpaHeHus Hemypc,r. OpnaHao,
wrat ®nopuaa, CLWA); F Leigh (MaccavyceTckas 6onbHuua obuero
npoduns u fapeapackas MeguumHckas wkona, r. Kembpumx, wrat
Maccauycertc, CLLA).

OpToneauyeckue u xupypruyeckue acnekTbl BegeHus: S D Apkon
(npencenatenb; OTtaenenne peabunuTaLMOHHOM MeauUMHbI, [eT-
cKkas 6onbHULA Cuatna, . Cuatn, wrat BawuHrtoH, CLUA); B A Alman
(conpencepnatens; OtoeneHne xupypruyeckoit oproneamnu, Meaou-
LUMHCKUI LeHTp YHuBepcuteTa [ptoka, r. Japem, wrat CeBepHas
KaponuHa, CLLA); D J Birnkrant (MegmumHckuit ueHTp MetroHealth,
Yuusepcutet Kelic BectepH Peseps,

Knuenena, wrat Oraiio, CLLA); R Fitch (Cuctema 3ppaBooxpa-
HeHus YHuepcuteta [ptoka, r. Japem, wrat CeBepHas KaponuHa,
CLUA); R Lark (YHuBepcutet Optoka, . Japem, wtat CeBepHas Kapo-
nuHa, CLUA); W Mackenzie (Oetckas 6onbHMua Hemypc / Anbdpe-
na A llonoHa, r. BunmMunrToH, wrat Oenasep, CLLIA); M D Sussman
(detckas 6onbHMua LWpaiiHepa, r. MoptnaHg, wrat OperoH, CLUA); N
Weidner (MeouumHckuii uentp [etckol 60nbHMLbI UMHUMHHATY, T.
LnHumHHaTy, wrat Oraiio, CLUA).

Ponb nepBuYHOro 3BeHa M BedeHUE HEOTNOXHbIX COCTOSIHWIA:
G Noritz (npencenatens; HauuoHanbHas aetckast 60nbHULA, YHU-
BepcuTeT wraTta Oraiio, r. Konymbyc, wrat Oraito, CLLUA); J Naprawa
(conpencepnatens; letckas 6onbHuULa UCSF Benioff, . Oknenp, wrat
Kanudophus, CLWA); S D Apkon (OtneneHne peabunutaumoHHOM
MeauumHebl, [letckaa 6onbHUua Cuatna, r. Cuatn, wraT BaluMHITOH,
CLUA); D J Birnkrant (MeanumHckuit ueHTp MetroHealth, YHuBepcu-
TeT Keiic BectepH Peseps, . KnueneHp, wrat Oraiio, CLLA); K Kinnett
(PoouTenbCckmit NPOEKT MblIleYHOW AUCTpoduK, . XakKeHcak, Wwrat
Hbto-Ixepcu, CLUA); F Racca (O6was 6onbHuua AnekcaHLpuu,
Anekcangpus, Utanus); E Vroom (Pooutenbckuii npoekT [IoweHH,
Hupepnanabl, r. AMcTepaam, Huoepnanabi).

Mcuxo-coumanbHble acnekTol BeAeHus nauneHToB: J Poysky
(npencepatens; bannopckuini MeOUUMHCKMIA Konneax, r. XblOCTOH,
wrat Texac, CWA); K Kinnett (conpencenatens), M Damiani (Po-
OWTENbCKMIA NPOEKT MblleYyHOM AUCTpoduM, . XakKeHcak, LwTaT
Hbto-Ixepcu, CLLUA); M K Colvin (MaccauyceTckas obwas 60nbHULA
1 TapBapackas MeauuUMHCKas LWkona, r. bocTow, wrat Maccauvycerc,
CLUA); M Gibbons (Hetckas 6onbHMua Konopapo, r. ABpopa, wrat
Konopapo, CLWA); J Hoskin (YHuBepcuTeT BoctouHoro JIoHLOHA, T.
JloHpoH, Bennkobputanus); S Moreland (Bainopckuit MeouumH-
CKUIA Konnenx, r. XetocToH, wrat Texac, CLUA); CJ Trout (YHuBepcutet
AvioBbl, I. AlioBa-cuTu, wtat AiioBa, CLUA); N Weidner (MeauumHckumit
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LeHTp AeTckon 6onbHULbl LIMHUMHHATK, I. UHUMHHATK, wTaT Oraito,
CLA).

PeabunutaumnoHHble acnekTbl Beaenus naunentoB: L E Case
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cTaTbe, coenaHbl aBTOPaMu 1 He 06513aTeNbHO OTpaxatoT oduLmanb-
Hyto nosuumto CDC unu Touku 3peHus Cnyxx6bbl No Aenam BeTepaHoB
(Department of Veterans Affairs) unu npasutenbctsa CLUA.
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[unarHocTuka u BeaeHue NauMeHToB C MbileYHOi aucTpodumen [oweHHa, YacTb 2:
pecnupaTtopHble (NyIbMOHONOrMYECKUE), KapAanonormyeckue, oCTeonoruyeckme u
opToneaMyeckue acneKkTbl BeAeHUS NALMEHTOB

A3eud bupHkpaHm (David J Birnkrant), Kamapure byw6u (Katharine Bushby), Kapna banH (Carla M Bann),
bernowamur Anman (Benjamin A Alman), Ceto3aH 3nkoH (Susan D Apkon), SHOmena bnekeenn (Angela Blackwell),
Jlopa Kelic (Laura E Case), /lunoa Kpaiin (Linda Cripe), Cmacs XadwuliaHHakuc (Stasia Hadjiyannakis), AapoH
OncoH (Aaron K Olson), 3Huen LWuxaH (Daniel W Sheehan), [xynu boner (Julie Bolen), [13sud Bebep (David R
Weber), JlurH Bopd (Leanne M Ward), dns paboyeli epynnsi no sonpocam yxoda 3a 6oneHsiMu ¢ MAJ (DMD Care

Considerations Working Group)*

CKOOPAMHUPOBAHHbIV MYNBTUAUCLUNIIMHAPHDIA NOAXOA ABNSETCA 06593aTeNbHbIM Al BbIPaGOTKM ONTUMAaIbHOM TaKTUKU
BeleHUS NaLMEHTOB NMPU OCHOBHbIX MPOSB/IEHUAX U BTOPUYHBIX OC/IOXKHEHUSAX MbllevHoM auctpodum diowenHa (MON).
CoBpeMeHHbIi ypoBeHb nomolum copMupoBancs 6naropaps AOCTYNHOCTU 6onee YyBCTBUTENbHbIX METO0B AUArHOCTUKM
1 6onee paHHeMy NPUMEHEHUIO TepaneBTUUECKMX BMELIATeNbCTB, KOTOPbIe CNOCO6GHbI NPOAJIUTDL XXU3Hb MALUEHTOB U YNyY-
WKTb ee KayecTBo. Bo BTOpoO# yacTn 06HOBNEHHbIX CTaHAApTOB BeaeHus nauueHToB ¢ MAM npeacraBneHbl nocneaHue
pekoMeHAALMKU MO BeAEHUI0 MaNb4YUKOB U MYXUMH ¢ MA[] B KOHTEKCTE HapylleHusl GYHKLMU AbIXaHUSA, CEpAEUHOI Aes-
Te/IbHOCTHU, COCTOSIHMSI KOCTEI M OCTEONopo3a, a TaKXKe acreKToB OpTOneAMYecKoro U xupypruueckoro nevenus. Kpome
TOro, Mbl NPeACTaBUM PeKOMEHAALMU N0 KapAUONOTMYECKUM acrekTaM BeAeHUs XKeHLWMUH-HoCUTeNnel MyTaumu, Bbi3biBa-
loweit 3To 3a6oneBaHne. B 06HOBNEHHOM AOKYMEHTE NOATBEPKAAETCS BAUSHUE A0NATOCPOYHOrO0 NPUMEHEHUS TIOKOKOP-
TUKOUAO0B Ha TeueHue 3abonesanns M4 n oTMeueHa He06X0AUMOCTb B PEKOMEHAALMUSAX AN pa3HbIX NEPUOAOB (CTaauUiA
3a60n1eBaHuSA) XXU3HU, TaK KaK NPOAO/IKUTENbHOCTb XXM3HU NaLMEHTOB yBenuumBaetcs. lMo-suanumMoMy, BeaeHue nauueHToB
¢ ML cywecTBEHHO U3MEHUTCS, KaK TONbKO MOSIBATCS HOBbIE METOAbI FEHETUHECKONH U MOJIEKYSIPHOI Tepanuu.

BBeneHue

B acnekTax BefeHWs NauMeHTOB C MblEYHON AncTpoduei
OiowenHa (MAO) 3a 2010 ron™? pekomMeHAYyeTCs MHOroMnpo-
WNBHBIV NOAXOA, K NEYEHUIO 3TOTO TSXKENOro Nporpeccmpy-
tOLLero HerpoMmblweyHoro 3abonesaHus. HeobxoamMMocTb B
BbIXOAE HacTosALLEro 06HOBIEHUS B TPEX YACTAX Ha3pena no
psiy TEM, KOTOpble XapaKTepU3yloT COBPEMEHHbIE NMOAXOAbI
no BeaeHuto naunenToB ¢ MI: Bo3pacTatowwas CoXHOCTb
y3KoCneuuanmu3npoBaHHOM NMOMOLLM U NOTPEBHOCTb B MHO-
ronpodubHbIX KOMaHAaX KIMHULMCTOB; MCMOJIb30BaHME
6onee YyBCTBUTE/bHbIX METOAOB AMArHOCTUKM U PAHHEro
TepaneBTMYECKOro BMELLATeNbCTBa; OXuaaeMas bonee onm-
TeNbHas BbIKMBAEMOCTb, YTO BbI3bIBAET HEOOXOAMMOCTb B
pa3paboTke peKOMeHJALMI A8 pasHbIX 3TAMOB XXM3HU; A
Takxke MpusHaHue Toro dakTta, YTO eCcTeCTBEHHOE TeyeHue
ML n3MeHMnocb nop, LEeNCTBMEM AJIUTENBHOIO NpuUMeHe-
HUS TNIOKOKOPTMKOMAO0B.® B HOBbIX aCreKTax BeLeHUs TaKkxKe
YYMTBIBAKOTCS OXMIAHWS TOTO, YTO MEPCMNEeKTUBHbIE TeHEeTU-
Yyeckne U MONEKYNsipHble METOAbl NeYeHWUs CYLLeCTBEHHO
M3MEHAT TaKTUKY BefeHns naumeHToB ¢ ML B 6amkanuem
Bynywem.

B 2014 romy KOOpAMHALMOHHBIM KOMMUTETOM pabouei
rpynnbl N0 BONPOCaM BefeHus nauneHTos ¢ MA/J, kyna Bxo-
LMNW 3KCNepTbl N0 MHOMUM AWCLMUMAMHAM, Obinn onpenene-
Hbl 11 Tem, KOTOpble JO/MKHbI ObiTb BKIKOUYEHbI B HacTosLLEe
obHoBneHWe. Bo BTOpOW 4acTu copepxaTcs nocnegHue pe-
KOMeHJaLMK1 Mo yXoay Npu HapyLWeHnn dyHKLMU ObIXaHuS,
cepaevyHoONn nesTenbHOCTM, COCTOSIHUS KOCTEN, @ Takxke npwu
0CTEONopo3e, OPTONeANIYECKOM U XMPYPrUYECKOM NIeYEHUH.
LLInpokoMacwTabHble paHLOMM3MPOBAHHbIE KOHTPOAMUpYye-
Mble nccneposanuna (PKM) B aToi obnactm npoBoaaTcs pea-

KO, MO3TOMY NpU MOLrOTOBKE PYKOBOACTBA WMCMOMb30BaNCS
MeToZ Oonpoca rpynnbl 3KCMEpToB O LenecoobpasHoCcTH
M HeobXxoOMMOCTM KOHKPETHbIX MCCIefoBaHWUi M BMella-
TeNbCTB C MOMOLLBH KIMHUYECKUX cueHapues. C NoOMOLLbo
TAKOM METOAMKM Mpeanonaranocb paspaboratb KOMMiekc
BaXKHEMLIMX MeponpuaTUii Mo BeaeHUo nauneHTos ¢ ML,
B pekomeHzaLmMy BKIKOUYEHbI TONIbKO Te METOLbl UCCe0Ba-
HWS M BMELLATeNbCTBA, KOTOPble Bblfn pacLeHeHbl Kak Liene-
coobpasHble, U Heobxogumeble. [onHOe onucaHne MeToao0B
npeacTaBieHo B Yactu 1 v B npunoxeHuu.

Ha Puc. 1 B wactu 1 Hactoswero o63opa npeacrtaBneHo
pestoMe MeTOA0B UCCIEeN0BAaHUS U BMELLATENbCTB MO BCEM
TeMaM, [aHHble B KOTOPbIX CrpynnuMpoBaHbl MO CTaausaM
3a60n1eBaHMs. DTO pe3toMe MOXET CNYXUTb «KapMaHHbIM
CMpaBOYHUKOM» MO 06LLEMY BEAEHMIO MALMEHTOB C 3TUM
3aboneBaHunem.

PecnupaTtopHbie (mynbMOHONOrMYecKue)
dCneKTbl

OCNOXHEHWUS CO CTOPOHbI OPraHOB AblXaHWS SBASIOTCS OC-
HOBHOM MPUYMHOM 3a060N1€BAEMOCTM M CMEPTHOCTM Y Naum-
eHtoB ¢ MAM. K 3TUM OCNOXHEHMSM OTHOCATCS CnabocTb
LbIXaTeNbHOM MYCKYNaTypbl, 3aKyNopKa AbIXaTebHbIX NyTei
MOKPOTOW, aTenekTasbl, MHEBMOHUS U AbIXaTeNbHas Hemno-
CTaTouYHOCTb. [pM OTCYTCTBMM NeYeHUs y NaLMeHTOB MOBbI-
LeH pUCK BO3HWUKHOBEHMUS TSXKENOW OLbILIKM, ANUTENbHOMO
HaXoXAeHWs B CTallMOHape W3-3a aTeneKTa3oB MW MHeB-
MOHMWU, UM CMEPTU BCIEACTBME OCTAHOBKM AbIXaHUS UK
apUTMMK, CNPOBOLIMPOBAHHOM AbIXaTeNbHOW NaTosorneit.*-¢

Ynpexaatowwmii (TpoaKTUBHbIN) MOAXOA K BeAeHWU0 60Mb-
HbIX BK/HOYaeT HabntopeHve 3a QyHKUMEN [biXaTeNbHOWM
MYCKyNaTypbl M CBOEBPEMEHHOE WCMONb30BaHWE peKpy-

*UYneHbl paboueit
rpynnbl NepeyYncieHsl B
KoHue 1-i yacTu atoro
o63opa

OTtpeneHve negmatpum,
MeANUMHCKUIA

ueHTp MetroHealth,
Yuusepcutet Keiic
BectepH Peseps, .
Knuenena, wrat Oraito,
CLIA

(npod. D J Birnkrant,
MD); LlenTp
MUCCnefoBaHuin
MbILEYHOM AnCTpodum
uM. koHa YonToHa,
MHCTUTYT reHeTuyeckoi
MeauLMHbI,
Hbtokacnckuit
YHVUBEPCUTET, T.
Hbtokacn-anoH-TaiH,
Benukobputanus
(npod. K Bushby, MD);
RTI International,
TpeyronbHUK HayKu,
wrat CeBepHas
KaponuHa, CLUA

(CM Bann,PhD,

A Blackwell,

MPH); kadenpa
opToneanyeckomn
Xupypruu, YHuepcutet
[btoka, hakynsteT
MeauUMHbI 1
3/1paBOOXPAHEHMA, T.
[Lapewm, wrat CeBepHas
Kaponuna, CLUA
(npod. B A Alman,
MD); otneneHue
peabunutaumu (Npod.
S D Apkon, MD) u
oTaeneHue neauaTpun
(AK Olson, MD),
[etckas 6onbHMLa
Cuatna, r. Cuath, wrat
BawwunrTon, CLUA; Bpay
otaeneHns neyebHoi
uU3KyNbTYpHI,
kadenpa opToneauu,
YHuBepcuteT [btoka,
MeOMLMHCKUIA
dakynbterT, r. Japem,
wrat CeBepHas
KaponuHa, CLLA

(L E Case, DPT);
otaeneHue neguaTpum,
HauunoHanbHas getckas
6onbHULA, YHUBEPCUTET
wrata Oralio, .
Konymbyc, wrat Oratio,
CLWA (npod. L Cripe,
MD); otneneHue
3HAOKPUHONOIMKU U
HapyLeHns obmMeHa
BeLecTs, [leTckas
6onbHULE BocTouHoro
OHTapwno n OTTaBCKMit
yHuBepcuTert, r. OTTaBa,
npoBuHuus OHTapuo,
Kanana
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Am6ynatopHas ctagus

06cnepoBaHmne

OnuH pas B roa: GXEN

MccnenoBaHue BO BpeMsi CHa® ¢ KanHorpadueil s BbIBNEHUS NPU3HAKOB M CUMMTOMOB OBCTPYKTUBHOTO anHO3 BO BPEMS CHA MM HAPYLUEHUS AbIXaHWs BO CHe

Bmewarenbcrea

V]MMyHMBaLLMﬂ MHEBMOKOKKOBbIMM BaKLMHAMU U €XErogHas MMMyHM3auma MHAKTMBMPOBAHHOW BaKLUMHOM NPOTMB rpunna

PekpyTtupoBaHue obbema nerkux npu GXEN <60 % oT fomkHo

PaHHsis HeambynaTopHas cTaaus

2 pasa B roa: ®XEJ, MIP/MEP, PCF (MCK), Sp02, petCO2/ptcCO2

BcnomoratenbHbiit kawenb npu MXE/ <50 % ot gomkHoM,
PCF (NCK)<270 n/MuH unu MEP <60 cmM H20**

HouHas BcmomoraTenbHasi BEHTUSILMS NErkux C peseps-
HOM 4acTOTOi AbIXaTeNbHbIX ABUXEHUI (MPEeAnoYTUTENbHO
HEMHBA3MBHAs) MPU HaM4MM MPU3HAKOB MM CUMNTOMOB
TMMOBEHTUALMM BO BPEMS CHA WM APYTUX HAPYLIEHWIA [ibl-
XaHwWs BO CHe)™" OTK/IOHEHMSIX OT HOPMbI Pe3y/bTaToB UcCe-
[10BaHMs Bo BpeMs cHa, MXEJT <50 % ot pomkHoi, MIP<60
cM H20 wnm mncxonHbix nokasatensix npu npobyxaeHun
Sp02<95% unu pCO2>45 MM pT. CT.

[lo6aBneHve BCMOMOraTeNbHOW  BEHTUASLMK
NEerknx B AHEBHOe BpeMs, ™™ ecain, HeCMOTps Ha

HOYHYHO BEHTUNIALMIO NETKUX, AHEBHbIE NMOKasa-

Tenm Sp02<95 %, pCO2>45 MM pT. CT. UK UMe-
I0TC CUMMTOMbI NPOBYXXAEHUS 13-3a OAbILIKM

Puc. 1. 06cnepoBaHue M BMeLIATENbCTBA npu yxoae 3a nauMeHTamu c MbILIEYHOM AMCTPO¢Meﬁ [ioweHHa ¢ HapyuweHUaAMHU AbiXaHUA No ctTaguam 3a6oneBaHus

(S Hadjiyannakis, MD,
L M Ward MD); Oetckas
6onbHMLA UM. [IxxOHa
P. Oitwes, YHnsepcutet
wraTa Helo-Mopk B
Byddano, . byddano,
wrat Hbto-Mopk, CLUA
(D W Sheehan, MD);
rpynna cneumanmncTos
N0 U3yYeHuto

penkux 6onesHen n
KIMHUYECKMX UCXOA0B,
HaumoHanbHbIM

LeHTp U3yyeHus
BPOXAEHHbIX MOPOKOB
M UHBANMLHOCTH
BCNIeACTBME HapYLLIEHW
passuTus, LleHTpbl

N0 KOHTPONIO U
npodunakTmke
3abonesaHui,

r. ATnaHTa, Wwrat
Lxxopmxus, CLLA

() Bolen, PhD)

n oTaeneHne
3HAOKPWUHONOIMMU U
nmnabeta, letckas
6onbHULa uM. lonucaHo,
MeauUMHCKUIA LeHTp
Pouectepckoro
yHMBEpCUTETA,

r. Pouecrep, wrat Hblo-
Mopk, CLUA

(D R Weber, MD)

TUPOBaHWS 06beMa nerkux (Hanpumep, AblXaTeNbHas MM-
HacTMka MewkoM AMOy - mpuM. pep.), BCMOMOraTe/ibHOro
Kallis, BCMOMOraTeNbHOM BEHTUAALIMU NETKMX HOYbIO M MO-
CNepyoLLen BeHTUNALMK NETKUX B LHEBHOE BpeMs. JTu ba-
30Bble METOAbI JIEYEHMS CMOCOBCTBYHOT CHUMKEHMIO YaCTOTbI
OC/TOKHEHWI CO CTOPOHbI AbIXATEIbHOM CUCTEMBI, Yayulle-
HMI0 KAyecTBa >XXM3HWM M MporHosa.* 1% O6blYHO NaumeHTbl
CTaNKMBAKOTCA CO BCEMM DA30BbIMM METOAAMW NEYEHUS K
Bo3pacty 18-21 ropa, Lo nepexofa Ha obBCIy>XMBaHME OT
[LeTCKMX K B3pOC/bIM CNeLmanmcTam no eyveHnto 3abonesa-
HWIA OPraHOB AbIXaHUS.

[nsa ocyliecTBneHns peKoMeHaLuMi 1 NONOXKEHUI pyKo-
BOZACTB MO OKa3aHW MOMOLLUM NP NATONOMMMU AbIXaTeNbHOM
cuctemblt 2 11715 tpebyeTcs pabota MynbTUAMCUMIIMHAPHOM
KOMaH[bl CMeumanmncToB, B KOTOPYHO AOMKHbI BXOAMTb Tepa-
neBTbl, MY/IbMOHOMOMM (bU3MYecKne TepanesTbl B HEKOTOPbIX
CUCTEMAX 3[4PaBOOXPAHEHUS) U CMELUANNUCTbI, OCYLLEeCTBIIS-
lolMe yxon 3a naumMeHToM Ha pomy. OHM LOMKHbI NpoBe-
CTU OLEHKY (QYHKLMOHANbHbLIX MOKa3aTenen [AbiXxaTenbHOM
cucTeMbl (Hanpumep, GYHKLUMKM BHELIHErO AbIXaHWUs — NMPUM.
pepn.) v mokasaTtenen AbIXaHWs BO CHe (HanpuMep, HOYHas
MyNbCOKCUMETPUS — MPUM. PEL.), @ TaKXKe MPUHSATb peLLeHue
0 MPOBEAEHUM U BbIMOJHSATb PEKPYTUPOBaHME 06beMa Nier-
KMX,'® pyYHble U MexaHWU4eckue NpUeMbl BCMOMOraTe/IbHOro
Kawns,>’ HEMHBA3MBHYIO BEHTUIALMIO NIETKUX M MHBA3WB-
HYI0 BEHTUNAUMIO Nerkmnx Yepes TpaxeoctoMy. O6cyxxaeHune
ONMTMMasNbHOM TaKTUKM OKa3aHMs NMOMOLLM NPU HapYLLUEHUSX

CO CTOPOHbI [AbIXaTENbHOW CUCTEMbI HEOBXOAMMO BECTU C
OrNIAAKOM Ha COCTOAAHME APYrMX CMCTEM OpraHM3Ma nauueH-
Ta, 0CO6EHHO CepAEeYHO-COCYANCTON CUCTEMbI. 018

B 3TOM 06HOBNEHMM Mbl pEKOMEHAYEM B0o/1ee BbICOKUE MO-
pOroBble 3HaYeHUs nokasatenei QyHKLMU BHELLIHErO AbIXa-
HUS (TO eCTb MEHEE BbIPAKEHHOE HapylleHue hyHKUMKU [bl-
XaHusl) ANs Hayana NpoBEAEHMS BCMOMOraTeNbHOMO Kalluns
M BCMOMOTaTENbHOM BEHTUASLMM JIETKMX, YEM B acnekTax fno
BeneHuto 3a 2010 rog.

Kak npepnonaraeTcs, HOBble KPUTEPUWM AOMKHbI CLENATb
MCMONb30BaHMUE 3TUX BMELIATENbCTB 60ee 0XKMAAEMbIM, pU
3TOM Tepanus, BO3MOXHO, ByIeT HAUMHATLCS Y NALMEHTOB B
HEeCKoNIbKO M/IaALLIEeM BO3pacTe.

AmMbynaTtopHas ctagus

Ha Puc. 1 nokasaHbl METOAbl AUATHOCTUKM U IEYEHUS Ha-
PYLEHWI CO CTOPOHbI AbIXaTeNbHOM CUCTEMbI Y MALMEHTOB
¢ MO no crapusam 3aboneBaHus. CnupomeTpuio ciepyet
HauMHaTb Yy NaLUMEHTOB yxe B Bo3lpacte 5-6 net. Perynsp-
Hoe HabnaeHue 3a GyHKLMENR AbIXaHWUS KPUTUYECKM BAXKHO
Npy NeYeHnmn apixaTenbHbIX HapyleHuid. ObbiuHO hopcupo-
BaHHas XXM3HEHHas eMKoCTb nerkux (OXEJT) yBenuumeaetcs
no mMepe pocta pebeHka 40 Tex nop, Koraa nauueHT yTpaTuT
crnocobHocTb k xoabbe. MXKEJ1 focturaeT cBoero MakcMmarb-
HOro 3HayeHus, 3aTeM CleayeT NaaTto, Nocie Yero 3TOT Mo-
KaszaTeslb CO BpeMeHeM yxyawaetcs.' 2! Yxyawerne OXEJ
MOXeT He COMpOBOXAATbCSA OAbIWKOW. Eciv He npoBoanTb
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perynsipHyto CMMpOMETPUID, ero HapyLUeHne MOXeT OCTaTb-
€S HEe3aMeYeHHbIM. B KpynHOM KOrOpTHOM MCCNefoBaHWUMU C
y4YacTMeM Masb4yMKOB, KOTOPbIE HE MOMyYanu neyeHus Kop-
TUKOCTEpOMAAMM, BO3PACT HA MOMEHT yTpaTbl CMOCOHGHOCTM
XOAMTb CTY>KMN MPOrHOCTUYECKUM (DAKTOPOM A1 BO3pacTa,
Korga otMevaeTcs MakcumanbHoe 3HadveHue MXKEJ], u cko-
POCTM NOCNEAYOLWEro yXyaLWeHus 3Toro nokasarens. '’

Hanpumep, 6onee paHHss yTpata CNocobHOCTM XOAMTb
coBnagana ¢ 6onee paHHMUM HACTyNaeHUEM MaKCUMaNIbHOTO
3HauveHust OXXEJT 1 MeHbLIMM 3HAYEHMEM 3TOrO MoKasaTens,
a Takke c bonee ctpeMuTenbHbIM CHkeHnem MXEJ], yem
npu 6onee no3aHen yrpate cnocobHOCTM K xoabbe.

OpHaKo M3-3a 3HAYUTENbHOM WM3MEHYMBOCTU CKOPOCTU
usameHeHus MXEJT c TeyeHMeM BpeMeHU cpeau NaLMeHTOB
HeobXxoaMMO MpOBOAMTL MOCNENOBATENbHbIE U3MEpeHUs
MXEJ], 4ToObl MOAYYMTb XAPAKTEPUCTUKU AbIXATENbHOIO
deHoTnna unu Tpaektopun nameHenns OXEJT ong kaxmoro
nauueHTa.

B Teyenne ambynaTopHOM CTaguMuM MOryT MOHAA0OUTb-
€S UCCNefoBaHMs MaLMeHTa BO BPEMS CHA C MPOBeLEHUEM
KanHorpaduu, 0cobeHHO y NaLMeHTOB ¢ NpubaBKoM B Macce
Tena u3-3a Tepanuu rMIOKOKOPTUKOMAAMM U Y NMALUEHTOB C
HapyLleHMeM [ibixaHus BO cHe. MiccnenoBaHuUs BO BpeMs CHA
MOTYT UCMO/b30BATbCS B KAUECTBE afibTePHATUBHOIO MeToaa
MOHWUTOPUHIa QYHKLMKU ObIXaHUS Y NALMEHTOB, C KOTOPbIMMU
He y[aeTcs B3aMMOAEUCTBOBATb [LOMKHbIM 06pa3oMm, npwu
npoBefeHUU CIMPOMETPUMN.

Maunentsl ¢ MO AOMKHBI €XEerogHo noayyYaTb UMMYHU-
3aUMI0 NPOTUB TPUMMA MHAKTUBMPOBAHHOM BaKLUMHOW (TO
€CTb MHbEKLMOHHOM BAaKLMHOM, @ HE XXMBOW aTTEHYMPOBaH-
HOM Ha3anbHOW BakKUMHOM) M MHEBMOKOKKOBbIMW BaKLMHA-
mu (Bktoyas PCV13 u PPSV23) cornacHo pekoMeHaaumsm,
MONMyYEHHbIM OT LEEHTPOB KOHTPOAS M NPOdUNaKTUKKM 3a-
6onesaemoctn CLIA (US Centers for Disease Control and
Prevention),’? opyr1x yupexxaeHuit 3 paBooOXpaHeHus, Takmnx
Kak «Koanuuus copenctsus nMmyHusauuu» (Immunization
Action Coalition)” u «[poekT ong poauTenei naumeH-
TOB C MblleyHoln auctpoduei» (Parent Project Muscular
Dystrophy).?*

CnenyeT 03HaKOMUTb NALMEHTOB M JIULL, OCYLLECTBASIOLLMX
YXO[ 33 HUMMU, C OCIOKHEHUSIMU CO CTOPOHbI AbIXaTeNbHOM
CUCTEMBI, KOTOPbIE MOTYT BO3HWKHYTb BO BpeMsi aMbynaTtop-
Hoi ctagum MIAJ, 4To6bl OHM ObITb FOTOBbI K OyAYyLWIMM OC-
JIOXXHEHUAM 3a060N1EBaHUS U UX TEYEHUIO.

PaHHsa HeambynaTopHas ctagus

HeobxoaMMOCTb B NMpOBeLEeHWM BMELIATeNbCTB A MOA-
LepxKu GYHKLUMKM ObIXaHWUS Yalle BCero BO3HMKAET nocsie
yTpaThbl cnocobHocTn xoanTb (Puc. 1). ®XKEJ/T B nonoxeHuu
cuas (B abBCONIOTHBIX BENIMUMHAX U B MPOLLEHTaX OT AOMKHOIO
Mo pa3Maxy pyK Wau AJMHE TOKTEBOM KOCTH), MaKCUMarbHoe
[laBNleHue Ha BLOXE W BblA0OXE, MaKCUMANbHYI CKOPOCTb Bbl-
[l0Xa Mpu Kawne (MMKoBasi CKOPOCTb KalLs) U HacbleHue
KPOBM KMC/IOPOAOM MO AaHHbIM nynbcokcumetpa (Sp02)
HeobXxoaMMO onpenensTb Y BCeX HEXOASYMX MaLMEHTOB He
pexe yeM Kaxpble 6 MecsueB. Kpome TOro, mpu HaamMumum
COOTBeTCBYHOLLEro 060pyaoBaHUs, NapumasbHoe AaBieHue

YINEKUCI0ro ra3a B KOHLLE BblA0XA MW YPECKOXKHOEe NapLy-
anbHOe [JaBneHwWe yrnekucnoro rasa B kposu (petCO2 wnu
ptcCO2 cooTBETCTBEHHO) HEOOXOAMMO OMpenensTb Kaxable
6 MecsiLeB UNKU BCSKMIM pas, korga SpO2 npu apixaHuu at-
MoCdepHbIM BO34yXOM cocTaBnseT 95 % unu meHbLue.

Mo Mepe CHUXEHWUS XM3HEHHOW eMKOCTU NIErKUX CTeHKU
rPYAHOM KNeTKW MauMeHTa CTaHOBSATCS CKOBAHHbIMM, HEMO-
[AT/IMBbIMU, U YMEHbLUIAeTCs 06beM nerkmx. Ans coxpaHeHus
noAaTIMBOCTU neroyHow Tkanu npu OXEJ 60 % ot nomkHoM
WIM MEeHblUe MOKa3aHO PeKypTMpOBaHWe obbema Nerkux,
KOTOpOe [OCTUraeTcsl C MOMOLLbI MCNonb3oBaHus 1 unu 2
pasa B AeHb CAaMOHAZyBaLLErocs pyyHoro Mewuka Aans uc-
KYCCTBEHHOM BEHTUAALMM Nerkux (Mewka AM6Y — npuMm. pep.)
WKW YCTPOMCTBA AN MEXAHWUYECKOM MHCYDPAAaLMMU-3KCCYd-
nauMmM (OTKaWwMBaTenb B «pexume AMBy» — npum. pen.), obe-
CMeymBaloLLMX ry6OKOE HAMOSIHEHWE NIErKMUX BO34YXOM.>> %/

Bo Bpems paHHelt HeaMbynaToOpHOM CTaAMU HEKOTOPbIM
naumeHtam ¢ MOl MoXeT NoHagobUTbCS XMpypruyeckoe
BMELLATEeNbCTBO MO MOBOAY NPOrpeccMpyoLLEro cKkonmo3sa.”®
B paHee ony6aMKOBaHHbIX PyKOBOACTBAX PAaCCMOTPEHbI BO-
npochbl BeleHMS1 MALMEHTOB C HapyLIEeHUIMU DYHKLUKU Opl-
XaHu$, NepeHecLLnX XMpypruyeckoe BMELLIATeNbCTBO, B TOM
yucne NokasaHua ong npefonepaumoHHOro 06yyYeHus nNosb-
30BaHUI0 YCTPOWMCTBAMM AN BCOMOrATENbHOMO KaLisg Uan
L1 HEUHBA3WBHOW BEHTWUASLMMU ferkux.’* Y nauueHTos, y
KOTOPbIX UMEKTCS KOTHUTUBHbIE HAapyLIEHUS UK Y KOTOPbIX
He y[aeTcs MoAyYuTb HAAEXKHbIe pe3yNnbTaTbl UCCIeL0BAHUS
(YHKLMWU BHELIHEro AbIXaHusl, MOXET BblTb MHPOPMATUBHOW
npeaonepauvoHHas NoaMcoMHorpadus.

Mo3pHaa HeambBynaTopHasa cTagus

o mMepe nmporpeccMpoBaHWs HeaMOyNnaTOpHOM CTafuu y
naumeHtoB ¢ MIJ ocnabeBaeT cuna KalneBoro Ton4yka, B
pe3ynbTaTe 4Yero BO3PACTAeT PUCK PA3BUTUS ATeNEeKTa30B,
NMHEBMOHMU, BEHTUNSLMOHHO-Nepdy3noHHOro amucbanaHca
W MporpeccupoBaHue [0 [bIXaTelbHOM HEeA0CTaTOYHOCTH,
0C0OEHHO MpU MHDEKUMIX AblXaTenbHbiX NyTei. JleyeHne
3aK/II0YAETCS B PYYHOM U MEXAHMUYECKOM BCMOMOraTe/lbHOM
Kawne. 3TM MeTombl nokasaHbl npu MXEJT Huxke 50 % ot
[LOMKHOM, MaKCMMArbHOWM CKOPOCTU BblAOXa Npu Kalune (nu-
KOBOW CKOPOCTU Kawns) meHee 270 n/MUH unm MakcuManb-
HOM [aBneHun Ha Bbigoxe MeHee 60 cmM H20 (Puc. 1).29-3*

Mbl coBeTyeM, 4TOObl AOMA Yy MALMEHTOB, KOTOPbIM Bbl-
MOJHAOT BCMOMOraTeNbHbIA Kallenb, Obll NMynbCOKCUMETP.
Mpu SpO2, npu AbIXxaHUU KOMHATHBIM BO34yXOM, Hxe 95 %
YaCcTOTy BCMOMOraTeNbHOro Kawing cneayeTt YBENUYMTb NS
NPOPUNAKTUKM U NeYeHUs 3aKYNMOPKM AblXaTesbHbIX NyTei
MOKPOTOW, pa3BUTKS aTeNEeKTa30B U MHEBMOHUU. TakKe Mbl
pekoMeHyeM HauMHaTb aHTMBUOTMKOTEPANMIO NMPU OCTPbIX
pecnupaTopHbIx 3aboneBaHusix, Koraa y nauMeHToB Habto-
[AKTCA TpU U3 CNefyrlWwmx MNATM NPU3HAKOB MHEBMOHUM:
MoBbILLEHWE TeMnepaTypbl TeNna, NOBbILEHHOE KONUYeCcTBO
NenKoLMTOB U yBeNuMYeHne KoHueHTpauun C-peakTMBHOrO
6enka, obpasoBaHMe MOKPOTbl U MHOUILTPAT B IETKOM HA
peHTreHorpaMme, rMnoKCus, AN YacToe AbIXaHue C Ofblll-
KOW W aKTMBaLMeln BCNOMOraTenbHOM AbIXaTeNbHOM MYCKY-
naTypbl.
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Bonee nogpobHas
MHbOopMaLma o
Koanuuuu B nopaepsxky
UMMYHU3aUnn
npeacTaBneHa Ha Beb-
caitte http://immunize.
org/

bonee noapobHas
nHbopmaums

o lNpoekTe ang
poauTenei NaluneHToB C
MbILLEYHOW AnCTpodueit
npeacTaBneHa Ha
Beb-caiite http://www.
parentprojectmd.org/
Bonee nogpobHas
MHdopmMaums o
HaunoHanbHoM
MHCTUTYTe BonesHemn
cepaua, Nerkmnx u Kposm
npeacTaBneHa Ha
Beb-caiite https://www.
nhlbi.nih.gov/

Bonee nogpobHas
nMHdopmaums o
MexayHaponHom
06LecTBe KIMHUYECKON
LLEHCUTOMETPUM
npeacTaBneHa Ha
Be6-caiite https://www.
iscd.org/

B nospHeit HeambynaTopHOWM CTaguu LN yBENUYeHMUS
LJIMTENbHOCTY BbIXXMBaeMOoCTH naumeHtam ¢ M tpebyetcs
BCroMoraTesibHas BEHTUAALMS ferkmx.>> B yctpoiictBax ans
BEHTUNIALMM NNETKMX AOMKHA ObITb NpeaycMoTpeHa GyHKLMK
pe3epBHOM YaCTOTbl AbIXaTeNbHbIX ABUXEHWH, 4TOObI M3be-
XaTb anHo3. MMokasaHWAMK 41 HOYHOM BCMOMOraTeNbHOM
BEHTUNIALMMN NIETKMX SBNSIOTCA MPU3HAKM U CUMMTOMBI FUMO-
BEHTUNIALMM MW HApYLIEHWS AbIXaHWUS BO BPeMs CHA, He3a-
BMCMMO OT CTENEHM HApyLUEHNS QYHKLMM AbIXaHMS; K TaKUM
CUMMTOMaM OTHOCSTCS YTOM/ISEMOCTb, OAbILIKA, YTPEHHAS
WK NPOAOIKUTENbHAS ronoBHas 60Nb, YacTble HOYHbIE
Npoby>XAeHNs MM HEBO3MOXHOCTb 3aCHYTb, MOBbILIEHHAS
[IHeBHAs COHNIMBOCTb, Npo6aeMbl C KOHLEHTpaLMe BHUMA-
HMS, OAbIWKA M TaxMKapaus Npu npobyXAeHWW W yacTble
KolMapHble cHoBUAEHMS. OfHAKO Y HEKOTOPbIX MaLMEHTOB
TUMOBEHTUNALMS HE NPOSBASETC CMMNTOMaMu.** Mo3Tomy
HOYHYIO BCMOMOraTeNbHYIO0 BEHTUASLMIO IETKMX CNeayeT Ha-
unHaTh, korga OXEJ1 y naumeHTta ctaHoBMTCS MeHbLie 50%
OT AO/MKHOM Mnu npu abCoNOTHOM 3HAYEHWM MaKCUMMalb-
HOro gaeneHus Ha Booxe MeHblwe 60 cM H20. Ee cnepyet
TakXe Ha4YMHaTb, EIM MALMEHT HE MOXET 3aCHYTb, @ TaKXe
eC/v 13-3a TMNOBEHTUNALMM B [HEBHOE BpeMs HabnoaaloT-
ca cnepytowme npusHaku: petCO2 unm ptcCO2 6onee 45 mm
BT. CT.; pCO2 B apTepuanbHO, BEHO3HOW MW KanunspHoW
KpOBM Bbile 45 MM pT. cT. unm 6azoBoe SpO2 B Bo3ayxe no-
MeLieHns Huke 95 % (Puc. 1).%5-38

HouHas uckyccTBeHHas BEHTMAALMS NETKMX Takxke noka-
3aHa MauMeHTaM C OTKJIOHEHUSMM pe3ynbTaToB UCCIeA0Ba-
HUI BO BPeMS CHa, B TOM YMC/IE HOYHOWM MYNbCOKCUMETPUM,
KOMBMHMPOBAHHOM OKCMMETpUM-KanHorpadum u noamco-
MHorpaduu ¢ KanHorpaduei. Y nauneHToB, He CMOCOBHbIX
XO[MTb, C CUMNTOMAaMM1 HapyLEHWUS AbIXaHUS BO BPEMS CHa,
COMHO/IOTMYECKME UCCNEN0BAHMS (HAaNpUMep, HOYHAs NyNb-
COKCMMETPUS — NPUM. pea.) Mo BO3MOXHOCTU HeobxoanMMo
NpOBOAMTL He pexe Yem pas B rof. K pesynsratam uccne-
[LOBaHMIA BO BpeMs CHa, KOTOpble CBUAETENLCTBYHOT O He0b-
XOLMMOCTM BCMOMOraTe/bHOM WMCKYCCTBEHHOW BEHTUASLMM
nerkmx, otHocatcs petCO2 unm ptcCO2 6onee 50 MM pT. cT. B
TeyeHMe Nno KpaiHen Mepe 2 % BpeMeHu CHa, Habnogaemoe
BO BpeMsi CHa noBbiweHne ypoBHa petCO2 unm ptcCO2 Ha
10 MM pT. CT. BbIlLe MCXOQHOTO YPOBHS BO BpeMsi 604pCTBO-
BaHWs B TeYEHWe Mo KpaiHei Mepe 2 % BpeMeHu cHa, SpO2
88 % nnu MeHblLLe B Te4eHWe No KpariHei Mepe 2 % BpeMeHu
CHa WY HENpepbIBHO B TEYEHME KaK MUHUMYM 5 MUHYT Un
MHOEKC anHO3-TMNonHo3 5 unu 6onee Byac.’’*° Yuutbias,
yTo naumneHtam ¢ MAM HenzbexHo noHamobMTCS BCnoMmora-
TenbHas BEHTUNALMS NETKUX AN IEYEHUS TMMOBEHTUASLMN,
HOYHAs HEMHBA3WBHAs BCMOMOraTenbHas WCKYCCTBEHHAs
BeHTUNALMSA nerkmx (@ He CPAP-Tepanus) saBnsetcs Tepanueii
nepBoi MMHUM y naumeHToB ¢ MAM v cuHapomMoM 06CTpyK-
TUBHOTO arnHO3 BO BPeMS CHa.

HeunHBa3MBHasg MCKYCCTBEHHAN BEHTUNALMS NETKMUX TAKXKe
MOXET MCMONb30BaTLCS BOBPEMS M MOCIE Mpouesyp aHe-
CTe3nW UK CepaLmm 1, B COYETaHMM CO BCMOMOraTeNbHbIM
Kawnem, ang aKcTybauum nauMeHToB, Y KOTOPbIX MPOBOAM-
Nacb UCKYCCTBEHHAs BEHTUNSALMS NErKUX B CBSA3M C pecnupa-
TOPHbIMU UHDEKLMAMM. O

Mpu MO runokceMust 06bIYHO pa3BMBAETCS B pe3y/nibTaTe
TUNOBEHTUNSALMM, aTeNeKTa3a UAKM MHEBMOHMU. [103TOMY He
CriefyeT OTAENbHO WCMONb30BaTb LOMONHUTENBHYIO KUCIO-
popotepanuio. Kucnopon MoxeT 6e30MacHO NPUMEHSTbCS
TONbKO B COYETAHUM CO BCMOMOraTeNbHOM MCKYCCTBEHHOM
BEHTUASLMEN NerknX 1 BCMOMOraTe/lbHbIM KallaeM, Npu ocy-
LwecTBieHnn koHTpons ypoBHs CO2 B KpoBM.

Mo Mepe yxyaweHUs QYHKLMM NEerkuX, HECMOTPS Ha UC-
Mo/sb30BaHWE Y HMX BCMOMOraTeNbHOM BEHTUASLMM NETKUX
BO BpPEMS CHA, Yy NaLMEHTOB Pa3BMBAOTCS TaKMe CUMMTOMbI
TUNOBEHTUAALMM, KaK OApILLKA, YTOMASEMOCTb U NPo6aeMbl
C KOHUeHTpauuei BHMMaHus. Oco6eHHO BbICOKMIA PUCK Yy Na-
LMEHTOB C o4eHb Hu3Kkow MXEJT (<680 mn B ofHOM wmccne-
Lo0BaHMK*). T103TOMY NauMEHTbl 3a4aCTyr0 CaMOCTOSITENIbHO
MpOL/IeBAOT UCMONb30BAHME BCMIOMOTaTeNbHON BEHTUASALMM
Nerknx Ha [HEBHOE BpeMsl, B KOHEYHOM UTOre nepexons Ha
KPYFNOCYTOUHYIO BEHTUAALMIO. [TOKa3aHMs K AHEBHOW BCMO-
MOraTeNbHOM BEHTUAALMM NErKUX nepeuncineHbl Ha Puc. 1.
BapuaHTbl MCMonb30BaHUs KPYrIOCYTOYHOM HEUHBA3UMBHOM
BEHTUASLMU NErKUX BK/IKOYALOT BEHTUAALMIO MO 06beMy Ye-
pe3 MyHALWTYK MAKM TaK Ha3bIBAEMYH <MOPLMOHHYIO» BEH-
TUNALMIO AHEM, C MepexofoM Ha Ha3aNbHYK BEHTUASLMIO
Mo AABNEHMIO HOYbID BO BPEMS CHA. ANbTEPHATUBHO, MOXET
MCMOMb30BaTLCS KPYMOCYTOUHAS HA3abHAs BEHTUAALMS MO
[LaBNEHUIO, KOTOPAasl TakKe XOPOLIO MEePeHOCUTCS NauueH-
Tamu. 42 B Lensx 6e30nacHoCTM U MOPTaTUBHOCTU Y 3TUX
YCTPOWCTB LOMXEH BblTb BCTPOEHHbIW aKKYMynsTOp.

CrnopHbIM BOMPOCOM SIBASIETCS, KAKOM U3 METOAOB BEHTU-
NSAUMN NErKUX SBASIETCS NPEANOYTUTENbHBIM Y MaLMEHTOB
¢ ML, - yepe3 TpaxeoCTOMy WM HEMHBA3UBHbIN. B Heko-
TOPbIX LEHTPax B KayecTBe MHAMKATOpa HEOBXOAMMOCTH
BbIMONHEHWS TPAxeoCTOMMM UCMONb3YeTCs AUTENbHOCTb
HaxoxaeHus nauueHTa Ha MBJ1 (Hanpumep, 16 u/cyTku unm
6onee).” % OLHAKO KIMHWYECKMIA OMbIT CBUAETENLCTBYET B
nosb3y WCMOMb30BaHWUS HEWHBA3MBHOW BCMOMOraTeNbHOM
BEHTUNSLMM NIerkKux BNAOTb [0 KPYFOCYTOUHOMO pexuma.”
4246 Mpl HaCTOSTENbHO PEKOMEHAYEM UCMO/b30BaHUE HEWH-
Ba3WBHOM BEHTUASLMU NETKMX B BONbLIMHCTBE KIMHUYECKUX
cuTyaumit. PekoMeHayeMble HaMu MOKasaHUs K TPaxeocTo-
MU riepeuncieHbl Ha Puc. 1. K HUM oTHOCATCS npeanoyTeHue
nauueHTa, HEBO3MOXHOCTb MCMO/b30BaHUS HEUHBA3UBHOM
BEHTUISALMMU NErkUX, TPU HeyLAuHbIX MOMbITKM 3KCTy6aLmm
npu KPUTUYECKOM COCTOSHUM NaLMEeHTa, HECMOTPS Ha ONTH-
ManbHOE WMCMO/b30BaHME HEUHBA3UBHOM BEHTUNALMMU ner-
KMX M MEXaHWYECKOro BCMOMOraTeNbHOro Kallns, UAu Hes-
DhEeKTUBHOCTb HEMHBA3MBHbBIX METOLOB BCMOMOraTeNbHOro
Kawns B NpefoTBpALLEHWMM AcMMpaLuM ceKpeTa B Nerkue
“3-3a C1a6OCTM MbILL, POTOBOWM MOMOCTU U FNIOTKKU, OTBEYA-
IOLLMX 33 peyb W roTaHKe. B uenom pelueHve B 3HaunTeNb-
HOW Mepe 3aBWUCUT OT NPEANOYTEHUIA KaXA0ro naumueHTa u
TeyeHus 3aboneBaHus, HaBbIKOB M METOA0B, KOTOPble 06bIY-
HO MCMOMb3YIT KAMHWULMCTbI, OCYLLECTBASIOLWME NeyeHue
MauMeHTa, MEeCTHbIX CTaHLAPTOB OKa3aHUs MenMLMHCKOM
MOMOLLUM M LOCTYMHOCTU PECYPCOB OBCNYKMBAHUS HA AOMY,
TaKMX Kak HOYHble AexXypCcTBa MeacecTpbl.”” Mcnonb3oBaHue
HEMHBA3MBHbIX BCMOMOraTe/bHbIX [bIXaTebHbIX YCTPOICTB
SBNSETC 0COBEHHO C/I0XKHOW 3afayeii Npu BO3HUKHOBEHUM
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OCTpPbIX PECMUPATOPHbIX 3a60EBAHMI Y MALMEHTOB C OYEHD
nosaHuMu ctagusamu MO UK ey HUX UMEIOTCSl XPOHM-
yeckue NpoBieMbl C INOTaHUEM CIIHOHBI.

HenpepbiBHas WMCKYCCTBEHHAsl BEHTUAAUMS Nerkux obe-
CreynBaeT MOLAEPXKKY XM3HEHHO BaXKHbIX (YHKLMIA, No3-
TOMY [O/MKHbI BbITh JOCTYMHbI pe3epBHbIi annapat UBJ1 u
PYYHOI pecnupaTtop Ha clyyai BbIXO4a U3 CTPOSi OCHOBHOIO
annapata WBJ1. AkkymynsaTopHble 6atapen wnu reHeparop
LOMKHbI BbITb LOCTYMHbI K MCMONb30BaHMIO BO BpeMsl aBa-
PUAHOTO OTK/KOYEHUS 3NEKTPO3IHEpruu. YCTPOMCTBO Ans
MCKYCCTBEHHOM BEHTUAALMM NETKUX M aKKyMynsiTopHasl 6a-
Tapest LOMKHbI BbITb NPUKPENEHbI K KPeCTy-KONSICKe nauu-
eHTa s obecneyeHus MOBUIbHOCTY U YyULLEHWS Ka4ecTBa
KU3HW. ECK 3TO NPaKTUYeCKM OCYLLECTBUMO, HOUHOE AEXYp-
CTBO ME[CECTPbl MOXET HAMHOIO CHU3WUTb PUCK MOTEHLM-
aNbHO KATacTPODUUECKUX LbIXaTeNbHbIX BNEHMUIA, TAKMX KaK
3aKyrnopka Tpaxeu Ci3blo.

Kap,u.uonoruqecme dCneKTbl

OCNnoxHeHns Co CTOPOHbI CepAevHO-COCYAUCTOM
SABNAKOTCS Befyllend MNPUYMHOW, OMnpeaensioller TKecTb
COCTOSIHUS M CMEPTHOCTM Yy maumeHtoB ¢ MO * Nedbuumt
[McTpoduHa B cepaue nposiensercs kapavomuonatueit. o
Mepe nporpeccupoBaHus 3aboneBaHUs MUOKapA nepectaeT
CNpaBngTbCs C GU3MONOTMYECKUMU NOTPEBHOCTAMMU, U pas-
BMBAKOTCS KIMHUYECKME MPOSIBNEHUS CepAevyHOM HepocTa-
ToYHOCTU. [pu HapyLweHun dyHKUMKM MUOKapaa popMupyeT-
€S pUCK pa3BUTUS haTaNbHbIX apUTMUIA.*

McTopuueckn Tak CnoXmnoch, Y4to naumeHtos ¢ MO He
HanpaBnsAM K KapAuMonory L0 MO34HWMX CTaguii 3abone-
BaHUS, U 3TUM MOXHO OOBACHUTb HEYLOBNETBOPUTE/NbHbIE
KNUHUYecKne ncxonbl. bonee Toro, neyeHune HapyLeHuit co
CTOPOHbI CepALa ABNSETCS CIOXKHOW 3aJayei U3-3a Toro, YTo
Knaccudbukaums cepaeyHoi HeLoCTaTO4HOCTU Hb+0-|7lop|<-
ckoit accoumaumu kapauonoroB (NYHA)*® ocHoBbIBaeTcs Ha
MOHWMXXEHHOM NepeHOCUMOCTU DU3NYECKOI Harpy3KuM,TO eCTb
Ha XapakTepucTuku, kotopas npu M o6ycnosneHa coveta-
HMEM MaTONOrMKU CKeNeTHbIX MbIlL, 1 3aboneBaHus cepaua.
MposBneHus cepaeyHoW HeLOoCTaTOYHOCTU Y NALMEHTOB, He
CMOCOBHbBIX XOAWTb, 3a4aCTyt0 C1a60 BbIpaXKeHbl U OCTAOTCS
He3aMeueHHbIMU. [poakTUBHAs CTpaTerns paHHen AuarHo-
CTUKM U NeyeHns obs3aTenbHa 41 MAaKCUMaNbHOMO YBeNu-
YEHUN NPOLOMKUTENBHOCTU U YNYYLIEHUS KauecTBa XKMU3HU.
YuuTbIBas CNOXHOCTU NMPUHSATUS PELLEHMIA NPU IeYEHWUM Kap-
[vomuonaTuu y naumentos ¢ MAM, pekoMeHayeTcs npusne-
KaTb KapAMonora B MynbTUANCLUMIAMHAPHYIO KOMaHAY KOTO-
pas 3aHMMaeTcs BeAeHWeM naumeHToB. B uaeane kapauonor
LOMKEH UMETb KTIMHUYECKUIA OMbIT AMArHOCTUKKU U NIeYyeHns
CepAeyvyHol HefoCTaTOYHOCTU M KapAMOMMUONATUM, CBSA3aH-
HbIX C HeMpoMbIWeYHbIM 3ab60neBaHMEM, a TakKXKe WMETb
BO3MOXHOCTb 03HAKOMUTLCA C HOBEMLIMMU AOCTUKEHUSAMU
HeMHBA3MBHOM BM3yanu3aumu. bbina co3eaHa paboyas rpyn-
na akcnepToB HaumnoHanbHOro MHCTUTYTa BonesHeit cepaLa,
nerkux n kpoBu (NationalHeart, Lung, and Blood Institute,
NHLBI), u HenaBHO 6bin onybnMKoBaH OOHOBMEHHBIV KOM-
NAeKCHbIM 0630p acnekToB OKa3aHWs MeAMLMHCKOW MOMO-

CUCTEMDI

WKW NpyU HapyweHun dyHKumMm cepaua y naumentos ¢ MO,
B YACTHOCTM BaXKHbIX HampaBneHui ans Oyaywmx HayuyHbIxX
uccnenoBaHuii ! MoapobHas uHbopMaums o crneunduye-
CKMX BaXXHbIX acCrekTax OKa3aHWs MeOMUMHCKOM MOoMOoLLM
npeacTaBneHa HUXe, CBOAHbIE AaHHble MoKasaHbl Ha Puc. 2.

AmMbynaTopHas cTaaus M paHHss HeambynaTopHas cTagus

BbasoBoe kapamonorumyeckoe obcienoBaHWe npenycMma-
TpuBaeT c60p AaHHbIX aHaMHe3a O MPOLWUIbIX U UMEIOLLMX-
cq 3aboneBaHusaX cepaLa, CEMERHOro aHaMHesa, a Takxke
dusmnkanbHoe obcnenoBaHue. PekoMeHayeTcs nposeneHue
aNneKTpokapauorpadumM M HEWHBA3MBHOM BM3yanusauuu,
4TOObI YCTAaHOBWUTb MCXOLHOE COCTOSIHME (YHKLUMM cephua
M BN CKPUHMHIA COMYTCTBYHOWMX aHaTOMUYECKMX OTK/IOHe-
HWM, KOTOpble B [OATOCPOYHOM NepcrnekTMBe Moru 6bl no-
B/IMSITb HA COCTOSIHWME CepAeYHO-COoCYAMCTON cucTeMbl. Cep-
neyHo-cocypuctas MPT (cMPT) aBnsetcs metonom Bbibopa
HEeWHBa3MBHOW BWM3yanu3auuMu; OLHAKO He Bcerda ynaercs
YCTaHOBWTb KOHTAKT C NaLMeHTaMu MAaJLLero Bo3pacra ans
npoBeaeHns npouenypbl. [loaTomMy axokapavorpadpus peko-
MeHAyeTCs A0 AOCTMXKEHMS NO KpaiHel Mepe 6-7-neTHero
BO3pacTa, koraa cMPT o6bl4HO MOXeT BbiTb NpoBeseHa 6e3
aHecte3uu. [lo poctmxeHns 10-neTHero Bo3pacta naumeHTbl
DOMKHbI XerofHo NMpPOXoAnTb Kapanonoruyeckoe obcneno-
BaHWe, BK/IKOYas 3NeKTPOKapAMOrpaduio 1 HEMHBA3UBHYHO
BM3yanusaumio. Mocne noctmxkenns 10-neTHero Bospacta na-
LMeHTbl 6e3 KIMHUYECKUX NPOSBAEHUIA AOMKHbI MPOXOAUTb
Kapauonornyeckoe obciefoBaHue He pexe yem 1 pas B rof,
13-3a NOBbILIEHHOTO PUCKA HApPYLUEHNS GYHKLMK TEBOTO XKe-
nypoyka. lNpu BO3HMKHOBEHMM CUMMNTOMOB CepPAEYHOM Hefo-
CTaTOYHOCTM WM eC/IN OTKIIOHEHMS CHavana BbISBASIOTCS C
MOMOLLBIO CEpPLEYHO-COCYAMCTON BU3YyaNn3aLmm, Hanpumep,
$u1bpo3 MMoKapAa, yBENMYEHME NEBOTO XeNya04Ka UIKN Ha-
pylieHne QyHKLMM NEBOTO XXenyaouka, Yactota obcnenosa-
HWI AOMKHA ObiTb YBENIMYEHA, HA YCMOTPEHME Kapauonora.
JnekTpokapavorpaguio U HEMHBA3WMBHYK CepAeYHO-COCy-
DMCTYI0 BM3yanu3aumio Heob6xoaMMo NpoBoAMTb Nepen 06-
LUMPHBIMU XMPYPrMYECKMMU BMeLIATeNbCTBAMM, TAKUMU KaK
ornepaums ansa koppekuun ckonnosa. M, accoummnpyetcs ¢
psiAOM 0CO6bIX PUCKOB 11 MPOBEAEHUS aHECTE3MM, TOITOMY
aHecTe3nonor JomKeH OblTb 03HaKOM/EH C aHaMHEe30M NaTo-
Nnoruy cepaua y naumeHTa.”’

Mo cnoxwuslienca Tpaguumm npenapatamMu MNepBon Nu-
HWUU NS neyveHus 3aboneBaHuii cepaua, CBa3aHHbIx ¢ MO,
6b11M UHTMOUTOPBI AaHTMOTEH3MH-NpeBpaLLatoLLLero GepmeH-
Ta (AM®) nnm 6nokaTopsl peLEenTopoB aHr1oTeH3nHa (BPA).
CyLLecTBYIOT pa3Hble MHEHWS B OTHOLUEHWM MPUMEHEHMUS
nHrMbmuTopoB AMN® nauMeHTOB O4YeHb MOMOLOrO BO3pacTa
(<10 net) 6€3 KNMHUYECKUX MPOSIBNEHUI U MPU OTCYTCTBUM
OTK/IOHEHMI OT HOpMbI Ha CMPT unu sxokapanorpamme. lNo-
cne 06CyKaeHNs BO3MOXHOM MO/b3bl MU PUCKOB C POLCTBEH-
HMKaMM NauMeHTa KapAWONOr MOXeT Ha3HauMuTb NleyeHue
nauueHTaMm M3 3TOM rpynnbl. HekoTopble Hay4yHble AaHHble
CBMAETENLCTBYIOT O TOM, YTO Hayano NPUMEHEHUS MHTUOW-
TopoB AlN® y ManbyMKkoB H6e3 KNMHUYECKMX NPOSIBNEHWIA U C
HOPManbHOM CUCTONNYECKON (PYHKLMEN NIEBOrO Xenyaouka
no JocTuxeHUn nmm 10-neTHero Bo3pacrta, MOXET yayyLliaTb
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AUATHOCTUKA
basoBoe o6cnenoBaHme npu
NoCTaHOBKe AuarHosa
* KoHcynbTauus kapavonora
* Kapanonornyeckuit aHamHes
o CeMeiHbIiM aHaMHe3
* OusnkanbHoe obcnenoBaHue
* JneKkTpokapanorpaums
* HenHBa3nBHas BU3yanusaums:
— Oxokapauorpapus
(<6-7 ner)
— CepaeyHo-cocyauctas MPT
(26-7 ner)

v

EXXEFOAHOE OBC/IELOBAHUE
ExxeropHoe obcnenoBaHue cepaeyHo-
COCYANCTON CUCTEMBI

« Kapanonornyeckuini aHamHes

* OusnkanbHoe obcnenoBaHue

* JneKkTpokapanorpadums

« HenHBasnBHas Bu3yanusauus

C KNIMHUYECKNMU
NPOABNEHUAMHU

OBCNEAOBAHME XXEHLWWH-

HOCUTENEN

Kapauonorunyeckoe obcnenosaHme

B MOJIOOM BO3pacTe

« CeppeyHo-cocyaucras MPT

L4 anI Hann4Ynn KNMHUYECKNX
NPOSIBNEHUI UM NONOXKMUTENbHbIX
pe3ynbTatax BU3yanusupyowmx
MCCNeA0BaHWI YBENUYUTD HACTOTY
obcnenoBaHuMii No pekoMeHAaLMm
Kapauonora

« [pu oTpULLaTENbHbIX pe3ysbTaTax
MOBTOPHO NPOXOAUTb 06CNEeA0BaHNE
Kaxable 3-5 net

* YBennybTe YactoTy 06cnenoBaHuit
no peKoMeHAaumMmn Kapauonora

* HayHuTe MeankameHTo3HOe
neyeHne

\]

v

v

AMb6ynaTopHas 1 paHHAa HeaMbGynaTopHas cTaams

« MpoBoauTe KapAMonorMyeckoro 06cnenoBaHus
He pexe YeM exerofHo

¢ HayHuTe npumeHeHne MHIM6UTOPOB
aHMMOTEeH3MH-NpeBpaLLatolLero depMeHTa unm
6710KaTOPOB aHMMOTEH3UHOBBIX PELIENTOPOB B
Bo3pacte 10 net

Mo3aHAs HeambynaTopHas craamns

« TwatenbHoe HabnaiTe 3a NpUsHaKamMm U CUM-
NTOMaMM HapyLleHus GYHKLMKU cepaLa; Ha 3ToW
CTaAUM MOXKET BbITb CNOXHO AMArHOCTUPOBATH
cepAeyHy HefoCTaTOYHOCTb C KNTMHUYECKUMM
nposBAEHUAMU

« OueHunBalTe HapylleHns puTMa cepaua

* [pMMeHsiiTe XOpOLLIO 3apeKoMeHA0BaBLLIKNE npe-
napartbl A1 Ne4YeHNUs CepAeYHON HeL0CTaTOYHOCTH

Xupypruuyeckoe BMeLIaTeNbCTBO

« [poBeauTe 3neKTpoKapAorpaduio U HeuH-
Ba3MBHYI0 BU3yanu3auuu nepes o6WwmnpHbIiM
XWUPYPruyeck1M BMeLaTeNbCTBOM

* YBeoMbTE aHeCTe3nonora o nalumeHTe
C MblleYHo auctpodum [oweHHa; y naumeH-
TOB MOBbILIEHHbI PUCK AHECTE3UONOTUYECKUX
OC/TOXKHEHUI

Puc. 2. AnroputM MOHUTOPMHTA, AMArHOCTUKM U SIEUEHMA HAPYLIEHMIi CO CTOPOHbI CEPALLA Y NALMEHTOB C MblleYHoM ancTpoduen [ioweHHa

[LONrOCPOYHbIE MCXOAbI CO CTOPOHbI cepaua; paboyas rpyn-
na NHLBI 3a 2014 ron pekomeHAoBana npUMeHeHWe UHMM-
6utopoB AlMN® u BPA ¢ 10-neTHero Bo3pacta y Manb4MKoOB C
MOL.* Bbibop MHrM6uTopa AMN® 1 f03MpoBKa OCTAOTCS HA
yCMOTpeHue kapauonora.”

HesaBucumo ot Bo3spacta, MeAMKaMEHTO3HYIO Tepanuio
cneayeT HauyMHaTh Npu MOSIBNEHWMM CMMMTOMOB CepAEYHOM
HeA0CTaTOYHOCTM MK MpKU OBHAPYKEHWMM C MOMOLLbBIO BU-
3yanusnpyrowmx nccnenosanuii (CMPT unam axokapamorpa-
(UM) TaKMX OTKNOHEHMUIA, Kak yMeHbLueHne GpakLmm BbIOpo-
Ca N1eBOro Xenyaoyka, Y3MeHeHMe pa3mMepoB KaMep cepala
unm Hannyme Gubposa Muokapaa. YuuTbiBas OTCYTCTBME
cneundUYeckux KapAMonorMyecknx npenapaTtos, KOTOpble
HanpaBleHHO BO3AeNCTBOBaNM Obl Ha AUCTPODUH, CneayeT
NMPUMEHSATb TPaAMLMOHHbIE CTpaTerMu neyeHus Cepaeud-
HOW HepocTaToqHOCTH. [puMeHeHne B-appeHobnokaTopoB
06bIYHO HAYMHAIOT MPY NOABAEHWUM NPU3HAKOB AMCHYHKLMM
O[HOro M3 Xenyao4ykoB. B npocnekTvBHOM paHAOMU3MPO-
BaHHOM [ABOMHOM cnenom nnauebo-KoOHTpoIMpyeMoM MC-
CNefoBaHUM C y4acTMEM MauMeHTOB B Bo3pacTte 7-25 net
¢ MAO[ aHTaroHMCT MWHEpPanoKOPTUKOMAHbIX PeLenTopoB
3NNEepeHOH 3aMeanan nageHve QyHKUMM cepaua, KoTopoe

OMpenensnocs No PacTsKEHUIO LUPKYSIPHbIX BOJIOKOH MU-
okapza.”* 3To nosesHoe BO3aeicTBue BblI0 NOATBEPXKAEHO
pe3ynbTaTaMy [OBYX/IETHETO OTKPbLITOFO AOMONHUTENBHOMO
uccnenoBaHMa.>® TeM He MeHee faxe ecin Byaer fokasa-
HO, UTO 3M/IEPEHOH ABNsieTCS 3PHEKTUBHBIM BCMOMOraTe b-
HbIM MpPEenapaToM B JOMOSHEHUE K APYTMM JIEKAPCTBEHHbIM
CPEeAcTBaM [/t IEYEHWUS CEPAEYHOM HELOCTaTOYHOCTH, ANS
NOATBEPXKAEHMS 3DDEKTUBHOCTU HEOBXOAMMBI fasbHelLLKe
uccnenosaHma.” s>

Mo3pHaa HeambGynaTopHasa ctagus

Mporpeccupytowmii Gubpo3 Mrokapaa NPUBOAUT K XKeny-
[OYKOBOM AMCPYHKUMU. bonee yacTbli KapAMONOrnyeckuii
MOHWTOPWHT, NO PELUEHUI0 KApAMONora, peKoMeHayeTcs B
no3fHen HeaMbynaTopHOM CTaaMK,C LLEeNbl CHUXKEHUS YacTo-
Tbl OCJIOXKHEHWI U CMEPTHOCTU, CBSA3AHHBIX C 3aboneBaHueM.
Kapavonor fomkeH TeCHO COTPyAHMYaTb CO CreuuanucTa-
MW MYNbTUAMCUMIIMHAPHOM KOMaHAbI, 4Tobbl 06ecneuntsb
MeLULMHCKY MOMOLLb ONTUMANbHYK A/ PecnupaTopHO-
ro 3anpoca MauMeHTa, Tak Kak maToforMyeckass MexaHuka
[bIXaHWsI OKa3blBAET BAMSHME Ha GyHKUMIO cepaua.”®®’ B
YACTHOCTH, COMACHO UMEKLLMMCS HAYUYHbIM AAHHbIM HEUH-
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Ba3WBHAs HOYHAs BEHTUNALMS NErkux yBeIUYMBAET Mpo-
rHo3.® Pabouas rpynna NHLBI npeanoxwuna paccmatpuBath
BO3MOXHOCTb PaHHEro Hayana HOYHOWM BEHTUAALMM NErkux,
YUUTbIBAS MOTEHLMANbHYK [ONTOCPOYHYIO MOMb3y OT 3TOro
BMeLlaTenbcTea.”t

CepaeyHyto Hef,oCTaTOUHOCTb C KIMHUYECKMMU NpOosiB/e-
HUSIMU OCOBEHHO C/IOKHO AMArHOCTUPOBATb Y MALMEHTOB
¢ MO, HecnocobHbIX XoauTb. KnuHUYeckue nposiBneHus
cepAeyvHol HefoCTaTOYHOCTU — YTOMASIEMOCTb, NOTEPSt Mac-
Cbl TeNa, pBOTa, 60U B XKMBOTE, HAPYLUEHUS CHAa U Herepe-
HOCMMOCTb NOBCEAHEBHOW AEATENbHOCTU — YaCTO OCTAOTCS
He3aMeyeHHbIMK A0 NO3AHUX CTaaui 3aboneBaHMs B CBSA3M
C OrpaHMyYeHusIMU GYHKUMIA OMOPHO-ABUraTeNbHOrO anna-
pata. Kapauonor [omkeH Ha3HauMTb MakCMManbHO BO3MOX-
HYI MeOMKAMEHTO3HYHK Tepanuio A NIeYeHUs cepaeyHow
HeLoCTaToOYHOCTU. Takke He cnenyeT 3abbiBaTh 0 Npodunak-
TUKe TPOMB03IMOONNM Y MALMEHTOB C TSHKENbIM HApYLLEHUEM
(YHKLMK NTEBOTO XeNyaouKa.

MMetoTcs pasnuuHble aHTUTPOMOBOTUYECKME npenapaThbl,
UX NMPUMEHeHUEe CnefyeT HauMHaTb MoC/e KOHCYNbTauuu C
KapZMonorom.

Y naumnentos ¢ Ml NoBbIWEH PUCK Pa3BUTUS apUTMUM,
B TOM uncnie GUOpUNNaLUMM UM TpeneTaHus Npencepaui,
KeNnyno4uKoBOM Taxukapauu U GUOPUNNSLMM KeNyOoouKOB.
JleyeHne 3TUX HapyLLEHWIA NPOBOAMTCS COMMIACHO NMOKA3aHM-
SIM C MOMOLLbI0 CTaHAAPTHbIX MPOTUBOAPUTMUYECKUX Mpe-
NapaToB WM YCTPOWMCTB, PErYNIUPYIOLWMUX CEPAEYUHbIA PUTM.
HabntopgeHve 3a nmauMeHTamy [LOMKHO NpeaycMaTpuBaTh
nepuogmnyeckoe XonTepoBCcKOe MOHWTOPUPOBaHUe. B 60nb-
LIMHCTBE CNyyaeB OyaeT A0CTaTOMHO 24-yacoBoro Xonte-
POBCKOr0 MOHUTOPUPOBaHMS. TakKe MOXKeT OblTb MNOKa3aHO
MCNO/b30BaHME PErncTpaTopoB COGbLITUIA, €CU NaLMEHTbI
KaNylTCs Ha 3MM304MYECKUE HEeYCTOMUMBbIE HapyLUeHus
putMa. OnTMManbHas 4acToTa NPOBEAEHWUS MOHUTOPUHIA
BCE elle He YCTaHOB/IEHA, €e AO/KEH OnpenensTb Kapau-
0/10r B 3aBMCMMOCTU OT TeuyeHusi 3aboneBaHns y naumeHTa.
Llenecoobpa3Ho HauMHATb CKPUHWMHI C €XEerogHbIM MnpoBe-
[feHneM XonTepoBCKOro MOHUTOPUPOBAHMS MPU HapyLUEHWUM
(hYHKLMKM NEeBOro Xenyaouka uav passutun Gubposa muo-
Kapza. Monb3a OT MMMNAHTUPYEMbIX KapAMOBEpPTEPOB-Ie-
GUBpUNNATOpoB Kak MeToaa NepBUYHON MPODUNAKTUKM
Kenyno4uKoBOM TaxmMKapamuu nunm Gubpunnaumm xenynoukoB
He M3BeCTHa. JTU YCTPOMCTBA MOIYT MCMONb30BaTbCs AN
BTOPUYHOM NPOMUNAKTUKM Y NALMEHTOB, Y KOTOPbIX YKe Ha-
61t04anach XenyaoukoBas Taxukapams uan Gubpunnaums
Kenyno4koB. B HacTosLLee BpeMsi yCTaHOBKA 3TUX YCTPOWCTB
[N NepBUYHOM NPOPUNAKTUKM apUTMUKM OCHOBBLIBAETCS Ha
[eViCTBYIOLLMX PYKOBOACTBAX MO CEPAEYHON HEeLOCTaTOYHO-
CTU Yy B3pOU/bIX. Y B3pOUIbIX C CEpAEYHON Hea0CTaTOUYHO-
CTblO YCTaHOBKA MMMNAHTUMPYEMOro KapauoBepTepa-gedu-
6punnaropa pekoMeHAyeTCs AN NauMeHTOB C dpakuuen
Bblbpoca MeHee 35%.°° QueBMAHO, YTO y NaumeHToB ¢ MA/
UMEIOTCS YHWKasbHble npobnembl (Hanpumep, nedopMaLum
rPYAHOW KNEeTKM WM PUCKU MpU cepaumm), KoTopble MOru
6bl NOBAMSATb HA 3TW pEKOMEHAALMUMN.

Y naumeHToB, y KOTOPbIX MAaKCMMabHO BO3MOXHAs Meau-
KaMeHTO3Has Tepanus okasanacb HeahHEeKTUBHOM, Kak Me-

TOZ, JIEYEHUSI MOXKET PAaCCMATPUBATLCS UCMOb30BaHUE MEXa-
HMYECKOW NOAAEPXKKM KPOBOOOPALLEHMS, YTO BbLIO ONMUCAHO
B COOTBETCTBYIOLUMX CTy4asiX U3 KIMHUYECKOM NpakTuku. Jle-
BOXENTYLOMKOBbIM annapaT BCMOMOraTeNbHOr0 KpoBoobpa-
LLEEHMS MOXET MCMOMb30BaThCS B KAUYECTBE KOHEYHOW Lene-
BOV Tepanuu, HanpuMep y NaLMeHTOB, y KOTOPbIX Nepecaaka
cepaua cuMTaeTcs HewlenecoobpasHoit.”’ %! PeweHne 06 wmc-
Mob30BaHUM XKEYLO0YKOBOrO annapaTta BCMNOMOraTe/lbHOro
KpOBOOOPaLLEHUS HEO6X0AMMO MPUHMMATb B KOMIIEKCE,
C YYETOM BCEX MPUCYLLMX STOMY METOAY IEYEHUS PUCKOB U
MOTEHLMANbHOM Nosb3bl. K pUCKaM OTHOCSTCS, B YAaCTHOCTH,
TpoMb603Mb0NMS, KpoBOTEUEHME, MHDEKLMS, cOon B paboTte
YCTPOWCTBA U NMPaBOXENYA04YKOBAsi HEAOCTAaTOYHOCTb. B nae-
aNIbHOM CUTYyaLMM YCTPOMCTBO CMOXET YBEMUYWUTL MPOAOS-
YKUTENBHOCTb U YYULWUTb KAYECTBO KM3HWU. TeopeTUyeckunm
BapMaHTOM BblbOpa Takxke SBMSIETCA Mepecagka cepaua, Ho,
yuuTbIBasi HEBGOMbLLOE KOMMYECTBO AOHOPOB, 3TOT BapuaHT
Heobxo0aMMO paccMaTpMBaTb HA MHAMBUAYANbHOM OCHOBE.

YKeHLwWwmHbI-HOCUTENHU

B 3TOM 06HOBNEHWUM Mbl NPU3HAEM, UTO Y XKEHLUMH-HOCKUTE-
neit MyTauuu, SBNSIOLLENACS NPUYMHON 3a601eBaHuMs, NOBbI-
LIEeH pUCK pa3BUTUS He TONIbKO 3aboneBaHus ONOpHO-ABUra-
TEeNbHOrO annapara, Ho U KapAuoMuonaTtuun.5? EctectBeHHoe
TeyeHWe 3ab0neBaHMs M 4acToTa Cy4aeB BO3HUKHOBEHWS
KapZMOMMONaTUKN Y AEBOYEK U XKEHLLMH MOKa YTO B JOCTa-
TOYHOM Mepe He U3yyeHbl, HO B MccnenoBaHun 3a 2016 rop®®
y 47 % HocuTenei Bbin BbISIBNEH KaK MUHUMYM OAMH NOJMO-
YXUTENbHbIM Npu3Hak Ha CMPT. Mbl pekoMeHayeM B MONOAOM
BO3pacTe npoBecTu 6a3oBoe Kapauonoruyeckoe obcneno-
BaHWe, KOTOPOE BK/IOYAET 3NIEKTPOKApAMOrpaduio U HeuH-
BA3WBHYIO BM3yanusaumio, npeanoututensHo cMPT, ecim 310
BO3MOXHO. byner HeobxoguMo nocTosiHHOe HabnwopeHue
COrNacHO peKoMeHAAUMsSM N8 MaUMeHTOB C KapAMOMMWO-
natvei.* OnTMManbHas Y4actota Ans NOnynsumMu HocuTenein
myTauun M He yCTaHOBNEHA, HO B HALLEM OENCTBYIOLLEM
pYKOBOACTBE MpeanaraeTcs nposefeHue 06cnenoBaHUs
Kaxable 3-5 neT Ha OCHOBAaHMM pEeKOMEeHAALMM NO CKpU-
HUHIY NPU APYrUX FEHETUYECKUX KapAMOMMONaTHSX."

OcTreonornyeckue acnekTbl

JleyeHne npu naTonorMm KOCTHOM TKaHM U ocTeonopose

Y Manbumkos ¢ MA[, nonyyaowmx neveHne roKoKOPTUKO-
MOAaMU, 4acTo pa3BMBAETCS OCTEONOPO3, KOTOPbIM NPOSBASET-
€S NepenoMamMu No3BOHKOB MW AJIMHHBIX TPYOUaTbIX KOCTEN
MpY He3HauYUTeNbHbIX TPAaBMax.>® Takol UCXOA He yauBuTe-
JIEH, Y4UTbIBAs BbICOKYID OCTEOTOKCMYHOCTb TEPANMUM [THOKO-
KOPTMKOMZAMM B COYETAHMM C MPOrpeccupyioLlein MmonaTu-
el — 0ba 3TUX ABNEHMS ABNAKOTCS KNlOYeBbIMK (akTopamm
CHWXKEHUS MPOYHOCTU KOCTHOM TKaHW. Y 20%-60% manbuu-
koB ¢ MI[] cnyyatoTcs nepenoMbl KOHEYHOCTEN NpU He3Ha-
YMTeNbHbIX TpaBMax (06bIYHO AUCTaNbHOM YacTu 6enpeHHOM
KocTu, 6onblebepLoBoit UM ManobepuoBoi KOCTH), Toraa
Kak go 30% nauueHToB CTpafatoT OT MEPEIOMOB NMO3BOHKOB
C KNMHUYECKUMU NPOSIBNEHNUAMM.5C %8 [TlepenoMbl NO3BOHKOB
4acTo He COMPOBOXAAKTCS CUMMTOMAaMM, UX BbISBASIOT Y
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60nbHbIX AeTel, MoNyYaoLWMX IeYEHNE NHOKOKOPTMKOMAA-
MM, BO BpPeM$s NporpamMmMbl HabnaeHNs, KOTopas BKHOYAEeT
peHTreHorpaduio NO3BOHOYHMKA B GOKOBOM NpoeKLmu, 7’
TaK YTO MCTMHHAS PacnpoCTPaHEHHOCTb NepenomMoB, BepPo-
ATHO, Bblle, YeM MNpeAnonaraeTcs COMMAacHO MMEILWMMCS
coobuieHnam. Mpu OTCYTCTBUM NEYeHNUs Nepenombl MO3BOH-
KOB NMPMBOAAT K XpOHWUYeckum 6onsm B cnmHe u fedopma-
LI NMO3BOHOYHMKA, TOrAQ Kak Nepenombl HOT MOTYT Bbi3BaTb
npexaeBpeMeHHY0 OKOHYaTe/bHYl0 yTpaTy CMocobHOCTM K
xonbbe.% Takke, y naumeHtoB ¢ MM, cooblanocs o ciyyau
CMEpTV B pe3ynbTaTe XXMpPOBOM 3MOONMM NOCIe NepenoMoB
DONMHHbIX TPYBYaThiX KOCTel.* 7

MHeHMe 0 TOM, YTO HEKOTOpbIE MTIOKOKOPTUKOMAHbBIE Mpe-
napaTbl U CXeMbl MPUMEHEHUS aBNAOTCSA Bonee WanawmMmMm
B OTHOLUEHMM KOCTHOW TKaHW, YeM pyrue rnpenaparbl, o110
BbICKA3aHO B WUCCNELOBAHMSX, B KOTOPbIX CPaBHWBaNM aed-
Na3aKopT C NPeAHM30HOM UK METUMPELOM (TaKKe M3BECTEH
Kak MeTWINpeaHU30/0H) y AeTell nocne TpaHCniaHTauum
MOYKM Uy AieTel C XPOHUYECKMUM HOBEHWbHBIM apTpUTOM.”6 78
B 3TOM MccnepoBaHMM MCNONb30BaNNCh NEPEMEHHbIE IKBU-
Ba/IEHTHOCTM [03bl CTEPOMAOB, YTO YC/IIOXKHSIET CPaBHEHME;
0fHaKO Mcxodbl 3aboneBaHust GbinM GNaronpusTHbBIMKU Y
neTel, nonyyaswmx nednasakopT, U CONPOBOXAANUCH Yyy-
LWEHNEM MUCXOA0B MO NAOTHOCTU KOCTHOM TKaHU, IMHERHOMY
pOCTY, COOTHOLLUEHWSIM MACCbl Tena U pocta M 6e3xunpoBo
Maccbl Tena. B otnnume ot aToro, HenaBHue nybamkaumm cra-
BAT NOJ COMHEHME Wanswme Ans KOCTHOM TKaHW CBOMCTBA
nednasakopra, NoOKasas, YTO IOMKOCTb KOCTEN (BKtOYas ne-
penoMbl MO3BOHKOB) 4aCTo Cy4aetcs y mManbumkos ¢ MO/,
nonyyaroLwmx aednasakopt, 4To, BEPOSITHO, OTHACTU CBA3AHO
¢ 60/1bWMMM [03aMK, KOTOPbIE MPUMEHSIOTCS NPU 3TOM 3a-
6oneBaHun.”*’° B HacTosee BpeMsi NMPOBOAATCS CPaBHU-
Te/bHble UCCNeN0BaHMS Pa3HbIX CXEM MPUMEHEHUS CTEpOU-
[l0B, B KOTOPbIX OLEHWBAETCS BAUSIHUE HA KOHEYHYI Maccy
Tena, TeN0CN0KEHNe U YacToTy nepenomMoB.*

HecMoTps Ha BbICOKYHD pacnpocTpaHeHHOCTb Nepeno-
MOB, OTCYTCTBYIOT AaHHble OMyBJIMKOBAHHbIX MCCNEeLOBaHMIA
no MA/J, vnu octeonoposy B AETCKOM BO3pacTe, B KOTOPbIX
oueHuBanmch 6bl 6e30MacHOCTb U IDHEKTUBHOCTb MeAMKa-
MEHTO3HOW Tepanuu B NpeaoTBPaLLEHUM NepBOro nepenoma.
[MoaToMy AencTByOWMIA CTaHAAPT OKa3aHUS MeaULMHCKOM
MOMOLLM 33K/IIOYAETC B BbISBNEHUM W JIEHEHUM PaHHMX
MPWU3HAKOB JIOMKOCTU KOCTeW (HampuMep, nepenoMoB Mo-
3BOHKOB) Y MaLMEHTOB C XPOHWUYECKMMM 3360MEBaHUAMU C
HebOoNbLIOM BEPOATHOCTbIO BbI3AopoBaeHus. Lienbio noaxo-
[la BTOPWYHOM NpodUNaKTUKM ABNSETCS 3aMefJiIeHne Mpo-
rpeccMpoBaHus OCTEONOPO3a U YCKOPEHUE Bbi3A0POBIEHUS
y MALMEHTOB C PaHHMMMU, @ HE NMO3AHUMM NPU3HAKaMK ocCTe-
onoposa 1 y NauMeHTOoB, Y KOTOPbIX BEPOSTHOCTb BbI340POB-
neHns 6e3 MenMKaMeHTO3HOM MOAAEPXKKM HEBbICOKA M3-3a
nepMaHeHTHbIX (aKTOPOB pUCKa.

Mbl nMpennaraeM paccMOTpeTb acnekTbl OKasaHUs Meau-
LIMHCKOM nomoluy no HabnloAeHUo 3a naumeHTamu, KoTo-
pble MO3BONST BOBPEMS AMArHOCTMPOBATb M HayaTb jeye-
HWe octeonoposa y nauneHtoB ¢ MAM (Puc. 3). Takxe Mbl
nepecMoTpen cneumdbuyeckne LMarHoCTMYecKne Kputepum
0CTeonopo3a, a TakKe acnekTbl 0Ka3aHWs MeaULMHCKOW No-

MOLLM B YACTW HA3HAYEHUS IeYEHUs MPK OCTEONOPO3e, BKITHO-
yas neKapcTBEHHble CPEenCTBa, [O3bl U NMPOAOIKUTENBHOCTD
neyenus. KomnnekcHble 0630pbl BCEX BOMPOCOB, CBA3aHHbIX
C NPOBEAEHWUEM JleYeHMs OCTeONopo3a (BKtYasi NpOTUBO-
MOKa3aHWUs U MOHUTOPUHT 6e30MacHOCTU U 3DEKTUBHOCTH),
ony6IMKOBaHbI B APYIMX HAYYHbIX U34aHMsX.5 &2

MOHUTOPUHTI COCTOSAHUS KOCTHOM TKaHU U
AUarHocTukKa ocrteonoposa

BaxkHoe ycoBepLUeHCTBOBaHME, KOTOPOE OT/IMYAET HACTOS-
LLiee pyKOBOACTBO OT aCMeKTOB OKa3aHUs MeAMLIMHCKOM Mo-
moum 3a 2010 rop, 3akntoyaeTcs B TOM, YTO MOHUTOPUHT U
[IMArHOCTUKA COCTOSHWUS KOCTHOM TKaHu Bonblue He Gokycu-
pYIOTCS Ha MUHEPaNbHOM NNOTHOCTM KOCTHOM TKaHu (MIKT);
ckopee MIKT ncnonb3yeTcs Kak BCnoMoratenbHbli hakTop
B NMOAXOAE, KOTOPbIV HaNpaB/ieH Ha BbIBNEHWE KaK MOXHO
6onee paHHMX MPU3HAKOB NOMKOCTM KocTei. OcHoBaHMEM
[1S TaKOro M3MeHeHMs MOCIYXUAM HeKoTopble Habnone-
HWA Y [leTell C XPOHMYECKMMM 3a60n1eBaHMSIMU, MONYHAOLLMX
NeyeHve rnKokopTMkonaamu. Bo-nepebix, nepenombl no-
3BOHKOB, KOTOpble OnpeaenstoTcs no metoay leHaHTa® kak
nerkue (cteneHb 1), yMepeHHble (CTeneHb 2) UK TKenble
(cTeneHb 3),ceMyac NOHMMALOT Kak YacTble NPOsSBNEHMS OCTe-
ornopo3sa y feTei ¢ XpOHMYeCckMM 3aboneBaHMeM, B TOM YUC-
ne nauuentoB ¢ MA/, nonyyarowmx Tepanuio roKOKOPTU-
Kouzamu.”># Kak yxxe 0TMEYanoch, y HEKOTOPbIX NaLMEHTOB
nepenoMbl MO3BOHKOB MOYTU HE MPOSBASIOTCS CUMMTOMAaMMK,
Laxe npu 6onee BblpaXKeHHOW cTeneHu nepenoma.’! Crepo-
BaTe/bHO, YTOObI BbISIBUTb NMEPeNoMbl NMO3BOHKOB, OCHOBA-
HWEM [Ong NpPOBEAEHMS BM3YalM3UPYIOLWEro MUCCIef0BaHNS
MO3BOHOYHMKA OO/MKHbI ObITb HE TONLKO 60/b B CMMHE MK
nedopmaums; 6onee 060CHOBaHbI perynspHble BU3yanunsu-
pylolLiMe MCCNefoBaHUS Y MALMEHTOB C YCTaHOBIEHHbIMU
(akTopamMn pucKa NepenoMoB MO3BOHKOB, TAKMX KaK ABU-
raTenbHble pacCcTpoiCTBa®® UM Tepanus FOKOKOPTUKOMAA-
MW.”2 & DaKT nepesoMoB NMO3BOHOYHMKA B 1060 MOMEHT
TeyeHMs 3ab60neBaHMUs Y MaUMeHTa SBISETCS NPOrHOCTUYE-
CKuM dakTopoM ByayLmux nepenomMoB MO3BOHOYHMKA, fAXKe
€CM NepBOHavasbHble NepenoMbl NO3BOHKOB OblaW Nerkon
CTENeHU TIXKECTU MM BeccMMNTOMHbIMKU,! deHOoMeH, u3-
BECTHbII Kak Kackaz nepenomMoB NO3BOHKOB,®® nogyepkuBa-
eT HeobX0AMMOCTb PaHHEN ANATHOCTUKM.

MepenoMbl NMO3BOHKOB MOMYT Cy4aTbCs Yy AETeR C WH-
nekcom Z MIKT Bbiwe yem -2 SD. 310 HabnwoaeHue aBna-
eTcs 000CHOBAHWMEM WCMONb30BaHMS MOPOroBOro MHAEKCA
ZMIIKT ong onpenenexHns octeonoposa y feTei ¢ ManoTpas-
MaTWYHbIMK NepenoMamMu No3BoHKoB.*” Ha ocHoBaHMM 3Toro
HabniopgeHns MexayHapoAHbIM 0OLWECTBOM  KIMHUYECKO
[leHCMTOMETpUM BbIN0 NepecMOTPeHO onpeneneHne ocTe-
ornoposa y AeTei ¢ ManoTpaBMaTUYHbIMK NepenomMaMu no-
3BOHKOB, U NMpefenbHble Kputepuu nHaekca Z MIMKT 6onbLue
He TpebyloTcs Ans MOCTaHOBKM AMAarHosa octeonoposa.®®
AHanornyHbiM 0bpasoMm, y 15% peteii ¢ HelipoMbILLEYHbIMM
HapyLleHsMKU U nepenoMaMmn KoHeyHocTen naaekc Z MIMNKT
6yaeT Ang AUCTanbHOM YacTi 6efpeHHOIM KOCTU BbIlE YEM
-2 SD,*° uTo ewe 6onee OC/IOXKHSIET UCMOMb30BaHME TMpe-
penbHoro nHaekca Z MIMNKT ans onpeneneHns octeonoposa
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CPOKHM 1 LO3UPOBKA

MepBuuHoe ob6cyxneHue
06CyXaeHMe NPUMEHEHNS CTEPOMAOB C CEMbEV

Hauyano cxembl npuMeHeHUs ctepouaos

*[10 CYLLECTBEHHOIO YXYALIEHUS
(hU3MYEeCcKoro CoCToaHMUA

[locne obcyxaeHns nobouHbIX 3ddeKToB
[locne KOHCYNbTALMKM HYTPULMOIIOra

PekomMeHp0BaHHasA cTapToBas A03a
[TpenHn30H nnn npegHusonoH 0,75 mr/kr B cytkn LN
 [lebnazakopt 0,9 Mr/kr B cyTKM

W3mMeHeHus AO3MPOBKU

B cnyyae He nopaatoLmxcs KOHTPOO UK
HenepeHoCMMbIX NOBOYHbIX 3D dEKTOB

» CHMXKEHMWe [03bl CTeponaoB Ha 25 %-33 %
«[loBTOpHOE 06CNEeaoBaHMe yepes 1 mecsy,
B cnyuae yxyalweHuns dyHKLUMOHANBHOMO COCTOAHMS

*[loBbllWEHME 103bl CTEPOUIOB [0 LLENEBOW [03bl
Ha eaMHMLY MacChbl TeNa Ha OCHOBAaHUM CTAPTOBOW L03bl

[loBTOpHOE 06CNEaOBaHUE Yepes 2-3 Mecaua

Wcnonb3oBaHMe HA HEAMBYNATOPHOI CTaauU
[TpoponxeHne NpMMeHEeHUs CTePOUAOB, HO B CHUXXEHHOM
[103€e, eC/IM 3TO HEOOXOAMMO A1 KOHTPOS MOHOUHBIX

3ddekToB

*bonee B3pocible NALMEHTbI, paHEE He MoslyyYaBLune
CTepouAbl, MOTYT MOJYYUTb NMOMb3Y OT Havana
nporpammbl n1e4yeHus cteponaamm

MNPEAYNPEXAEHUA

HapnouyeyHMKoBas HeROCTAaTOYHOCTb
MpocBeTuTenbCcKas paboTta c NALMEHTOM U CEMbEN

* IHhopMMpOBaHME O NPU3HAKAX, CUMMNTOMAX
¥ BeAEHWM aflpeHanoBoro Kpu3a

Ha3HaueHne BHYTPUMbILLEYHO BBOAMMOTO Npenaparta
TMOPOKOPTU30HA A4Sl BBEAEHWS HA fOMY

«50 Mry getelt B Bo3pacTe <2 net
*100 mry petei B BO3pacTe 22 neT vy B3pOCIbIX

CrpeccoBble L,03bl Y NALMEHTOB, NoyYatowmx >12 mMr/m2
B CYTKM MpeAHM30Ha / fednasakopTta eXenHeBHO
*MoryT noTpeboBaThCs B CIy4ae TAKENOro
3aboneBaHus, 601bLLONM TPABMbI MM OMepaLmn
»BBeneHue ruapokopTM3oHa B A03€e
50-100 mr/M2 B cyTKM

Pe3koe npepbiBaHMe NPpMMEHEHUSI CTEPOUAOB

HEAOMYCTUMO

*lIcnonb3oBaHMe NPOTOKOA MOCTENEHHOIO CHUXEHMS
no3bl cteponaa PJ Nicholoff29

» CHMXKeHWe [03bl NponsBoautca Ha 20 %-25 %
Kaxkable 2 Hepenu

e[locne fOCTUXEHUS GU3MONOrMYeckon Ao3bl (3 M/M2
B CYTKM NMpefHU30Ha unu fednasakopra)
NpOM3BOAMTCS NEPEBOS, HAa TMAPOKOPTU30H B fo3e 12
Mr/M2 B CyTKM C pa3AefneHneM Ha TpU paBHble A03bl

*[TpononxaeTcs cHuxeHue ao3bl Ha 20 %-25 %
KaXXOYH Hefento BMioTb A0 AOCTUXEHUS A03bl 2,5 Mr
rMAPOKOPTU30HA Yepes AeHb

[locne 2 Hepenb NpUMEHEHNS NpenapaTa Yepes AeHb
TMAPOKOPTU30H OTMEHSIOT

* PerynspHo NpoBOAST MPOBEPKY YTPEHHErO YPOBHS
ctumynupyemoro KPJ1 unu AKTI kopTr3ona BNioTb
[0 HopManu3aumm [TH ocu

*[lpofoKeHME UCNOb30BaHWSI CTPECCOBOM
[03UMPOBKM BMIOTb A0 BOCCTaHOBAeHMs [TH ocu
(MoxeT npopomkaTbea 12 MecsaueB unm AoNbLue)

Puc. 3. KomnnekcHblit 0630p ileueHus Ais Hauana NpUMEHeHUs IIOKOKOPTMKOMAA (cTepouaa)
M UX UCMOJIb30BAHKUSA Y NALUEHTOB C MbilEYHOM aucTpodueli [loweHHa

AKTT - anpeHOKOpPTUKOTPOMHbIN ropMoH; KPJT — KOPTUKOTPONMH-pUAU3UHT-TOPMOH; ITH — runotanamo-
rmnodusapHo-HaANoYeyHMKOBas (0Cb).
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y AeTel ¢ nepenoMamMm KoHeyHocTei. HakoHeL, pe3ynbTaThl
HegaBHero uccnenoBaHMa®’ nokasanu, 4yto uHaekc Z MMKT
NMO3BOHOYHMKA MOXET OTIMYaTbCs B npepenax 2 SD, B 3aBu-
CMMOCTM OT HOPMATMBHOW 6a3bl AaHHbIX, KOTOpPasi UCMOMb3Y-
€TCs AN NOSTyYeHUs UHOEKCOB Z.

C y4yeToM 3TUX pe3y/bTaToOB AMArHo3 OCTeonoposa y Ae-
Tei C MOBbIWEHHbIM PUCKOM CEiYaC OCHOBbLIBAETCS HA Ha-
JIMYMM IBHOM TOMKOCTM KOCTEW, KOTopasi 4acTo NposB/sSeTCs
nepenomMamu No3BOHKOB, a MHAeKC Z MIKT Bbiwe -2 SD He
ABNAETCA OCHOBaHMEM A/ MOCTAHOBKM MarHo3a oCTeomno-
po3a.t® Xotb nHaekc Z MMNKT 6osnblue He SBASETCS OCHOBHbBIM
KpUTEPUEM MArHOCTUKM OCTEOMNOPO3a, OH OCTAETCS BAXKHbIM
rokasaTtesieM, Mo KOTOPOMY OMNpeaenstoT 06LLy0 AMHAMUKY
M3MEHEHMS COCTOSAHWUS KOCTHOM TKaHM KOHKPETHOro pebeH-
Ka ¥ TeM CaMbIM OMpeLensioT YacToTy NPOBEAEHUS PEHTre-
Horpadmu NO3BOHOYHMKA B GHOKOBOM MPOEKLUMM B TeyeHue
}asbl MOHUTOPUHTa.

B acnekTax oka3aHus meamumHckoi nomolum 3a 2010 ropn,
pekoMeHIyeTCs MpoBefeHUEe peHTreHorpaduu Mo3BOHOY-
HUKA ANS BbISIBEHUS NEpenoMOB NMO3BOHKOB Y MALMEHTOB
¢ 60/1bl0 B CMIUHE B aHaMHe3e Wau Mpu BbisiBeHUn aedop-
MaLMM MO3BOHOYHMKA Ha (U3MKANbHOM 06CNef0BaHMU.
B HacTosWwMX acnekTax OKasaHWs MeaMLMHCKOM MOMOLLM
npoBefeHUe WCXOAHOM peHTreHorpaduu MO3BOHOYHMKA
[NS BbISIBEHUS MEpPEeNoMOB PeKOMEHAYEeTCS y BCEX Nauu-
€HTOB C MOC/IedyHLMM MPOBELEHUEM MPOMEXYTOUHbIX
KOHTPOJIbHbIX PEHTreHorpauyecknx WCCIefoBaHUn ans
OLLEHKM WM3MEHEHMUIM CTPYKTYypbl MO3BOHOYHMKA Ha (OHe
LNUTeNbHbIX (Hanpumep, Tepanus rMIOKOKOPTUKOUAAMM) UK
MOCTOSHHbIX (Hanpumep, MMonaTus) GakTopoB pucka. Yuu-
TbiBasi HEOOXOAMMOCTb BbIMOMHEHUS CEPUM PEHTTEHOTPAMM,
OLIEHKA C MOMOLLbK [BYX3HEPreTMYecKon peHTreHorpapu-
yeckol abcopbumoMeTpun 9BNSETCS NEepCrnekTUBHbIM Me-
TOAOM 06CnefoBaHUs B MOMYNSLUMIX C BbICOKUM PUCKOM, a
BaNMAALMOHHOE UCCNefoBaHWe y AeTel NoKa3ano, YTo 3ToT
MeTop 6onee TOUEH B BbISIBIEHUM NEPENOMOB NO3BOHKOB Ha
peHTreHorpaMmme NMo3BOHOYHMKA MO CPAaBHEHUIO C METOA0M
leHaHTa.”® B uenom peHtreHorpadmu No3BOHOYHMKA A0MK-
HO OTAABaTbCA NpeanoyTeHue no cpasHeHuto ¢ MIKT BBuay
HeobXoAMMOCTU BbISBNSATb Kak MOXHO 6onee paHHWe npu-
3HAKM TOMKOCTU KOCTEMN.

JNeueHne ocTeonoposa

lokaszaHus K BHYTPUBEHHOMY MpUMeHeHuto Gudocdo-
HaTa, HannyuMe ManoTpPaBMATUYHbIX MEPeNoMOB MO3BOH-
KOB WM MEpEeNoMOB [JMHHbIX TPybyaTbiX KocTel 06blYHO
OCTalOTCS HEU3MEHHbIMU, HO NPK 3TOM 3aMETHO OT/IMYaeTCs
BpeMs Hayana neyexus. PaHee Tonbko 6onu B CNuHe U fe-
dopMaLmMs NO3BOHOYHMKA OblIM OCHOBaHWEM [/ NpOBefe-
HUS peHTreHorpadumn C Le/blo BbISIBIEHUS MepesoMoB Mo-
3BOHKOB, TpebytoLmx neveHns budocdoHaToM . HolHelwHne
pekoMeHAaLMKU MAaHOBOM PEHTreHorpaum No3BOHOYHMKA
ong scex naunerTtos ¢ M/ npusenyT K AMarHOCTUPOBAHMIO
nepesioMOB MO3BOHKOB C KAMHUYECKUMU MPOSBAEHUAMU
(nerkoi, cpenHei M TKENOM cTeneHn) U 6eCcCMMNTOMHbIX
nepesoMOB NO3BOHKOB CPeAHEN U TSHKENOW CTeneHu, KoTo-
pble OyoyT OCHOBaHWMEM ANS HanpaBneHUs K Cheuuanucty

MO OCTEOMNOPO3Yy A/s HAa3HAYeHUs feveHus. B cBasu c Tem,
4To Aaxe nerkue M 6eCCMMNTOMHbIE NMepenoMbl NO3BOHKOB
SBNAIOTCA NpenBecTHUKaMK Byaylmx NepenoMoB Kak y Ae-
Tel,”! TaK Wy B3poC/bix,’t ceiyac peKoMeHayeTcs neyeHune
6eCCMMNTOMHbIX YMEepPEeHHbIX (CTeneHb 2 No [eHaHTy) 1 Taxe-
nbix (cTeneHb 3 no lfeHaHTy) nepenoMoB NO3BOHKOB. /leueHune
C BHYTPMBEHHbIM NpUMeHeHneM budochoHaTa OKasbiBano
3awmTHoe Bo3aenctene Ha MIIKT u cTpyKTypy MO3BOHKOB
B KOHTPO/IMPYEMbIX UCCNefOBaHMAX BONe3HN HecoBepLUeH-
HOro ocTeoreHe3a’’ °* 1 B HEKOHTPONMPYEMbIX MCCNEenoBa-
HUsAX 6ONE3HN HECOBEPLLUEHHOO ocTeoreHesa”™ u MO, 2+ %
[lononHuTenbHbIM [0KA3aTeNbCTBOM B MOMb3Y fleveHus bec-
CMMMNTOMHbIX, HO 60N1ee BbIPAXKEHHbIX (TO €CTb YMEPEHHbIX U
TSKENbIX) NepeoMOB NO3BOHKOB SBASETCS TOT (aKT, 4To He
6b1710 3aperncTPMPOBAHO CIy4YaEB CMOHTAHHOTO (TO ecTb 6e3
MEeAMKAMEHTO3HOrO BMeLLATeNbCTBA) BOCCTAHOBAEHUS Ten
MO3BOHKOB Noc/ie nepenoma y Manbunkos ¢ MO, ogHako
Takoe BOCCTaHOB/IEHME HabNtoAaNn0Ch B 3TOW NOMyAsALMM no-
/e BHYTPMBEHHOIO npuMeHeHus budocdoHaTta .2

Y peteii ¢ 3a601€BaHUAMM, AN NEYEHUS KOTOPbIX NpuUMe-
HSIOTCS FIFOKOKOPTUKOMABI, Takux kak MO, B TOM uncie ¢
nerkumu (cterneHu 1) nepenomMamm nNo3BOHKOB C MUHUMAsb-
HbIMU CMMNTOMaMu UAKU 63 KNMHWUYECKMX MPOSIBNEHWH,
MPOBOASATCS KOHTPOSMPYEMble KIMHUYECKME UCCNef0BaHMS,
B KOTOPbIX WM3y4aeTcs 3PdEKTUBHOCTb aHTU-pe30p6TUBHOM
Tepanuu (uoeHTUdUKaTopbl Ha Beb-caiTe ClinicalTrials.gov
NCT00799266 n NCT02632916); Ha AaHHbIA MOMEHT ner-
Kne 6eCcCMMNTOMHbIE MEPenoMbl MOANEXAT MPUCTaNbHOMY
Hab/lAeHUIO Ha NpeaMeT MOSIBNIEHUS CUMMTOMATUKM UK
MPOrpeccupyioLLEro CHUKEHUS BbICOTbI TEN MO3BOHKOB, YTO
SIBNSIETC OCHOBAHMEM AN HA3HAYEHUS NIEYEHMS.

B 06HOBNEHHOM pYKOBOLCTBE MPEeACTaBNeHbl GyHAAMEH-
TaslbHble U3MEHEHWs B Liensx neveHus. Lenb 3akntoyaeTca B
BbISIBNIEHWUM U IEYEHWUM KaK MOXKHO H6onee paHHWUX NPU3HAKOB
NOMKOCTU KOCTeW A5 NyYLlero COXpaHeHWs BbICOTbl TeN MNo-
3BOHKOB.** Mbl NOALEPXKMBAEM BHYTPUBEHHOE (a He nepo-
panbHOE) NpUMeHeHne 6UdochOHaTOB B KaUeCTBE Tepanuu
NepBOi NMHUKM LN NIEYEHUs| OCTEOMNOpO3a Y MALMEHTOB C
MOOE# Ha ocHOBaHMM 0606LLEHUS PE3YNbTAaTOB KOHTPOJIU-
pyeMbIX UCCNeR0BaHUIA NPU HECOBEPLLUEHHOM ocTeoreHese. B
TaKMX UCCIIEA0BaHUSX Bblia NPOAEMOHCTPUPOBAHA 6onbLuas
BbICOTa TEN MO3BOHKOB Y PacTyLIMX MALMEHTOB C HecoBep-
LWEHHbIM OCTEOreHe30M, MOoMyYaloLWmMX eYeHne C BHYTPH-
BEHHbIM MpuUMeHeHneM budocdoHaTa.’”** HanpoTtus, Hu
OAHO M3 KOHTPONMPYEMbIX MCCNeLOBaHWIA NepopasnbHbiX
61dochoHaTOB He NMoKas3ano BAUSIHKUS Npernapata Ha BbICOTY
TeN No3BOHKOB.”~? 3TU AaHHble 0COBEHHO 3HaYMMBbI 4N1S Ma-
uneHToB ¢ M, nonyyatoLWwmx ratoKOKOPTUKOMADI, Y KOTOPbIX
0Y€eHb YaCTO C/TYHAOTCS MEPEeNoMbl MO3BOHKOB.”* ABTOPbI He-
[laBHUX 0630pOB NleYeHMs NaLMeHTOB C NepenomMamu, Bo3-
HUKLUMMM BCIEACTBME OCTEONOPO3a, TAKXKE COMMALLAOTCS, YTO
B KayecTBe Tepanuu NepBOi NIMHUM JOMKHbI NPUMEHSATbCS
BHYTPMBEHHbIE, a He nepopanbHble 6udocdoHaTbl.* 52 B cBs-
31 ¢ TeM 4To BudochoHaTbl B HONBLUMHCTBE CTPAH BCE eLle
He 3aperncTpupoBaHbl K MPUMEHEHUIO Y AETEN, U peLleHue
06 MX Ha3HaYeHUM JOMKHO BbITb B3BELIEHHbIM, MALMEHTOB C
ManoTpaBMaTUYHbIMU NepenoMamMu CieayeT HanpaBasTh Ha
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KOHCYNbTaLMIO K 3KCNepTy MO IEYEHMIO OCTEONOPO3a, 4TOObI
rapaHTMpoBaTb NOAGOp Haanexallen A03bl, NOCTeNEHHOro
CHWKEHMS [,03bl NPU AIUTENLHOM Tepanuu, CPOKOB npekpa-
LLeHMs ieyeHns u 0becneynTb MOHMTOPUHT Be3onacHoCcTH U
3 HEKTUBHOCTH.

OpTone,ququKue U Xupypruyeckue aCnekrbl.

06wasn uenb MeaULMHCKOW MOMOLLM NPU HapYLUEHUSX Omnop-
HO-ABUraTe/lbHOrO annapaTa 3aK/YaeTcsl B Kak MOXHO 60-
nee ANUTENIbHOM COXPaHEeHWU (QYHKLMU OBUXKEHUS, YMEHb-
LUEHMI0 BbIPAXXEHHOCTU KOHTPAKTYp CYCTaBOB, NOAAEPKAHUM
0CaHKM U COXPAHEHUM CTPYKTYpbl KOCTeN. [lnarHoCTMKOM U
NeYeHUeM OC/IOKHEHUI CO CTOPOHbI OMOPHO-ABUraTENbHO-
ro annapata LO/MKHA 3aHMMATbCs MYNbTUAMCUMIIMHAPHAS
KOMaH[a, B KOTOPYI MOIyT BXOAUTb (DU3MYECKUIA TepanesT,
3proTepanesT, Bpay-peabunnTonor, HeBpOJor, X1pypr-opTo-
nen v coumanbHblii pabotHuk. Ecnu pekomeHayeTtcs xupyp-
rMyeckoe BMELLATENbCTBO, KPUTUUYECKU BAXHbBIM SBASETCS
npuBneyYeHue nyabMOHONOrA U Kapauonora.

Ha Puc. 4 npencrtaBneHbl acnekTbl OKa3aHWs MeAMLMH-
CKOM NMOMOLLM OPTOMNEAUYECKOr0 U XUPYPruyeckoro npopu-
N5, CBSI3aHHble C KOHTPaKTypaMu, NaTonorMei no3BOHOUYHUKA,
neyeHueM nepenomos. Ha Puc. 5 npencraBneHbl obuwime pe-
KOMeHAAUMKU AN NALMEHTOB M UYEHOB MX CeMel Mo npo-
dunakTuke nepenomos. B otcytctBue PKW, cpaBHMBatoWwmx
pas3/fMyHble TepaneBTUYECKME U XMPYpruyeckue MoAXOLbl,
HacToslLLee pyKOBOACTBO OCHOBAHO Ha COMIACOBAaHHOM 3KC-
nepTHOM OLEeHKe CneLuanucToB No opToneaun u peabunu-
TaUMK C UCMONb30BAHMEM METOAO0B, ONMMUCAHHbIX B YacTu 1.
ACneKTbl OKa3aHWst MegULMHCKOM MOMOLLM MO PACTSKEHUIO,
opTesaM M aaanTMBHOMY 060PYAOBAHUIO 41 TEYEHNS KOH-
TPaKTyp NpeacTaBNneHbl B pasfene, NocBsAWeHHOM npoBeae-
HUIO peabunutaumu, B vactu 1.

AMb6ynaTtopHas ctagus

[etn B ambynaTopHOM CTaguu MOryT MOAYYUTb MOMb3Yy
NPeMMyLLECTBEHHO OT XMPYPruyeckoro BMeLlaTeNnbCTBa, HO
3TOT NOAXO[ PEKOMEHAYEeTCS He TaK YacTo, Kak B MPOLLIOM.
X0Tb acnekTbl 0KazaHusa MeamumHckon nomolum 3a 2010 rop,
W CoaepXanu pekoMeHAaUMM OTHOCUTENIbHO MHOMOYpPOBHeE-
BbIX XMPYPr1MyYecKMx BMELLATeNbCTB, COMMAacoOBaHHOE MHEHME
HbIHELWIHeN KOMMCCMM 3KCMEPTOB 3aK/IHYAETCS B TOM, YTO
XMPYPruyeckoro BMeLlaTenbCTBa Ha CTOMe 1S KOppeKLmu
BApYCHOIO MOJIOXEHWS CTOMbl M HA aXMUIZIOBOM CYXOXUIUK
[1S YMEHBLUEHWS BbIPAKEHHOCTU ThbIILHOTO CrbaHMs Mo-
XeT ObITb LOCTAaTOYHO AN YNYYLIEHWUS MOXOAKM Y MaLmeH-
TOB C KJIMHUYECKM 3HAYMMOM KOHTPAKTYpPOW rONeHOCTOMHbIX
CYyCTaBOB W YLOBNETBOPWUTENbHOW CUNOIM YeTblpeXrnaBoi
MbILLLbI M MbllL-pa3rubaTtenelt 6eapa. BmMelwaTenbcTsa, cB-
3aHHble C Ta306e4peHHbIMU U KOMEHHbIMK CyCTaBaMu, He
peKOMeHIyHTCS.

OueHKy ckonnosa ciefyeT NPoOBOAUTb Kak MUHUMYM exe-
roAHo, XOTs 3Ta natonorns obblYHO He pa3BuMBaeTcs B amby-
NnaTopHOM cTaguu. [loCTaToOuHbIM ABNSETC OCMOTP MaLMEHTa,
peHTreHoNnorMyeckoe MccnenoBaHue MpoBOAMTCS TONbKO B
cnyyae, ecnm npu obcnenoBaHMM HabnoAAeTCS UCKPUBIe-

HME NO3BOHOYHMKA MM €C/IM AAHHBIX TONIbKO OCMOTPA Heao-
CTaTOYHO, HAarNpuUMep, y AeTeil C oxupeHueM. B npeaplayliem
pasgnene, NOCBSLLEHHOM JIeYEHWUIO NaTON0MMK KOCTHOW TKaHM
1 0CTeonoposa, npeacraBieHa MHGOPMALMS O MOHUTOPUH-
re v NeYyeHUn KOMMNPECCUOHHbBIX NEPENOMOB NO3BOHOYHMKA.
Mcnonb3oBaHue opTe30B 415 NO3BOHOYHMKA 0ObIYHO He pe-
KOMEeHAYeTCs B YCII0BUSX KOMMPECCMOHHOIO Nepenoma.

3abnaroBpeMeHHOE MHCTPYKTUPOBAHME O MNIAHOBbIX BU-
3UTax B KJMHUKY IBASIETCS BaXKHOW YaCTblo MpOrpamMMmbl Npo-
bUNaKTUKM NepenomMoB Ha NPOTSKEHUM BCeX CTAAMM Teye-
HMs 3aboneBanuns (Puc. 5). Kak ykasbiBanocb, npUMeHeHue
KopTMKOCTeponaoB y nauueHtoB ¢ M accoummpyeTtcs c
pa3BMTMEM OCTEOMNOPO3a M BNOCIEACTBUM C BO3HUKHOBEHM-
€M nepenomMoB no3BoHKoB.'® B uccrnenoBaHumn ¢ yyactmem
143 manbunkoB ¢ MLl yactoTa NepenomMoB AJMHHbIX TPY6-
4aTbIX KOCTEN Y NALMEHTOB, MONYYaBLUMX KOPTUKOCTEPOUADI,
6bina B 2,6 pasa Bbllle, YeM y MALMEHTOB, KOTOpble paHee
HUKOrAQ He monyyanu crepouabl.®® Tpu nepenome HUXHeN
KOHEYHOCTM BO BpeMs aMbynaTOpHOM CTafuu MOXET MoHa-
L,061TbCa 6onee aKTMBHAs TakTUKa BELEHUS MALMUEHTOB, YTO-
6bl COXpaHUTb CNOCOBHOCTb K XoAbbe. BHYTpeHHss 1 BHeLu-
Hss BUKCaLMs [aeT BO3MOXKHOCTb paHHel Mobunusaumm B
OT/IMYUM OT MMMNCOBOM MOBA3KM UMM LLUMHDI.'%!

Bbinn 3aperncTpupoBaHbl coobLLeHUs 0 CyYasx CMHAPOMA
XMPOBOW 3MBoNMM y ManbimkoB ¢ MM 1 TpaBMaTU4eCKMX
NepesoMoB WUAW TPaBM HUXKHUX KOHEYHocTel.”* 7> CUHAPOM
XMPOBOM 3MOONMM MPOABAAETCH Y MaNb4YUKOB U3MEHEHM-
€M MCUXMYECKOr0 COCTOSIHMS, YaCTbIM AbIXaHUEM, OAbILLKOM,
MCMONb30BaHMEM BCMOMOraTeNbHOM [bIXaTeNbHOW MyCKy-
NaTypoit 1 Taxukapavei. Mpu nosBneHun 3TMX CUMMNTOMOB
cnenyet HemeasleHHO 06paTUTbCS 3a MeAMLMHCKOM MoMo-
LI, TAaK KaK 3TO COCTOSHME CBSI3QHO C BbICOKOW 4acTOTOM
OCNOXHEHUIA M CMEPTHOCTbIO. B HacTosiLee BpeMs neveHue
XMPOBOM 3M60MKM CHOKYCMPOBAHO HA BCMOMOraTenbHOM
MCKYCCTBEHHOW BEHTUNSALMMU NETKUX M MPUMEHEHUM BbICOKMX
[,03 KOpTMKOCTEpPOUA0B. %

PaHHas HeambynaTopHas cTagus

XMpprMHECKOE BMeELWaTeNnbCTBO Ha CTONE U roieHoCTon-
HOM CyCTaBe Ans KOPPeKLMM 3KBUHOBAPYCHOM AedopMaLimm
cnocobcTByeT 6onee yao6HOMY MONOXEHUIO CTOMbI B Kpec-
Jle-KaTanke manm B 06yBVI, HO BbIMOJIHAETCA O6bIHHO TONbKO
B Clydae, e NnaumMeHT HaCTtanmBaeT Ha NpoBeAeHUN onepa-
Lnn. [Mocne onepauun Ha cTtone M rofieHoCToNnHOM CycCtaBe
aHeM HEOGXO,EI,I/IMO 6y,u.eT NoNb30BaTbCA OpTGBaMIA,LITO6bI He
A0NYyCTUTb NOBTOPHOTIO NOABNEHUA KOHTPAKTYP.

OCMOTp MO3BOHOYHMKA O0/HKEH MPOBOAUTBCA BO BpeMA
KaXXgoro KJnHu4yeckoro 06Cﬂe,ﬂ,OBaHMﬂ. OnbITHBIM KNUHU-
LUMCTaM O0J1XKHO 6bITb AO0CTaTOYHO TOJIbKO AaHHbIX OCMOTpa
anga Ha6J'IPOLI,EHVI9| 3a COCTOSAHMEM MO3BOHOYHMKA Y Manb4u-
KOB, He CI'IOCO6HbIX XO0OUTb; OAHAKO MeHee OnNbITHble KNn-
HUUMNCTbI OO/DKHbI HAMPaBUTb pe6eHKa Ha peHTreHorpacbmo
NO3BOHOYHMKaA nocne yTpaTbl UM CI'IOC06HOCTI/I K XOXXOeHUH0.
Takke peHTreHorpadus MNO3BOHOYHMKA TpebyeTcs, eciu
DaHHble 0CMOTpa HeMHMOPMATUBHbI, HAaNpUMep y AeTein ¢
oXupeHuneM. Npu BbISIBNEHWUN C MOMOLLBIO peHTreHorpapum
NCKpUBIEHNA MO3BOHOYHMKA TAKTUKA ,lJ,aJ'IbHEI;iLIJEFO Ha6J'I}0-
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AmbynaTtopHas ctaaus PaHHAA HeaMGynaTopHas cTagus

06cnenoBanmne

OueHnBaTb 06bEM ABWMKEHUIA HE pexe, YeM Kaxable 6 Mecsues

OCMOTp MO3BOHOYHMKA €XeroaHo OCMOTP NO3BOHOYHMKA Kaxable 6 MecsLeB
BbInonHuth peHTI’eHOFpaCI)MLIeCKOE unccnenoBaHme BbinonHuth peHTreHorpadJmo NO3BOHOYHMKA NpU yTpaTte ExeroaHo BbINOMHATL peHTreHorpadJmo NO3BOHOYHMKA
Mpu BbIIBNE€HUM UCKPUBNEHWUA MO3BOHOYHMUKA UK naumMeHTom CMoCcoBHOCTH K XO,D.bGE; ecm umeetca B BEPTUKANBbHOM MONOXEHUN B nepeAHe-sa,uHeﬁ
eCc/it OCMOTp 3aTpyAHEH NCKpUBNEHWE NO3BOHOYHWUKA, BbIMOHATDH pEHTI’EHOI’padJl'ﬂO NpoeKunn y NauneHToB C YCTaHOB/IEHHbIM
Kaxable 6 MecsLes - 1 rog, B 3aBUCMMOCTU OT COCTOAHUA nporpeccMpoBaHMeEM CKOMO3a

PasBUTUS CKeneTa; HanpasuTb K XMPYPry opToneay npu yrne
MUCKPUBNEHUS NO3BOHOYHMKa >20°

Bmewarenbcrea

TPy MHCTPYKTMPOBaHMM NO Ne4e6HON GU3KYILTYPE BBECTU AOMALUHWE 3aHATHSI C MPOrPaMMON PaCcTSKEHMS C aKLLEHTOM Ha rOIEHOCTOMHbIX,
KOJEHHbIX 1 Ta306e4peHHbIX CycTaBax

an WHCTPYKTUPOBAHWM NO 3protepanum akLueHTUpOBaTb BHUMaHWE Ha BEPXHUX KOHEYHOCTAX

Mpy naccuBHOM ThinbHOM crbanuu <10° ncnonb3osath Mcnonb3oBath MHAUBKAYANbHO CMOAENMPOBAHHbIE MpofonKaTh MCMONB30BATH LWMHbI Ha HUKHUX
MHAMBUAYANbHO CMOAENMPOBAHHBIE HOYHbIE OPTE3bI [IHEBHbIE OpTe3bl /191 FONIEHOCTOMHOTO CyCTaBa M CTOMbl, KOHEYHOCTSIX; MOXET GbiTb LieNnecoobpasHbiM

[L191 TONIEHOCTOMHOTO CYCTaBa M CTOMbI,yCTaHOBNEHHbIE 4TOBbI 3aMEAIUTL MPOrPECCUPOBAHME SKBUHOBAPYCHON M3TOTOBNEHME UHAMBMAYANbHBIX WWH HA 3aMsSCTbe
B HEMTPanbHOM MONOKEHUN KOHTpaKTypbl M KUCTb

B Hauane nporpamMmbl TPEHUPOBKKU CTOSAHWUA MOSIb30BATLCA C OCTOPOXHOCTbK MCNONb30BaTb NPOrpamMmbl
I'IpMCI'IOCOﬁ}'IEHMﬂMM ANA NoAAEPXKK B MOJIOXKEHUN CToa TPEHUPOBKMK CTOAHMUSA
nnmn KPeCﬂOM-KaTaﬂKOﬁ C BO3MOXXHOCTbIO YCTAHOBKK
B BEPTUKANbHOE NONOXEHUE

HanpasuTb Ha onepauuio Ha CTome 1 axuanosoM HarpasuTb Ha onepauyio Ha CTome 1 roNeHOCTOMHOM
CYXOXUUM /151 YNYULLIEHUS MOXOAKM B Cly4ae cycTaBe AN YyuLeHUs! MONOXKEHMUS CTOMbI, eC/IN Ha 3TOM
BbIPaXXEHHOM KOHTPaKTYpbl FOIEHOCTOMHbIX CYCTaBOB 6yneT HacTaMBaTh NauMeHT

NpU YAOBNETBOPUTENLHOM CUE YETIPEXTIABLIX MbILLLL
1 MbllL-pasrubateneit 6enpa

M36eratb UCNONb30BaHWS OPTE30B AN MO3BOHOYHUKA

MpoBecTn 3a6aroBpeMeHHbI MHCTPYKTaX POACTBEHHWUKOB NaLMEHTa MO NPOGMNAKTUKE NEPEOMOB

KOHCyﬂbTaLlMSI Kapguonora v nynbMoHoN0ra nepes no6bIM XUpypruyecknum BMeLwaTe/ibCTBOM

HanpaeuTb Ha pusmnueckyto Tepanuio nocne HanpasuTb Ha BbINONHEHME 33[iHEr0 CMOHAWN0AE3a, eCNn HanpaswuTb Ha BbINONHEHME 3aiHero CNoHAMNOAE3a,
onepaumu Yron UCKpUBNEHKS NO3BOHOYHMKA >20-30° €C/IM UCKPUBNEHME NO3BOHOYHMKA NMporpeccupyet
Yy NauMeHToB npennyGepTaTHoro BO3pacTa, He noay4Yarwmnx
KOPTUKOCTEpOMAbI; 06ecneunTb NpefonepaLuoHHoe
nnocneonepaumMoHHoe o6cne,u,osaﬂme 14 neue6Hy|o
buskynsTYpY

Y6eauTbes, 4To POACTBEHHUKM NALMEHTOB M YieHbl MEAULIMHCKOM BpUrafbl 3HatOT O CUHAPOME XMPOBOIi IMBoNUK

Puc. 4. AcneKTbl OKa3aHUsi OPTONEANUUECKOM U XMPYPrUUECKOi NMOMOLYM MALMEHTaM C MbILIEYHOI AucTpodUeit [ioweHHa No cTaamam 3aboneBaHus
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OueHka U o6yyeHue

I'Ipoaep,eHme OLLEHKN U 06yHeHMﬂ 3prorepanesToM Unu qJI/ISMLIeCKMM TepanesToM

* MUHUMM3UPYItTE pUCKM NaAeHUs B 06O 06CTaHOBKE, B TOM YMC/IE YUUTbIBAITE NOBEPXHOCTb 415 XOAbObI, 0COBEHHOCTU MECTHOCTU U

npenaTcTena

. I'IposenMTe 06yl-|em4e NauMeHToB U UX poACTBEHHUKOB NO 6E3OI'IaCHOMy NoNb30BaHMIO erCI'IOM-KaTa}'IKOﬁ; aKLleHTMpyﬁTe BHUMaHue
Ha TOM, YTO NafeHne C Kpena-KaTanaku aBnsgeTca yacrom anHMHOﬁ TpasM

« [poBeanuTe 0byyeHne poACTBEHHUKOB MaLMeHTa no 6e30nacHoMy noabemy nalmeHTa, NepeMeLLEHNUIO ero B Kpeio-KaTanky 1 U3 Hero,
a Take No 0COBEeHHOCTAM pa3IMyHbIX MOBEPXHOCTel B Ntoboit 06CcTaHOBKe

06LuMe acnekTbl MU BO3MOXHbIE U3MEHEHUS

be3onacHocTb AOMallHEN 06CTaHOBKM

 Y6epuTe NpensTcTBuS, TaKMe Kak KOBPUKM, UTPYLLKH,
BEPEBKM U HEHYXKHbIE BELLM

Be3sonacHocTb Ha HEPOBHbIX NN CKOJIb3KMX MOBEPXHOCTAX

 byabre 0coBEHHO OCTOPOXHbI HA YULIE M3-33 HEPOBHbIX
NoBEpXHOCTeW

« Monb3yiitech 06yBbI0 ANs HacceitHa, 4Tobbl NpenoTBpaTUTL
nafeHue npu xoapbe no CKob3KMM NOBEPXHOCTAM BO3/e
BOZb!

¢ Hoyblo MCI'IO}'IbSyljiTe HECKOJIb3KME NPOTEKTOPbI Ha OpTEe3ax
ANg roNeHoCTONHOro cycrasa u CTOMbI, 4TO6BbI YMEHbLWUTb
PUCK NageHna npu BXoAe B BaHHYIO U BbIXO4e M3 Hee

ﬂpe,ﬂ,OTBpaLLLeHME nafeHna C Kpeaia-Katanku unun cpencrea
nepeasumxeHus

« Bce Bpems nonb3yiitecb peMHeM 6e3onacHocTu

. nOﬂbByﬂTer MeXaHM3MOM NPOTMB ONPOKUAbIBAHUA Ha
Kpecnax-Katankax

Be3sonacHoe nepemMelleHne naumeHTa B Kpeaio-Katanaky 1
U3 Hero

* 3apaHee noayMaiite 06 aganTMBHOM 060pyA0BaHUM U
cucTemMax nofbema naumeHTa aas UCronb3oBaHMs BO BCEX
yCnoBusX, 4To6bl 06ecneynTb 6e30nacHyto NoaaepxKKy 1
MUHUMU3UPOBATL PUCK MAAEHUS UM MOTYYEHNUS TPaBMbI
BO BpeMsi NepeMelleH1s NaLMeHTa, Nob30BaHWs TyaneToM,
NPUHATUS BaHHbI UK Aylua

Bo3moxHble BapuaHThbl 06yCTp0171CTBa XM3HEHHOro NpOoCTpaHCTBa 60nbHOro

 Heckonb3kie KOBPUKM B AyLue MW B BaHHE
* MopyyHu ANs NPUHSTUS AYLIA MY BaHHbI

o CupeHbe ANns KynaHus Unu Apyroe afantueHoe o6opynoBaHue As BaHHbIX Npoueayp
» Heckonb3kne nNpoTekTopbl Ha CTyNeHbKax 13 HeoTAeNaHHOM ApeBeChHbI

« Mopy4Hu C 06enx CTOPOH NECTHULbI

Puc. 5. 06wue pekoMeHpauum no ﬂpOd)M!laKTMKe nepenomMoB Anq NauueHToB C MbILIEYHOM p.ucrpod:ueﬁ [ioweHHa n ux POACTBEHHUKOB

[leHUS 3aBUCUT OT CTEMeHM 3PENoCcTU CKeeTa Y NaLUMeHTa; y
MaLMEHTOB C HE3pE/bIM CKENIETOM peHTreHorpaduio cnepyet
NpOBOAMTb Kaxaple 6 MecsLeB, a Y MaLUMeHTOB CO 3penbiM
CKeneToM peHTreHorpaduio cnemyet NpoBOAUTb He pexe
4yeM OAMH pa3 B roA. Yron WUCKPUBIEHUS MO3BOHOYHMKA B
20° unu bonee fomKeH HGbITb OCHOBAHWEM Ang obpalleHus
K xupypry-optoneay. Micnonb3oBaHue opTe3oB Ans NO3BO-
HOYHMKA He pekoMeHayeTcs. B otanume ot TMNMYHOrO Teye-
HUs1 3ab601eBaHMS Y MaNbYMKOB, HE MONTYYALLMX NIeYeHue, y
NaLMEHTOB, MOMYYAOLWMX KOPTUKOCTEPOUAbI, UCKPUBIEHME
MO3BOHOYHMKA BbIPAXXEHO MEHBLLE, U Y HUX PeXe BO3HUKAET
Heobx0AMMOCTb B OMepaLmu Ha NO3BOHOYHMKe, 8 7% 100.103
Hecmotps Ha otcytctBue PKU, Mbl pekomeHayeM npose-
[eHue 3adHero cnoHamnogesa y toHowen ¢ MO, yunTbl-
Basi MOJIOXKMUTENIbHOE BIMSIHWME 3TOM onepauun Ha GYyHKLMIO,

paBHOBECME BO BPEMS CULAEHUS U MEPEHOCUMOCTb CUAEHMUS,
60/1b M KAYeCcTBO XKM3HU, MO AAHHBIM B HEPAHLOMMU3MPOBaAH-
HbIX MPOCMEKTUBHbIX KOFOPTHbIX KIMHWYECKUX WMCCIEnoBa-
HUsX.?® 104105 33nHMit CNOHAMNOAE3 PEKOMEHAYETCS NaLu-
€HTaM, He CMOCOBHbBIM XOAWTb, Y KOTOPbIX Yo UCKPUBIEHMS
NMO3BOHOYHMKA B NONOXEHUM cuas npesbiwaet 20°-30°, He
JOCTUTLLIMX MOSIOBOTO CO3PEBAHUS M HE MOYYaBLUMX KOPTH-
KOCTepouabl, TaK KakK OXWMAAETCS, YTO MCKPUBNEHUE MO3BO-
HOYHMKA Yy HUX OyoeT MporpeccupoBaTth. TeM He MeHee Yy
MaLMeHTOB, NOTyYatoLLMX TEPANMI0 KOPTUKOCTEPOULAMMU, BCE
TaK XK€ MOXET pa3BWUTbCS CKOIMO3, MPOrpeccMpoBaHUE MO-
XET ObITb MEHEE NpeACKa3yeMbIM, NO3TOMY HaboaeHWE AN
BbISIBIEHUS| YETKUX NPU3HAKOB NMPOrPeCccMpoBaHUs SBASETCS
060CHOBAHHbIM MOAXOAOM Mepef, TakiMM BMELLATEbCTBOM.
BbinonHeHne nepenHero cnoHamnofesa He Tpebyetcs, Tak
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Kak apTpoge3 06bl4HO BbIMOMHAT B Bo3pacTe oT 11 no 20
NeT, KOrAa OXWAAeTcss HeBONbLIOW [OMONHUTENbHbIA Mpo-
[LONbHbIM POCT MO3BOHOYHMKA.

locne BLIMONHEHWUS XWMPYPrUYECKOW KOPPeKLMMU CKOMM-
03a pekoMeHayeTcs cTabunusauma B Ta3 M apTpoaes y na-
LIMEHTOB C KOCbIM Ta30M C YIJIOM HAK/IOHa cBbiwe 15°, yTo
[LO/KHO NOMOYb MALMEHTY CUAETb U YAEPXKMBATL MONOXKEHNE
Tena. Y naumeHToB, y KOTOPbIX KOCOM Ta3 HETSXeNoNn cTene-
HW, [LOCTAaTOYHO BbIMONHEHUS apTpoAe3a HUMXKHUX MOSICHUY-
HbIX MO3BOHKOB. Llenbio Xupypruyeckoro BMeLIaTeNbCcTBa
Ha MO3BOHOYHMKE ABNAIOTCS NPOPUNAKTMKA AdNbHEMLIErO
MpOrpeccMpoBaHns CKOMMO3a, YyylleHWe NepeHoCHMOCTH
CUOEHUS U YyMeHbLUeHue 60/n.”8

PekomeHzaumam no ynpexzpatoiien npodunaktmke nepe-
NOMOB He0OX0AMMO C1eA0BaTb HA MPOTSXXEHWUM BCEX HeaMby-
NaTopHbIX cTagui (Puc. 5).Y aetei, yTpaTmBLIMX CNOCOBHOCTD
XO[MTb, pEKOMEHAYETCS NPUMeHSTb Honee KOHCEPBATUBHbIN
MOAXOA, K JIeYeHUI0 NMEPENOMOB HUXHMUX KOHEYHOCTeW, TakK
KaK Harpyska Ha Hory 6onblue He SBNSETCS LeNblo NeYeHus.
BHyTpeHHss duKkcaums MOXeT NOHafoObUTLCS NpU neveHun
HecTabunbHOro Nepenoma, Ho HanoXeHMUs WKHbI MOXET ObITb
[LOCTAaTOYHO [N 3aXMBNEHMS nepenoma u ob6e3bonmBaHums.
Obe3bonnBaHne MMeET BaXKHOE 3HAayYeHWe L1 BCeX AeTew,
HO ocoboe HabnooeHne MoxeT BbiTb HeobxoanMO B ycIo-
BUSX HapyLlleHns QYHKLMM Nerknx u cepaua. MenmumHckme
paboTHMKM M POACTBEHHMKM MaLMEHTA AOMKHbI 3HATb NPO-
SIBNIEHUS CUHAPOMA XXMPOBOW 3MO0/IMK, ONUCAHHbIE BbILLE.

Mo3pHAa HeambGynaTopHas cTagus

Xvpypruyeckas KOPpeKLMsi KOHTPAKTyp, MOpaatoLmx
BEPXHME WNIU HUXKHUE KOHEYHOCTU, He peKOMeHayeTcs B
nosgHei HeambynatopHow ctagum MOL, 33 ucknyeHnem
CnyyaeB,Koraa nauneHTa 6ecnokouT 60/b, UMEKTCS CTIOXKHO-
CTU C YLepXXaHWeM MONOXKEHUS TeNna UM OTMEYaEeTCs Hapy-
LIEHME LLeTOCTHOCTU KOXKMU. KNMHULMCTbI AONMXKHbI BbINOIHATb
OCMOTpP MO3BOHOYHMKA Ha KaXAOM BU3UTE B KIMHUKY. Ecin
y NauMeHTOB C AMArHOCTUPOBAHHBIM CKOMMO30M Mpeano-
naraeTcs NporpeccMpoBaHue 3TOr0 COCTOsIHWS, Heobxoaum-
MO eXerofHO BbIMOHSATb peHTreHorpaduio NO3BOHOYHMKA
B nepefHe-3afHel Npoekuun B MONOXKEHWUU CUAs. 3afHWUI
CNOHAMNOAE3 PEKOMEHAYEeTCS B MO3A4HeN HeaMbynaTopHOM
CTafuu NaumeHTaM, y KOTOpbIX MPOrpeccupyeT UCKpUBeHUE
NO3BOHOYHUKA. He06X0AMMO NPOKOHCYNBTUPOBATLCA C MYy/b-
MOHOJ/IOTOM M KapAMOMOroM naumeHTa, 4tobbl yoeamutbcs B
YO,0BNETBOPUTENIbHOM COCTOSIHUM DYHKLMM NErkux 1 cepaua
[NS BbIMOIHEHUS! TAKOFO XMPYPruyeckoro BMeELLATeNbCTBa.
Pe3ynbTaThl HEKOTOPbIX UCCNEAO0BAHUI CBUAETENbCTBYHOT O
TOM, YTO CMOHAWNOAE3 3aMeanseT yXyalleHne QyHKLUMUU Obl-
XaHus, TOraa Kak Apyrve UccnefoBaHus He Mokasanu CTaTu-
CTUYECKM 3HAUYMMOrO PazNnMumng B TEMMAX YXYALIEHUsS QYHK-
LMK Noc/ie onepawmu,?s 106-108

Moaxopn K nevyeHuo TpaBMaTUUECKMX NMEepPesoMoB B NO3M4-
Hei HeaMbynaToOpHOM CTagMM aHANOMMYHbIM MOAXO4Y, Mpu-
MeHsIILWEeMyCs B paHHel HeaMbynaTopHOM CTaguu, Lensmu
neyeHus aBnaoTCa cTabunmsaums nepenoma u obesbonmea-
HKWe. HanoXxeHus rmncoBoi NoBA3KM MK LUKMHbI 0ObIYHO A0-
CTaTOYHO MNpU NepenoMe AUCTanbHoro Metadumsa beLpeHHoM

KOCTW. B cnyyae nepenoma npokcuManbHoro otaena 6eapeH-
HOW KOCTW AN9 CTabunmnsaumm HeobxoAMMo NPOBELEHNE XU~
pypruyeckor onepaumu. Kak v npu nobbix nepenomax, Me-
OMUMHCKME paBOTHWMKM M POLCTBEHHUKM MALMEHTA AOMKHbI
3HaTb NPOSIBNEHWA CMHAPOMA XXMPOBOI dMBONUM.

Xupypruyeckue acnekrbl

BaxHble xupypruyeckue acnekTbl Ans nauueHtos ¢ MO
noapobHo npeacTaBneHbl Ha Puc. 6.Y toHowel ¢ MO/, noBbl-
LeH pUCK pa3BUTUS NOTEHLMANBbHO NPUBOAALLErO K NeTab-
HOMY Mcxomy pabooMMONM3a U runepkaanueMuu npu npu-
MEeHEeHUU UHTaNSLMOHHbIX aHECTETUKOB MK CYKCAMETOHUS
xnopuaa (CyKUMHUAXonuH).'”” HeobXxoaMMo NpPOKOHCY/Ib-
TMPOBATbCSA C KapAMONOrOM U MyNbMOHOMOINOM nepef Bce-
MW XMPYPrU4yeckKUMKU BMeLIATeNbCTBAMM, @ aHeCTe3nonoru
[LOMKHbI 3HaTb, YTO Yy MauueHToB ¢ M/l noBbiweH pUcK ae-
KOMMeHCcauum cepeyHoi 1 AbIXaTeNbHOM HEA0CTaTOUHOCTH
BO BpeMs unu nocie onepaumn.t'’ MonpobHoe obcyxaeHue
XUPYPruyeckmnx acnekToB NPeAcTaBleHO B NMPUIOXKEHUU (K
aKageMUYecKkow CTaTbe).

BbiBOAbI M HanpaBneHUs fanbHENULWUX UCC/IeA0BaAHUNA

[eTtam u B3pocnbIM naumenTam ¢ M ceityac MoryT 6bITb
npeaioXeHbl YCOBEPLIEHCTBOBAHHbIE MNOAXOMbl K OKa3aHUI0
MeLMLMHCKON NMOMOLLM NpU HAPYLIEHUU DYHKLMM AbIXaHWUS,
ceppeyHol esTenbHOCTU, COCTOSIHUS KOCTEM, @ Takke Mpu
0CTEeonopo3e, OpTONeAnYECKOM U XMPYPrUuecKoM NeveHuu.
TeM He MeHee HECMOTpPS Ha TO, YTO Mbl B LLeIOM MPOABUHY-
JINCb B 3HAHMSAX U MOHUMAHUM NYHLWMX NOAXOA0B K IEYEHUIO
NaLMeHTOB, HEO6XOAUM anbHENLMIA NPOrpecc B 3TUX Y3KMUX
CMeLManbHOCTIX ANs YAOBAETBOPEHUS NOTpebHOCTeN nauu-
€HTOB.

B pecnupaTopHoi Tepanuu, METOAAMU U KPUTEPUAMU ON-
arHOCTUKM, KOTOpble MO Bbl UMETb KIIMHUYECKOe 3Haye-
HWe, Ho TpebyHT faNbHENLEro U3yyYeHus, ABISIOTCS NMKOBas
CKOpOCTb Kaliisg Npy BCMOMOraTeNnbHOM Kallie, MaKCMMab-
Has emkocTb Baoxa (MIC), pa3Huua Mexay MakCUManbHOW
emMKkocTbto Baoxa u MXEJT, ®XEJT B nonoxkeHun nexa Ha
CMUHe, NMKOBasi CKOPOCTb BAOXA, NPU GOPCUPOBAHHOM BJO-
Xe, UHLEKC YacToro noBepxXHOCTHOro ApixaHus (RSB) 1 Mak-
CMManbHOe [OaBNeHWe Ha BAOXe, U3MEPEHHOEe B HOCOBbIX
xopax (Sniff MIP). MeTogamun pecnupatopHoi Tepanuu, ans
KOTOPbIX B HAY4HbIX MUCCIEAOBAaHUAX HEOOXOAMMO YCTaHO-
BUTb 3OMEKTUBHOCTb U ONTUMAJIbHBIA PEXUM NMPUMEHEHMNS,
SBNAIOTCS BbICOKOYACTOTHAS OCLUMANALUS TPYLHOM KNEeTKU,
BHYTPUNIErOYHAs NEPKYCCUOHHAs BEHTUAALMUS U BEHTUNSALMS
Nerkux C oTpuuaTenbHbIM AasneHueM. HeobxoomMmo nydiue
MOHMMaTb WM3MEHUYMBOCTb NIErOYHOr0 (EHOTUNA, BIUSIHME
dYHKUMKM cepaLa v HYTPUTMBHOIO CTaTyca Ha [blXaTeNbHYHO
cucTeMy, Ytobbl OMTUMU3MPOBATL MEAULMHCKYI NMOMOLLb U
pa3paboTaTb pecnMpaTopHble KpUTEPUU AN OLEHKM CyLle-
CTBYIOLMX U HOBbIX MeTonoB Nnevenns MAM. [Ing oueHku
pekoMeHyeMbIX B HACTOSILLEM AOKYMEHTe KpUTepueB AN
Hayana BbINOJIHEHMSA BCMOMOraTeNlbHOro Kallig U HeuHBa-
3MBHOWM BEHTUNALMMU NErKMX HeobXOAMMbl MPOCNeKTUBHbIE
UCCNefoBaHMS, KIMHUYECKM 3HAuMMble KpuTepuun sddek-
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MEAOULUHCKASA MOMOLLb NMPU

lMepen onepaumei He0BXOAMMO MPOKOHCY/IBTUPOBATLCA C KAPAMOIOTOM
AHECTe310M0MM AOMKHbI 3HATb, YTO Y NaumMeHToB ¢ ML MoBbIWEH PUCK AEKOMMNEHCALMM CEPAEYHONM HELOCTATOUHOCTH
BO BpeMs onepaumm

O6LMpHbIe XUPYPrUYecKue BMeLlaTesbcTea
* Y naumenToB ¢ MAJ, 0co60 MOBbILEH PUCK HAPYLIEHUS CEPAEYHOI LEATENBHOCTU BO BPEMS 0BLUMPHbIX ONepaLmi

 Dxokaparorpaduio U 3neKTpoKapa1orpaduio CieayeT BbINOAHATb Kak MOXHO B/vxke K NpoBeaeHuto Ntoboi 3annaHnpoBaHHoM
onepauum

Manbie XUpypruyeckue eMellartesibcTea

Y NaLMEHTOB C HOpPMaslbHOI (YHKLMEN CepALa Kaparonornyeckoe ob6c1ef0BaH1e NpeLnaraeTcs NpoBOANTD,
ecv nocieaHee obaienosaHue nposoannoch >1 roaa Hasag

MEOULUHCKASA MOMOLLb NMPU

I'Ipep.onepauuonuoe Oﬁy‘-IeHMe U nocsieonepauMoHHOIo UCnosib3oBaHue yCTpOﬁCTB ANA BCroMoraTesibHOro Kawnsa

« /lcnonb3oBaHKe METOAMK UCKYCCTBEHHOTO KAl HEOBX0AMMO Y NaLMEHTOB C UCXOAHOM MaKCUMMabHOM CKOPOCTbIO BblA0OXa
npw Kawwne <270 1/MUH UAK UCXOAHbBIM MaKCUMaNbHbIM aBneHueM Ha Bbigoxe <60 cM H20™

MpenonepauuoHHoe 06yyeHne U NOC/IEONEPALUOHHOTO UCMOJIb30BAHNEHENHBA3UBHOW BEHTUNIALIMM NIETKUX
* HenHBa3MBHYIO BEHTUNALMIO IETKMX HEOOXOAMMO NPOBOAUTD Y NaLmeHToB ¢ ucxoaHon MXEST <30 % oT fomkHoi

» HenHBa3MBHY UCKYCCTBEHHYIO BEHTUSILMIO IETKUX HACTOATENbHO PEKOMEH/YETCS NPOBOAMUTD Y MALMEHTOB C McxonHor DXXETT
<50 % ot gonmkHoi

Cneu,yeT usberatb 3KCTy6aLLl/Il/I TOMIbKO C JONOSIHATENbHOM Noaaveit Kucanopoga 6e3 O[lHOBpPEMEHHOr0 NnpoBeneHnsa BCrOMOraTe/ibHoW
MCKyCCTBeHHOVI BEHTUNALUU NTIETKNX

CTMMy}'Il/IpyPOLIJ,aﬂ CNUPOMETPUA He NMOKa3aHa, TakK Kak OHa NnoTeHuUuanbHO Hqu)qJeKTlABHa Yy nauMeHToB co cnabocTbio [bIXaTeNbHOWM
MYCKynatypbl, U UMeKTCAa 6onee npennovTuTenbHble anbTepHaTUBHbIE METObl

AHECTE3MA

HacTtoatenbHo pekoMeHayeTca ToTasibHasa BHYyTPMBEHHAsA aHecTe3na

D,enonﬂpusyloume MUOpeNlaKCaHTbl, TaKUe KaK CyKcaMeToHUA Xopua, abconoTHO NpoTUBOMNOKa3aHbl U3-3a PUCKa HeXXelaTeslbHbIX
peaKu.m“« C IeTajibHbIM UCXoA0M

Puck pa6,CI,OMl/IOJ'Il/I3a WU rmnepkanemMms

« Y naunentoB ¢ M/ noBblweH pUck pa3BuTua pabaoMmnonmsa npu UHransLUMOHHOM aHecTe3nm
WM MPUMEHEHMM CYKCAMETOHUA XI0PUAA

o OcnoXxHeHus B BUAe paﬁ,D,OMMOJ'IM3a Y4acCTo nyTarT Co 3/10Ka4eCTBeHHON I'I/II'IepTele/IeVI

KPOBOMNOTEPA

Vcnonb3oBaHWe aHECTETETUKOB C MMMOTEH3MBHbBIMU CBOMCTBAMM, C LIEMBIO MUHUMMU3ALIMK KPOBOMOTEPH, HE PEKOMEHLYIOTCS U3-3a
prCKa reMoAMHAMUUECKMUX HapYLLEHWI MPY KapaMoMMonaTuM y nauueHTos ¢ MO/,

[ina 6opbbbl C MHTPaOMEPaLMOHHOM KPOBOMOTEpE CllefyeT PACCMOTPETb BO3SMOXHOCTb MCMOIb30BaHUS TEXHONOTUM
ayToreMoTpaHcdy3um (cenn-ceieep), Hapsay ¢ NPUMEHEHUEM aMUHOKANPOHOBOM MW TPAHEKCAMOBOW KUC/IOTI.

lMocneonepaLynoHHas aHTUKOArynaHTHasA Tepanus C MPUMEHEHUEM renapuHa UM acnupuHa y naumeHTos ¢ M HelenecoobpasHa.
KoMMpeccuoHHbIM TPUKOTaxX, Ha BCHO HOTY, MOXET BbiTb MoKa3aH A/ish NpodunakTku TpoMb03a myBokux BeH.

PucyHok 6: AcneKTbl OKasaHWA XMPYPruyeckoin NoOMOLUM NauUeHTaM C MblleYHoM aucTpoduent JioweHHa
MO - mbiweyHas auctpodus OiowenHa; PXEN - popcupoBaHHas XMU3HEHHAs EMKOCTb Ierkmx.
* PekoMeHAaLMM NPUMEHUMBI Y NALMEHTOB CTapLLero NoAPOCTKOBOrO M B3pOC/IOro BO3pacTa.
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TMBHOCTM OyAyT MCNOMb30BaThCs AN Pa3paboTKU HayuyHO
000CHOBaHHbIX PYKOBOACTB.

HeobxoauMbl KNUMHUYECKUE UCCenoBaHMs B obnactu
KapAauonorum, Tak Kak (MporHo3) BbDKMBAEMOCTb He ynyu-
LIMTCA, eC/IM HOBbIE NIeKapCTBEHHbIE CpeAcTBa He ByayT oka-
3bIBaTb IPHEKTUBHOIO NevyebHOro BO3LEWCTBUS Ha Kapau-
omuonatuio npu MAM. HeobxoamMmo BbISBUTH GUOMapKepbl,
CBMAOETENbCTBYIOWME O KPAaTKOCPOYHOM 3aMefjieHnn npo-
rpeccupoBaHus 3aboneBaHus. HeobxoanMbl HOBble Kapam-
0fIOrMyeckne npenapatbl, 4ENCTBME KOTOPbIX HaMpaBneHo
Ha AMCTPODUH, NS YNYULIEHWS UCXOAOB Y NauMeHToB. Heob-
XOAMMO M3y4aTb OCOBEHHOCTM eCTeCTBEHHOTO TeUYeHUs Kap-
[MOMMONATUM Y XKEHLLMH-HOCUTENEN MyTaLuu, ABNSIOLLENCS
npuumnHON 3aboneBaHus, a Takxe TpebyTcs nccnenoBaHus,
4T0ObI OMpenenuTb Nyyllne CTpaTerMu AUArHoCTUKK U neye-
HUS1 'y IEBOYEK U KEHLLMH, CTPafaoLWMX 3TUM 3aboneBaHueM.

YuuTbIBas, 4TO MEpenombl MNO3BOHKOB SBASKOTCA PaHHUM
NposiBJEHNEM IOMKOCTM KOCTEN, a HexenaTenbHble 3ddeKTbl
IMIOKOKOPTUKOMAOB Pa3BMBAOTCS ObICTPO, CnepyeT HayaTb
npoBefeHne NPOCMNeKTUBHbIX MCCNEeA0BaHUI KOTOPble Kaca-
Nuncb 6bl NPOPUNAKTUKK OCTEONOPO3a, C Y4ACTMEM MONOAbIX
MaLMEeHTOB, @ NepenoMbl NO3BOHKOB LOMKHbI BbiTh Ktoye-
BbIM MCCNefyeMbiM napameTpoMm. Tpebyetcs nposeneHue
[anbHeMWnX MccnefoBaHUM AN OLEHKUM NeKapCTBEHHbIX
CpencTB, CTUMYNMPYIOLLMX POCT, AN1F NPefoTBpaLLEHUS IOM-
KOCTM KOCTeW M aHabonmuecknx cpeacTs, TakMxX Kak napatu-
PEOMAHbIN FTOPMOH MM aHTUTENA K CKNEPOCTUHY, ANS neve-
HMS OCTeonopo3a.

B cootBeTcTBYOWMX Cyyasx HEOOXOAUMbI KOHTPOAM-
pyemble UCCNefoBaHUS  XMPYPruyeckux MeTOAMK OpTo-
nefuMyeckoro NevyeHus, Kak U fydllee npeacraBneHns o6
OC/IOXKHEHUSX CO CTOPOHbI OMOPHO-ABUIATENIbHOMO annapa-
Ta M NyyWnx Kputepusax 3GhEeKTUBHOCTU AN OLEHKM BO3-
[eNCcTBUS Ha OMOPHO-ABUIATeNbHbIM annapat UMEeLLMXCS
M HOBbIX NEKAPCTBEHHbIX CpeacTs Ang nevenna MALA. Jo-
NMONHUTENbHbIE WUCCNENOBaHUS MCXO40B MO COOOLIEHUAM
NaLMEHTOB U MX POLCTBEHHWKOB MOMOMM Obl B MPUHATUM
peLleHnn OTHOCUTENBHO BbINOMHEHMS ONepPaLmii Ha HUXKHUX
KOHEYHOCTSX M CnoHAMnoaesa.

[pynna aBToposB

DJB, KB, CMB, BAA, SDA,AB, LEC, LC, SH,AKO, DWS, JB, DRW n1 LMW
BbINOMHWAW 3KCMEPTHYI OLEHKY AM3aiHa uccnenoBaHus, Gopmu-
pOBaHME U MHTEpNpeTaLutio AaHHbIX, 0630p MTEpPaTYpbl HanUcaHue
CTaTbM U NPUHSAAK peLleHue o ee nybamkaumu. DIB npu nomowwm CMB
MOAFOTOBM YEPHOBOWM BAapUaHT, BbINOMHUI PeAaKTUPOBaHWE CTaTbh
W YTBEPLMUI OKOHUATENbHYIO BEPCHIO.

3asBneHne o0 HannMuumu / OTCYTCTBUMU 3aUHTEPECOBAHHOCTU
DJB nonyyan onnaty 3a KOHCYbTaLUMOHHbIE YCIYTM B KOMMAHUM
Hill-Rom Corporation, umeet nateHTol B CLUA (8651107, 8844530
n 9795752) Ha ycTpOMCTBA ANS UCKYCCTBEHHOW BEHTWUASLMM ner-
KMX, @ Takke COOTBETCTBYIOLME MeXAYHapoLHble MaTeHTbl, Noaan
3as9BKM Ha naTeHTbl. KB 6bina KOHCynbTaHTOM B koMmaHusax Solid
Ventures, Catabasis, LGC Ltd, Bristol Myers Squibb, PTC therapeutics,
GLC Research, Eli Lilly n Publicis Life Brands Resolute; oHa nony-
unna GUHaHCOBYIO MOAAEPXKKY B BMAE rpaHTa oT KomnaHun PTC

Therapeutics. SDA sBnsieTcs raBHbIM UCC1ELOBATENEM B MHOTOLLEH-
TPOBbIX KIIMHUYECKMX UCCIEA0BAHUSX, CTOHCOPAaMM KOTOPbIX BbICTY-
natot komnauum PTC Therapeutics u Sarepta Pharmaceuticals. LEC
nosyyana NMYHble BO3HArpaX4eHus 3a BbICTYNIEHWUS C LOKNaLaMK
M yyacTve B Hay4HbIX UCCNELoBaHMsX npu nopnepxke Genzyme
Corporation Sanofi; oHa y4yacTBoBana B Hay4HbIX MCCNELOBAHMAX
CINRG (Cooperative International Neuromuscular Research Group,
O6beaurHeHHas MexayHapoAHas rpynna rno HeMpOMbIWEYHbIM Ha-
YYHbIM uccnepoBaHusaM), Enobia Pharma Inc/Alexion, Robertson
Foundation, GlaxoSmithKline, Eli Lilly, Valerion, Pfizer, Prosensa,
BioMarin, lonis, Ultragenyx, Roivant Sciences, Therapeutic Research
in Neuromuscular Disorders Solutions, NS Pharma u Marcus
Foundation. DRW nonyuyaet onnaty 3a KOHCYNbTALMOHHbIE YCIYrU B
koMnaHuax Health Research Inc u Marathon Pharmaceuticals. LMW
nosny4yana GMHaHCOBY NOAAEPIKKY B BUAE PAHTOB M TOHOPApPOB OT
komnaHuit Novartis 1 Amgen. Bce octanbHble aBTOpbl 3asBuAM 06
OTCYTCTBUM KOH(DMKTA MHTEPECOB.

bnaropgapHocTH

Mbl  Bblpaxaem 6narogapHoctb LlapoHy bappeny (Sharon
Barrell) n OaHuanb XenHuc (Danielle Hennis) (RTI International)
3a NoMollb B pefakTMpOBaHUM U rpaduyeckoM oGopMIEHUN COo-
oTBeTcTBeHHO U Anpuer XeppoH (Adrienne Herron) (US Centers for
Disease Control and Prevention [CDC], LieHTp no KoHTponto u npo-
dunakTuke 3abonesaHuit CLLUA) 3a ee noMoLLb B COCTAaBAEHUN Au-
3aliHa M OCYLLEeCTBNIEHNM NPOEKTa, a TakKe 38 NPOBEpPKY PYKOMUCK.
Mbl 6narogapum Hatanu Crput (Natalie Street) (CDC) 3a nomoLb
B COCTaB/IEHWUM AM3aiHA M OCYLLECTBNIEHUM NPOEKTa, NPOBEPKY py-
KOMMUCK U pefakTMpoBaHue pykonucu. 3Ta paboTa ocylecTBasnach
npu nopaepxke CDC, koHTpakT 200-2007-22644-023. CDC Bbinna-
TUAW TOHOpapbl U OMNATUAW TPAHCMOPTHbIE PacXoAbl AN YNEHOB
KOMUTeTa 33 /IMYHOE MnocelleHne coBelaHunin. PuHaHCMpoBaHue
6b110 NpeaoCcTaBNeHO COMNMAcHO AKTY Mo yxoAy 3a MauMeHTaMu u
neyeHunto MblweyHoi auctpocbum (Muscular Dystrophy Care and
Treatment Act), 3akoHOAaTeNbHOMY J,OKYMEHTY, MpU3biBalOLLEMY K
cotpyaHuyectsy CDC ¢ npodeccroHanbHbIMUM OpraHu3aunsaMm u
coobLiecTBaMm NaLMEHTOB B BOMPOCax pa3paboTku, U3gaHus u ne-
PUOAMYECKMX NEepecMOTPOB acMeKkToB yXo4a 3a MauueHTaMu npu
Mbllle4yHoi AucTpodumn [ioweHHa. PesynbtaTbl M BbIBOAbI, Npes-
CTaBNEeHHblE B 3TOM AOKYMEHTE, IBNSIOTCS MHEHWEM ee aBTOpOB U
He 0653aTenbHO NpencTaBnsioT obuumanbHyto nosuumnio CDC.
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Yacts Il

OdunarHocTtuka u nevyeHue MbievyHon amctpodpum [oWweHHa,

Y4acTb 3: OKasaHue NepBMYHON MeAULMUHCKOM NOMOLLU, HEOT/IOXKHOM
MeAMULUHCKOM NOMOLLU, NCUXOCOLMANIbHOM NOMOLLU U o6ecneyeHue
npeemMCcTBEHHOCTU MeAULIMHCKOM NMOMOLLM Ha NPOTAXKEHUU BCEM YKU3HU

L38ud [Dx bupHkpaHm, Kampur Bywb6u, Kapna M b3HH, Coto3aH [ AnkoH, AHxena bnaksenn, Mapu K KonsuH,
JluHda Kpun, AdpueHH P XeppoH, SHHU KeHHedu, Kamu KunHemm, [xelimc Hanpasa, lapu Hopuu, [xelimc
Moticku, Hamanu Cmpum, Kpucmura [ Tpaym, [38ud P. Bebep, /luaHH M Yopo, dna Paboueli epynnel no

gonpocam sedeHus nayueHmos ¢ MAI

YnyywieHns GyHKUMM, KaUeCTBa XXM3HM U NPOAOMKUTENbHOCTU XU3HU NMALMEHTOB C MbilWeYHOW aucTpodueli JioweHHa
(MAA) 6binn pocTUrHYTbI Gnarogapsa MynbTUAUCLUNIMHAPHOMY NOAXOAY K OKa3aHUI0 MEAULMHCKOM NMOMOLUM NO LenomMy
paay HanpaBneHui. B yactu 3 06HOBNEHHbIX peKOMEeHAALMI N0 BeAeHUIo nauueHTos ¢ MO Mbl yaensieM OCHOBHOE BHU-
MaHue NepBUYHON MEAULIMHCKON NMOMOLLMU, HEOT/IOXKHON MEAULMHCKOM NOMOLLM, NCUXOCOLMANIbHOM NMOMOLLM U MEeAULIUH-
CKOI NOAAEPKKE HA NPOTSHKEHUU BCEM XKMU3HU. Y MHOTUX Bpauyeil NEPBUYHON U HEOTIOXKHOW MEAULIMHCKOM MOMOLLU HET
[OCTAaTOYHOrO ONbITA JIeYyeHUs ocnoxHeHuit MA[. Mbl npesocTaBnsieM pyKOBOACTBO MO OCTPbIM U XPOHUUYECKUM COCTOS-
HUAM, C KOTOPbIMU MOTYT CTOJIKHYTbCS MeApPaboTHMKKU nepBoii AMHUK. C yBeIMYEHMEM NPOAOIKUTENIbHOCTU XXU3HU NIIOAM C
MAJ, cTankuMBaloTca € LenbiM NIAacToM NpobaeMm, CBA3aHHbIX C NCUXOCOLMANIbHBIMM BOMPOCaMM U ob6ecnevyeHueM Koopau-
HauMK, HENPepbIBHOCTU U NPEEeMCTBEHHOCTU OKa3aHUsA MeAULIMHCKOM NOMOLLM NpU nepexoae nauueHTa noa HabnwaeHue
B Apyrue yupexaeHus. Mbl 06cykaaeM MeaULMHCKME 06C/1Ief0BaHMS M BMELLATeNbCTBA, HAaNpaBieHHbIe HA Yay4lleHue
NCUXUUECKOro 3A0pOBbsl, BOSMOXHOCTM CAaMOCTOSATENIbHOIO CyLIEeCTBOBAHMUSA, a TaKKe (YHKLMOHUPOBAHUSA U KauecTBa
JXU3HU B BaXKHEMLLMX ee cepax, BKIKOUYasA MeAULMHCKYI0 NOMOLLb, 06pa3oBaHue, 3aHATOCTb, MEXIMYHOCTHBbIE U OTHOLLE-

HUA C BNIU3KUMMU.

BBepeHue
JTOT LOKYMEHT 3-9 4acTb OO6HOBMEeHHbIXx PekomeHaaumi
No BeAEeHW0 NALMEHTOB C MbllleyHoM auctpoduen [io-
weHHa (M), nepeoe M3paHWe KOTOpbIX YBUAENO CBET B
2010 ropy.*” B nmepBoii 1 BTOpOl 4acTax PekomeHpauwit
pacMOTpeHbl BOMPOCHI KOHTPOAS 3TOWM TSHXKENOoW nporpec-
CUpytoLLeit HEepBHO-MbllleYHOM 6one3HU No uenomy psay
cneumanusauuii. B 3-i yactn 0603HauYeHbl pekoMeHaaLuu,
Kacalwwmecs MNepBUYHOM W HEOTNOXHOM MedMLMHCKOM
NMOMOLLM, NCUXOCOLMANBHON MOMOLWM U NPEeeMCTBEHHOCTU
MeOMUMHCKON NOMOLLM, OKa3blBAEMOW NALMEHTY B pasnuy-
HbIX YUpeXAEeHUSIX B TeHEHUE BCEM XKM3HU. 33 UCKHOUYEHNEM
NCUXOCOLMANBHOW MNOMOLLM, 3Ta YaCTb NPeaCTaBASIeT HOBblE
[aHHble, He06X0AMMOCTb BK/IHOUEHUS KOTOPbIX B rananaiH
CTano BO3MOXHbIM B T.4. Bnarogaps obpaTHoi CBA3M C na-
LMEHTaMM, UX CEMbSIMU U MALUEHTCKMMU OpraHn3aLmusaIMu.

[NepBbIi KOHTAKT C MeauumMHON y ntoaer ¢ MAJ yacTo npo-
UCXOOMT Ha YPOBHE OKa3aHWs NepBUMYHON MeOAULMHCKOM Mo-
MOLLM MK, B OCTPbIX CUTYaLMSIX — B MECTHOM OTAEeHNUMN HEeOT-
NOXHOM noMoLLM. PefikoCTb 3aboneBaHMs 03HAYAET, YTO BPayM
B 3TUX YCI0BMSIX YACTO UMEKOT HEOObLLIOW OMbIT B AMArHOCTU-
Ke M neyeHun ocnoxHeHunn MIJ, 4to 3aTpyaHseT okasaHue
ONMTUMANbHOW MeaMUMHCKOM noMoluun. HeobxoaumocTb ynyu-
LEeHMS NepBUYHOM U HEOTZIONKHOM MOMOLLUM SBNSIETCS OOHUM
M3 BaXHbIX BOMPOCOB ANs naumextos ¢ MO,

B HacToswee Bpems MHorue noan ¢ MO xwusyT o 30 net
u ponblue.’ Mpu yBENUYEHUM NPOLOTKUTENBHOCTU XKU3HU He-
06X0AMMO pellaTb COBEPLUEHHO HOBbIV psf, Npobnem, kaca-
FOLLIMXCS NCUXMYECKOIO 340P0BbS, NCMXOCOLMANBbHOM NOMOLLM
W nepexofa K B3pOION XM3HW. 3T NpobnemMbl 0XBaTbIBAKOT
HeKOTOpble M3 OCHOBHbIX COCTABASIOLLMX CaMOpeanun3aumm u
CYaCTbs YeNOBEKA, Takue Kak 06pa3oBaHMe, CKIIOHHOCTH, B3PO-
C/1IeHUNE, HE3aBUCUMOCTb, MEXX/TMYHOCTHbIE OTHOLLEHMS], SMOLIM-

OHaNbHOE 3[0pOBbe M OTHOLeEHUs ¢ B6anskumun. ObpalueHne
K 3TMM BOMpOCaM NoKasbIBaeT QyHAAMEHTa/bHbIE M3MEHEHMS
B MOAX0nax BeAeHus naumentos ¢ MIJ1: 310 npu3HaHwue Toro,
4TO BMECTE C YBEMYEHMEM MPOLOMKATENBHOCTU XKMU3HH, He-
OTbEMJIEMOM YaCTbIO MEOMLIMHCKOTO 06CNYKMBAHMS SBNSETCSA
OKa3aHWe MOMOLLM NOAAM B AOCTMXKEHUM HaWNyyLLero BO3-
MOXXHOTO L1 HUX Ka4eCTBa XU3HM.

Kputepun cooteetctBus (RAM), paspaboTaHHble nccneno-
Batensmu rpynnbl RAND u KanudopHuiickoro yHMBepcuTeTa
(Noc-AHpykenec) n onncaHHble B 4acTu 1, BKIKOYAKOT MO3TanHoe
paHXXMpPOBaHME rpynnoi 3KCNepToB KIMHUYECKMX CLieHapueB
MO NPUHLIMMY COOTBETCTBMS, @ 3aTeM MO NPUHLMMNY HEOOX0AM-
MOCTU npuMeHeHns. OgHaKo M3-3a HeBOMbLIOro KOMYeCTBa
3HAYMMbIX AAHHBIX B HAYYHOM uTepatype npouecc RAM cou-
M HeuenecoobpasHbIM AN TPex TeM, BKIKYEHHbIX B Y4acTb
3: NepBMYHON MEAMLMHCKOM MOMOLLM, HEOTIOXKHOM NOMOLLM
M NpPeeMCTBEHHOCTU MEOMLUMHCKOW MOMOLLY, OKa3biBaeMoW
NALMEHTY B PA3/INYHbIX YUPEXKOEHUSX B TEYEHWE BCEW XKMU3HU.
[lns YeTBEpPTOM TEMBI — NCUXOCOLIMANBHOM MOMOLLYM — UCMONb-
30Bancs MoaMOUUMPOBaHHbIM MeTod RAM, Tak Kak [okasa-
TenbcTBa B Hay4yHol nutepatype ¢ 2010 ropa cyuiectBeHHO
He M3MEHWIUCb, @ TaKXKe MOTOMY, YTO rpynna 3KCnepToB Ao-
CTUIa CBOEBPEMEHHOMO €AMHOr0 MHEHMS MO 06CYyXaaeMon
TeMme. [103TOMyY acnekTbl OKa3aHMs MOMOLLM, U3NIOXKEHHbIE B
4acTu 3, B 3HAYUTENbHOM CTEMEHM OTPAXKAKT COMNACOBaHHOE
MHEHMWe 3KCMepTOB, OCHOBAaHHOE Ha WX WMHTEpNpeTaLuu He-
MHOTOYMUCTIEHHBIX [AHHbIX HAYYHOM NMTEpaTypbl MPUMEHM-
TENbHO K KIMHUYECKOM npakTuke. [lonHoe onncaHue MeTonoB
npeacrasneHo B Yactv 1 u npunoxxeHuun. PucyHok 1 B nepsoit
4acTn HacTosWwmMx PekoMeraaumin conepxut 0630p MeauLMH-
CKMX 06CNenoBaHuMii 1 npouenyp, HeobXxoAMMbIX NpY BEAEHUM
nauveHToB ¢ M/, B 3aBUCMMOCTM OT CTaauu 6onesHu, u oT-
BEYAIOLLMX NPUHLMNY MYNBTUAMCLMIIMHAPHOMO Noaxoaa. 31a

@

CrossMark

*UneHbl, NnepeuncneHHble
B KOHLLe NepBoii YacTn
HacToswero o63opa

Otzenexve neguatpum,
MeauumHCKuiA LLeHTp
MetroHealth, YHuBepcutet
3anapaHoro Pe3epsa,
Knuenena, Oraiio, CLLA
(Prof [. 0. BupHkpaHT
MD); UccnenoBatenbckuit
LIEHTP MbILLIEYHO
auctpoduu xoHa YonToHa,
WHCTUTYT reHeTMYeckoi
MeaMLMHbI, YHUBEPCUTET
Hblokacna, Hetokaci-anoH-
TaitH, Benukobputanus
(Prof K. Byw6u MD); PTA
WNHTepHewHn, Pecepu-
Tpaitanren-Mapk, CeBepHast
KaponuHa, CLUA (K.M.
baHH, PhD, A. Bnakeenn,
MPH); OTnenenne
peabunutaumnoHHo
MeauUMHbl, CUaTTNCKas
neTckas 6onbHuLa,

Cwatn, BawwmnrroH, CLUA
(Prof C.[. AnkoH MD);
Maccauycetckas obwas
6onbHULA 1 [apBapackas
MeaMLMHCKas WwKona,
BoctoH, Maccauycerc,
CLA (M.K. KonsuH PhD);
Otaenexve neguatpum,
HauunoHanbHas

neTckas 6onbHuLa,
[ocynapcTBeHHbIi
YHMBEpPCUTET WTaTa
Oraito, Konymbyc, Oraito,
CLUA (Prof /1. Kpun MD,

I Hopuu, MD); Tpynna
penkux paccTpoicTe u ux
NoCNeaCcTBUIN AN5 3[0POBbS,
HauuoHanbHbIM LeHTp no
npo6nemMam BPOXAEHHbIX
nieeKTOoB U HapylLeHUsIM
pa3suTus, LieHtp no
KOHTPOJII0 1 NpodunakTmke
3aboneBaHui, ATnaHTa,
Ixxopaxums, CLUA (A.P.
XeppoH PhD, H. Crput
MS); MHcTtuTyT Hayku u
0O6pasoBaHus Ok-Puax,
Ok-Pupx, TeHHecH,

CLUA (A.P. XeppoH);
Poautenbckuii npoekTt
MbILIEYHO1 AUCTpoduH,
XakeHcak, Hbto-[Ixepcu,
CLUA (A. KeHHeau BS, K.
Kunnet MSN); Otaenetune
HEOTNOXKHOM NOMOLLK,
Yuusepcutet Kanudophuu,
CaH-®paHuumcko bonbHULA
BeHnodd Ynnaperc,
Oxknenp, Kanudophus,
CLUA (Ox. Hanpasa MD);
MeauumHckuit Konnemx
Beiinopa, XbtocToH, Texac,
CLUA
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(Ox. Mockm PhD);
Menunatpuyeckoe otaeneHve
cemby CTen, yHuBepcuteT AiioBbl,
AitoBa-Cutn, Aitosa, CLLA (C
[x Tpayt MSN); OtaeneHune
3HOOKPUHONMOIMK U CaXapHOro
nnabeta, [letckas 6onbHMua
fonucaHo, MeanUMHCKUIA LEHTP
yHuBepcuteTa Poyectepa,
Pouectep, Hbto-Mopk, CLUA

(O P BeGep MD);

OTaeneHue 3HA0KPUHONOMMUM

v mMeTabonusma, [letckas
6onbHMLa BoctouHoro OHTapuo
n yHusepcuteta OTTassl, OTTaBa,
OnTapuo, KaHaga (/1 M Yapa,

Tabnmua MOXET CTYXKUTb KApMaHHbIM PyKOBOACTBOM MO AM-
ArHOCTUYECKMM MeponpusaTMaM ang naumentos ¢ MO,

nepBM‘-IHaﬂ nOoOMOLLb

MeapaboTHYMKM, OKa3blBatoLWME NEPBUYHYI0 MEAMLIMHCKYHO
MOMOLLb, 0BbIYHO COCTOAT M3 Bpayei, Meacectep, Kotopble
crneunanusmpyroTcs B NeamaTpum, CEeMeMHOM MeauumHe uim
Tepanuu. OHM MPeAoCTaBAAT Tak Has3blBaeMoe «nepeoe
3BEHO» A8 MauMeHToB. AMepuKaHcKas akagemus neguma-
TPWUM YTBEPXKAAET, YTO OKa3aHWE NepPBUYHON MEAMLIMHCKON
MOMOLLM JOMKHO BbITb OPUEHTUPOBAHHBIM Ha MOTPEBHOCTH

MD;
) CeMbM, HenpepbiBHbIM, BCECTOPOHHMM, CKOOPAMHUPOBAH-
Anpec ans HanpasneHus 4 B
xoppecrongery: HbIM, COCTPAAATENbHBIM U 3GdEKTUBHBIM.* Bce naumeHTl,
Prof David ) Birnkrant,  0cOBEHHO Te, y KOro 0cobble MoTpebHOCTH, AOMKHbI BbiTh
Department of Pediatrics,

obecrneyeHbl MeaMLMHCKOM MOMOLLbIO, XapaKTepu3aytoLLe-
€Sl LOCTYMHOCTbIO M HEMPepbIBHOCTbIO 3a60Tbl.” JKCNepTHas
rpynna no Bonpocam nepBuYHOM MEAMLIMHCKOM U HEOT/IONK-
HOM MOMOLLYM (Y1EeHbI KOMUTETA, NepeUncieHHble B Yactu 1
HacToswero 0630pa) peLunTeNbHO NOAAEPXKMBAET KOHLIEN-

MetroHealth Medical Center,
Case Western Reserve University,
Cleveland, OH 44109, USA
dbirnkrant@metrohealth.org

UM MeguumMHCKoro goma ans nwogen ¢ MO vnu 3kBmBa-
NEHTHbIX MoAenei NepBUYHON MEeAMLMHCKOWM NOMOLLM, Ta-
KMX KaK MoZeNb Bpaya obLuei npakT1ku B BennkobputaHum.
371 MepabOoTHUKM AOMKHbI paboTaTh B COTPYAHUYECTBE CO
CMeLnanncToM No HePBHO-MbILLEYHbIM 3a60/1€BaHUSIM.
MenpaboTHUK «MNepBOro 3BeHa®, YacTo fBAsSeTCs nep-
BbIM MEAMLMHCKUM CMeLManucToM, C KOTOpbIM CeMbsi ae-
UTCa cBoer 06ecrnoKOeHHOCTbI0 Mo MmoBody C1aboctu
MbILLL, cBOero pebeHka, Ha OCHOBAHWMM YEro OH WMHWULWK-
pyeT npouecc auarHoctuku MAJ. PykoBoacTBO Mo oueHke
COCTOSIHUSA pebeHKa C 33a4epXKKOM HeMpOMOTOPHOro pas-
BUTUSI MOXHO HaWTu B Yactu 1 Hactosiwero O630pa; cant
ChildMuscleWeakness.org npenocTtaBnser [LOMNONHWUTENb-
Hble pecypcbl. PebeHka ¢ runoToHuel U NoBbILLEHHbIM YPOB-
HeM KpeaTMHKMHA3bl B CbIBOPOTKE C/1eAyeT HanpaBWTb Ha
KOHCYNbTaLMI0 K CNEeLManucTy Nno HepBHO-MbILIEYHbIM 3a-
60neBaHNsAM; 0AHaKO YacTo MMEeHHO MenpabOoTHUK, OKa3bl-
BAMOLLMIA NEPBUYHYHO MEAMLMHCKYIO MOMOLLb, UHPOPMUPYeT
ceMbio 0 nofo3perHun Ha MA/. O BO3MOXHOCTM NOA06HOTO

MHdopMaumoHHbIi 610K 1: AcnekTbl OKa3aHUS NePBUYHON MEAULIMHCKOM MOMOLLM NALMEHTAM C MbilLEYHOM aucTpoduen

WUMMyHu3aums

e LleHTpbl KOHTpONS M NpodunakT1ku 3abonesanuit (Centers for Disease Control
and Prevention - CDC) CLUA pekoMeHAytoT NpoBefieHWe BCex BakLMHALMIA C
MCMO/b30BAHWEM HEXMBbIX BUPYCHbIX BaKLIMH'

e 3ajava 3aK/04aeTcs B BBEAEHMM KMBbIX BUPYCHbIX BaKLMH A0 Hayana Tepanuu
CTepPOMAAMU; XMBble BUPYCHbIE BAKLIMHbI MPOTMBOMOKA3aHbl NaLMEHTaM C
MbiweyHon auctpoduent JiowenHa (MAL), KOTopble NONYYaoT BbICOKME CYTOYHbIE
[103bl KOpPTUKOCTEPOMAOB (20 Mr/cyT uau 2 Mr/Kr/cyT NpenHU3oHa Un ero
IKBMBANEHTA)

e MMaunentam ¢ MAM v BceM nnLaM, 6IM3KO KOHTAKTUPYIOLWMM C HUMU, TPOBOAUTCS
eXeroAHas BakLMHaLMs NPOTVUB BUPYCa rpunna (41s 3TOro Henb3s MCMo/b30BaTh
XKMBYIO Ha3asibHYt0 BaKLIMHY, KOTOPas NPOTUBOMOKAa3aHa)

¢ Heobxoanmo cobntopatb rpaduk BakLMHALMM NPOTUB MHEBMOKOKKOBOM MHMEKLMH,
paspabortaHHbiit CDC,8 koTopbiit 06beanHseT BeeaeHne PCV13 n PPSV23

Mutanume (cMm. yactb 1 PekomeHpaumi)

e Y6eputech, yto nmua ¢ MO nonyyarT KOHCYNLTAaTUBHYO NMOMOLLb N0 NUTAHWIO ANs
NPOPUNAKTUKM OXXMPEHMS U HEJOCTATOYHOCTM MUTAHUS

* HacrosTenbHo pekoMeHAayiiTe anekBaTHoe noTtpebneHne NUTaTeNbHbIX BELLECTB
(ocobeHHO KanbLmMa M BUTaMMHA [1)

* HanpaBbTe nauMeHTa K CneuuanucTy-AMeTonory ans KoHCybTauuu no Bonpocam
nuTaHus

Cromatonioryeckas nomolLb

e Ybeautech, 4to imua ¢ M, perynspHo noceLatT cToMaTonora

e Y6eauTech, 4To UL, OKa3biBatoLLEe NEPBUYHYIO MEAMULIMHCKYIO MOMOLLb, UK
CTOMATONOr UCMONb3YIOT CNeLMabHbli 3aLWMTHbIA 3y6HOM Nak B COOTBETCTBUM C
npotokonom9

e YbeauTech, 4To NaLMeHTbI, NPOXMBaIOLLME B pernoHax ¢ aeduumutom dropa B Boae,
nonyyatoT hTopcoaepxallme nuLiesble A06aBKMU

PekomeHaauum no 6e3onacHocT

¢ [lponHdopmMupyiTe 0 ToM, YTo Yy L, ¢ M/ noBbIWeH pUCK NaAeHU No Mepe
NPOrpeccMpoBaHMs MbllEYHOW cabocTi, 0CO6EHHO B TO BPEMS, KOTAA OHM HAYMHAIOT
TepsATb CNOCOBHOCTb NepesBUraTbCs

¢ [IpOKOHCYNbTUPYMTECH C MYNLTUANCUMNANHAPHOM KOMaHAOM CNeLuanncTon
(BKntouas peabunutonora unu dusmotepanesTa) Ans obecreyeHus 6e3onacHoOCTU
(HanpuMep, B OTHOLLEHUM UCMOMb30BAaHUS Kpecen-KaTanok U Apyrux YCTPOMCTB Ans
6e30MacHOCTM) ¥ MUHUMU3ALMM PUCKA NAAEHMIA

e O6patuTe BHUMaHMe Ha To, 4YTo Npu e34e B aBTOMOOMNSX BCeraa cneayet
npucTerMBaTtb peMHu; a imuam ¢ M/, koTopble N10X0 yAEepP>KUBAKOT TYNOBULLE, MOTYT
noTpe6oBaTbCs CreumanbHbie GUKCUPYIOLLME YCTPOICTBA

* Y6eautech, 4to iMua ¢ M/, KoTopble NepeBo3sTCcs B aBToMobUNe, C1asa B Kpecie-
KaTanke, 0CBEAOM/IEHbI O TOM, YTO OHM JOMKHbI 06ecneynTb 6e30MacHOCTb Kpecna-
KaTanku B COOTBETCTBUM C PEKOMEHAALMAMMU NPOU3BOAUTENS

MOHUTOPUHI HaANOYEYHUKOBO#H HEAOCTAaTOUHOCTH
(cm.yacTb 1 PekoMeHpaumit)
¢ [ns nuy ¢ MO, nonyyatowmx Tepanuio rKOKOPTUKOCTEPOUAAMK:

e YKaXuTe uneHaM ceMbu, YTOObI OHM TILATENBHO CIEAUAN 3a NPUEMOM
Ha3HaYeHHbIX F1OKOKOPTUKOCTEPOUAOB M HE AOMyCKanu Nponycka Ao03, a Takke
cnefuny 3a NosIBNIEHUEM CUMMTOMOB HaANMOYEYHUKOBOW HEAOCTaTOYHOCTH
(HanpvMep, COHNMBOCTH), KOTOPbIE MOTYT BOSHUKHYTb B CBSI3U C JIMXOPALOUHBIM
COCTOSIHUEM, PBOTO, XUPYPrUYECKMMM BMELLATENbCTBAMU MW NCUXONOTUYECKUM
CTpeccom

e ObecneybTe HanMumMe y NaLMEHTa UM YNEHOB CEMbU CTPECCOBOI [,03bl
IIIOKOKOPTUKOCTEPOUAOB ANS BBEAEHUS B OMALLHUX YCIOBUSAX B Cy4ae
NosBNEHUS NPU3HAKOB HAZANOYEYHUKOBOW HEAOCTaTOYHOCTU U MPOMHDOPMUPpYIiTe
0 Heob6X0AMMOCTU HeMeaIeHHOro 06paLLeHNs 33 HEOTI0XKHOW MeAULIMHCKOM
MOMOLLbIO B C/Ty4ae BO3HUKHOBEHMS MOTPEBHOCTM B MPUMEHEHUM CTPECCOBOM
[03bl

McuxocoumnanbHas NOMOLLb NALMEHTaM U UNEHAM UX ceMeit

¢ OTcnexuvBaiiTe OCHOBHbIe 3Tanbl GU3UYECKOrO U MCUXMYECKOTO PA3BUTUS
1 NOMHUTE 0 cneundunyeckmx ang MAL HapyleHUSIX HepBHO-NCMXUYECKOTO
PasBUTHS U NCUXOHEBPONOTMYECKMX PACCTPOMCTBAX, TAKUX KaK YBENMYEHME YACTOTbI
WHTENNEKTYabHbIX HapyLWEeHWI, CMHAPOMA AedULMTa BHUMAHUS U TMNEPAKTUBHOCTH,
a TaKKe pacCTpOWCTB ayTUCTUYECKOTO CreKTpa

e O6paTuTech K MCUXONOTY A NCUXONOTUYECKOTO U HEMPOMCHUXONOTUYECKOTO
obcnenoBaHNs M NonyveHUs NOMOLLYM B Cly4ae HeOBX0AMMOCTM (CM. OCHOBHOW TEKCT)

« O6patuTech K noroneay Npu NOAO3PEHUM Ha 3a[epPXKKY PEYEBOro pa3BUTUS

¢ OKaxuTe NoMoLLb CeMbsIM, MMEIOLLMM NOTPEeBHOCTH B CneunanbHoM 06pasoBaHum
(B yacTHocTy, B CLLIA nporpaMMbl BKIKOUAIOT UHAMBUAYANM3UPOBAHHbIE NPOTPAMMbI
0by4eHus n 504 nnaHa obyueHus)

¢ Haiigute obLiecTBEHHbIE pecypchbl, KOTOpPble MO Bbl CNOCOBCTBOBATHL
yNyyLWeHuo GYHKUMOHMPOBaHKS naumeHToB ¢ M/, a Takxke Ux ceMeit, U Hay4YuTb
UX CMPaBASTbCS C BOZHUKAKLWMMU NpobieMamu, Hanpumep, MecTHble Cyx6bl
coupanbHoro obecrneyeHns U obLLECTBEHHbIE OPraHM3aLIMM NOAAEPXKKM NaLMEHTOB
MoMoruTe HauaTb 06CYXKAEHME O NEepexoAe NaLMeHTa A1 AaNbHEWLEro OKa3aHusl
NOMOLLM B ipyr1e yupexaeHus

« Y6eauTech, yto B3pocnble nauneHTsl ¢ MO npu HeobxoanMocTu ohopMmuim
npenBapuTebHble PACMOPSXKEHUS M HA3HAYUIN [OBEPEHHOE L0 ANS MPUHSITUS
pELLeHNI OTHOCHUTENBHO MEAULMHCKOM NOMOLLM

[pyrue CKPUHUHIOBbIE MEPbI
e OcylwecTBAsiTe CTAaHAAPTHbBIE MEPOMNPUSTUS MO KOHTPOJTIO C/YXa, 3peHNUS,
NCUXMYECKMUX HAPYLIEHWI U CKPUHUHT Ha MPeAMET 3/10ynoTpebieHns npenapartammu

e KoHTponupy#Te cepaeuHo-cocyancTbie GakTopbl PUCKa, TakMe Kak apTepuanbHas
TMNEepTEH3MUS U TMNepXONecTEPUHEMUS
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[MarHo3a cienyeT coobLath NPsIMO, HO C COYYBCTBMEM, MPU-
HUMasl BO BHMMaHMe, 4To 3TO HauyanbHoe 06CyKaeHWe Me-
JMLMHCKOTO COCTOSIHMS 3afaeT 06LLee HaCTPOEHMe TOro, Kak
MaLMEHT M UneHbl ero ceMby ByayT pearMpoBaTb Ha MHGOP-
MaLMto, MOyYaeMyto B XOAE AMArHOCTUYECKOro MmpoLecca.
MeanUMHCKMI paboTHUK NEPBUYHOTO 3BEHA AO/KEH npes-
NPUHSATL BCE BO3MOXHOE A1 HOPMUPOBaHKS [OBEPUTENb-
HbIX OTHOLUEHMI C UYSIEHaMU CEMbM MALMEHTA, YTO MOXET
CTaTb BaXKHbIM UCTOYHUKOM AJ1sl CTAaBUNIBHOCTU U MOALEepXK-
KM MauMEeHTOB MpuW JarnbHeilemM obcnenoBaHny Bpavamu,
OKa3bIBAIOLWMMU CMELMANU3UPOBAHHYI0 MEAMLMHCKYHO MO-
MOLLb. MeanUMHCKMI paboTHUK NEPBUYHOTO 3BEHA JOMKEH
6bITb OCBEAOMIEH O 3HAYUTENbHBIX YAYYLIEHUSX BbIKMBAE-
MOCTH, LOCTUraeMbIX B pe3y/nbTaTe COBPEMEHHbIX MOLXOLOB
K NeyeHuto naumertos ¢ MA[; 310 HeobxoaMMO LS TOro,
4TOGbI Y YNIEHOB CEMbM HE CKIALbIBANNCh CIULIKOM Neccu-
MUCTUYHbIE NPeaCTaBaeHUs O NPOrHo3e y ux pebeHka.®

B uHdopMaumoHHOM 6Gnoke 1 nepeuncieHbl acnekTbl
OKa3aHWs NepBUYHON MEAMLIMHCKOM NOMOLLM, @ TaKKe YKa-
3aHa poNib MeOMUMHCKMX PabOTHWMKOB MEPBMYHOIO 3BEHA
cpeay CneuuanucToB, MPUHUMAIOWMX yYacTUe B NIeYeHUM

naumeHTa. 3afaun 3TMX MeLULMHCKMX PabOTHMKOB 3aK/to-
yatotcs B obecneyeHnn MepBMYHON MOMOLLM NPU OCTPbIX
M XPOHUYECKMX MEeAMLIMHCKMX npobnemax, KoopAuHaumu
B3aMMOAENCTBUS C COOTBETCTBYIOLMMM CrELMannCTamu,
KOHCYNbTMPOBaHMM M obecneyeHnn NpeemMCcTBEHHOCTU Me-
LMUMHCKOM MOMOLLM Ha BCEM MPOTSHXKEHWUM KM3HM Mauu-
€HTa, @ TakkKe B OMTMMM3aLMM Bnarononyuns M Kavecrsa
XXM3HW MAUMEHTOB M 4YNEHOB MX CeMeil. PekomeHayemas
CTPYKTypa MepBMYHOM MeaMUMHCKOM nomowm npu MOMO,
06yCnI0BNEeHHas BHEAPEHMEM 3TOr0 MOAXO0AA, MOXKET ObiTb
npobnemMaTMYHON AN peanu3aummn BUIEACTBME Pa3IMUUiA
B CUCTEMaX MELMLMHCKONM MOMOLWM B pasHbIX CTpaHax. B
nopobHbIX CUTyaumsax nonesHa u HeobxoouMma afanTaums
3343y M Leneli peKOMEHAYEMbIX BMELLATENbCTB C YYETOM
0CoBeHHOCTEN B KOHKPETHOM MecTe.

HeotnoxHas NnOoOMOLLb

MecTHOe oTaeNeHne HEOTIOKHOM MOMOLLMY MOXKET HE UMETb
HeobXxoaMMOro onbiTa OKasaHus nomowm avuam ¢ MO,
Yto6bl yNyylMTb pe3ynbTaTbl IEYEHWUS MauMeHTa, Meau-
UMHCKMM PaBOTHMKAM HYXHbl CreupasbHble 3HaHus 06

WHpopMaumnoHHbIN 6510k 2: KntoueBble BONPOCHI, CBA3aHHbIE C HEOT/I0XKHOW MeAULMHCKON MOMOLLbI0

*

nauMeHTaMm C MbileyHoi auctpoduein [ioweHHa

MpenBapuTenbHbie pacnopsiXeHUs NauMeHTa, aHaMHE3 U KOHTAKTbI

e OnpenenuTb, CyLLECTBYIOT M OTPAHUYEHUS MO NMPOBEAEHMIO
peaHUMaLIMOHHBIX MEPONPUSTUIA

¢ O3HaKOMMTHCA C KAPTOYKOW HEOTIOXKHOW MOMOLLM NALMEHTA U
pesynbTaTaMu UCXOAHbIX UCCNEN0BAHUIA, BKNIOYAs NapaMeTpbl
3NeKTPoKapaAnOrpaMMmbl

o CobpaTb KpaTKuit aHaMHe3, yaenms 0co60e BHUMaHUE UCXOLHOMY
COCTOSIHUIO AbIXaTeNbHOM U CEPAEYHO-COCYANCTON CUCTEMDI,
B TOM YMC/IEe UCMONb30BAHMIO COOTBETCTBYIOLMX YCTPOMCTB U
NeKapCTBEHHbIX NpenapaTos

¢ Y3HaTb, NONyYaeT M NALUEHT AJUTENbHYIO TEPanuio
KOPTUKOCTEPOUAAMU

¢ (CBA3aTbCs CO CMELMANNUCTOM NO HEPBHO-MbILIEYHBIM 3a60N1€BaHUAM,
KOTOPbI 3aHWMAETCS NIeYEHUEM MaALMEHTa

Mpo6nembl, cBA3aHHbIE C AbIXaHUMEM

e PaccnpocuTtb 0 CUMNTOMAaXx CO CTOPOHbI OPraHOB AblIXaHWs U 06
MMerLLeMcs AoMa 060pyLoBaHUU

« KoHTponupoBaTb ypoBeHb HaCbILEeHUs KPOBU KucnopoaoM (Sp0:) ¢
NOMOLLbIO MY/bCOKCUMETPUM; faxe nerkas runokcemus (Sp0Oz2 <95%
npw AbIXaHUM BO34YXOM NMOMeLLEHMS) Bbi3biBaeT 6eCnoKoiCTBO; NpU
Heo6X0AMMOCTY BbIMOMHUTE aHANN3 ra30B KPOBU

e [poBoAUTb HEMHBA3WBHY UCKYCCTBEHHYH BEHTUSLMIO NTETKUX

M 4acTo MUCMOb30BaTh annapat A1s1 UCKYCCTBEHHOTO Kaluns (Mnm

PYUHYIO CTUMYNALMIO KAl NPU OTCYTCTBMM annapata); UCnonb3oBaTh

[loMallHee 060pyaoBaHKUE NALMEHTA MPU €ro Hanuum

BbINOMHUTL peHTreHorpatuio OpraHoB rpyaHOMN KNETKM C MOMOLLbIO

nepeHOCHOro annapata

¢ Kak MOXHO paHbLue 06ecrneynTb KOHCY/IbTALMI0 NyNbMOHOIOrA U
crneumanucTa no pecnupaTopHoi Tepanuu

Mpo6neMbl, cBA3aHHbIE C CEpALEM

¢ PaccnpocuTts 0 cMMNTOMaXx Co CTOPOHbI cepaLa

« KoHTponupoBaTb 4aCTOTy CEpAEYHbIX COKPALLEHUI U PUTM

¢ CHATb 3neKkTpokapauorpamMmy (06bI4HO HabntoaaoTCs
naToNorMyeckme 3MeHeH!s, MOXKHO 0XMAaTb NosiBNeHns 3y6Los Q)
1 BbINONHWUTb PEHTreHorpaduio OpraHoB rPyAHOI KNETKM C MOMOLLbIO
nepeHOCHOro anrnapata

e [lpu HanMuMmM NokasaHui onpesenuTb ypoBeHb HATPUIYPETUYECKOTO
nentuaa TMna B u/unu tponoxuHa |

*  YuuTbIBaTb BO3MOXHOE NPOrpeccUpoBaHue KapamoMmuonaTuu,
3aCTOMHOWM CEpAEYHON HELOCTaTOYHOCTU U apUTMUIA

e [1pu HeO6XOAMMOCTM BbINONHUTL 3XOKapAUorpaduio

e Kak MOXHO paHblue 0b6ecneynTb KOHCYbTaLUMI0 KapAauonora

DHAOKPUHHbIE NPo6EMbI

» OnpenenuTb, HEOGXOAMMBI 1M CTPECCOBbIE [,03bl CTEPOUAOB

 [pu KPUTMYECKON HEAOCTATOYHOCTH HALMNOYEYHUKOB BBECTH
BHYTPUBEHHO M/IM BHYTPUMbILIEYHO TMAPOKOPTU30H: 50 Mr Ans aeteit
B Bo3pacTe <2 net; 100 mMr ans neteit B Bo3pacTe 22 NET U B3POC/IbIX

* B MeHee KpUTHUECKMX CUTYaLMAX ClesyeT AeACTBOBATb COMNAcHO
npoTokony Tepanuu koptukocteponaamu PJ Nicholofft®

¢ Kak MOXHO paHblue obecneunTb KOHCYbTaLMi0 SHAOKPUHOOra

Oproneauyeckue npobnemMbl

 [lo mokasaHuaM 06cnenoBaTh Ha HAaMUME NEPENOMOB AMHHbIX
TpyBUaTbIX KOCTEN UM MO3BOHOYHMKA

« [lpocMoTpeTb Hanbonee BaxHble NPefOCTEPEXEHUS, KacaroLmecs
CefaumMmn U aHecTesnu, eCiM MPUMEHUMO (CM. TEKCT)

* Y4uTbIBaTb BO3MOXHOE Pa3BUTHE CUHAPOMA KMPOBOW 3MBONUH,
€CNu y MaumMeHTa NosBMAACh OAbILIKA UAK HAPYLLIEHWE NMCUXUYECKOTO
COCTOSIHUS

» Ha paHHWX 3Tanax okasaHus NOMOLLY 0BECMEUNTb KOHCYIbTALIMIO
opronepsa

[eiicTBUSA NOC/Ee BbINUCKU U3 OTAENEHUS SKCTPEHHOM MEeAULIMHCKON

nomouuu

¢ Heobx0oMMO NOHWUMATb, YTO 6OMIbLIMHCTBY NALMEHTOB MOHAL06OMUTCA
rocnuTanu3aums B cTauuoHap (Hanpumep, Ans Havana unu
MHTEHCUbMKALMM NNEYEHNS HAPYLIEHMIA CO CTOPOHbI OPraHOB AbIXaHWS
WU CepaLa, UK Asi NeYeHUsl NEPENOMOB)

* Ha paHHMX 3Tanax okasaHWs NOMOLLM BMECTe CO CMeLuanucTom
MO HEPBHO-MbILIEYHbIM 3360/1€BAHNAM, 3aHUMAIOLLUMCS NleYeHneM
naumeHTa, 06ecneynTb NepeBo3Ky CaHUTapHbIM TPAHCMOPTOM
B CONPOBOXAEHUM KBanUbULMPOBAHHOTO NepcoHana B
CMeLnann3npoBaHHbIi LIEHTP MO NIEYEHUIO NALMEHTOB C MblLIEYHOM
auctpodueit [oweHHa

[ins nonyyeHus 6onee noapobHoi
MHbOpMaLMK obpallaiiTecs Ha
CaiT AMepuKaHCKo akapeMun
neanatpuu (American Academy of
Pediatrics) https://www.aap.org/

[ins nonyyeHus 6onee
noapo6bHoit nHdopMaumm no
MblleYHo1 cnabocTun y aetei
obpaluaiTteck Ha caiT http://www.
childmuscleweakness.org
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UHdopmaumoHHbIi 6510K 3: CocTaBnsaowme KIMHUYECKOM NCUXOIOrMYEeCcKOi MOMOLLM NaLMEHTaM C

MblLWweYyHoi auctpoduei [ioweHHa

KoopauHauua okasaHns MeAULMHCKONM NOMOLLU

¢ KoopauHaTop 0Oka3aHMs MeAMLMHCKOM NOMOLUM — KOHTaKTHOE
UL A5 NALMEHTOB C MblleyHoi auctpodueit diowenHa (MALO)
M UNEHOB UX CEMeA; 3TO JOMKEH ObiTb MEAULIMHCKMUIA PaBOTHUK,
NpoLUes M COOTBETCTBYIOLLYIO MOATOTOBKY MM 061aaatoLwmii
[OCTATOYHbIM OMbITOM OKa3aHWUS MeAULIMHCKOW MOMOLLM NauueHTaM
cMOn

« Ponb KOOpAMHATOPA OKa3aHUs MEAWLIMHCKOM MOMOLLM 3aK/Io4aeTcs
B nepenaye nHGopmaLuu, KoOopanHaLUK (M BOSMOXHO Ha3HaYeHWUM)
KOHCYNbTaLui CNeunanncToB U NOASEPXKAHUM CBA3M C BpaYamm
pasHbIX cneuuanbHoCTeNn

CraHAapTHbIN CKPMHUHT MCUXMYECKOTO COCTOSHUSA

¢ [lpu kaXa0M BU3MTE B CNELMANUZUPOBAHHYIO KIIMHUKY MO NIEUEHUIO
HepBHO-MblLLIEYHbIX 3360N1eBaHMIt HE06X0AMMO NPOBOAUTL
CKPUHMHIOBYIO OLL@HKY MCMXMYECKOrO CTaTyca M KauecTBa KM3HM

¢ CKPUHUHT MOXET BbITb HEPOPManbHbIM U He TpebyeT NoNHOro
obcnenoBaHus

¢ [oaXoAAWMM UHCTPYMEHTOM As NaLMEHTOB LETCKOro BO3pacTa
ABNIIETCA OMPOCHMK AN1S BbISBNEHNUS YCNEXOB U CI0XKHOCTEN
(Strengths and Difficulties Questionnaire);? nns B3pocnbix
nauueHToB -CKPUHUHT MOXKET 6bITb NPOBEAEH COLMaNbHbLIM
PabOTHMKOM, NCMXMATPOM UM APYTUM COTPYAHUKOM KITMHUKM
C [OCTaTO4HOM NOATOTOBKOM U OMbITOM paboThl B 3TOM 06nacTn
(Hanpumep, MEAMLIMHCKOM CECTPOW MW NeYalluM BpayoMm)

« [lpu NONOXUTENBHOM pe3y/bTaTe CKPUHWHTA NaLMeHTa Heo6XoAMMO
HanpaBuTb K NCMXONOTY UM NCUXMATPY ANA faNbHeNLwero
obcnenoBaHus U neveHns

e B kaxa0i KAMHUKe AOMKeH BbiTb NAaH AN OLEHKM U [eiCTBUi
npy CyMUMAanbHbIX MbICASX U APYTMX HEOTNOXHbIX Npobnemax,
CBSI3aHHbIX C 6€30MaCHOCTbIO

¢ Heobx0aMMO KOHTPOMPOBATL 3AANTALMIO IMOLIMOHANILHOTO
COCTOSIHMA NINLIA, OCYLLECTBAIAIOLLErO YXO[, 3@ NALMEHTOM, U NMPU
Heo6X0AMMOCTH OKa3blBaTb MY NMOMOLLb UM NOAAEPXKKY

¢ bBpatbam u cectpam naumnerta ¢ MA cnepyet NnpeaocTaBuTh
BO3MOXHOCTb 0061aTbCs C 6paTbsMK U CECTPAMM APYrMX NALMEHTOB C
ML 1 npu HeobxoAMMOCTH obecneynTb LOCTYN K NCUXUATPUYECKOM
nomoLLm

Mcuxonoruyeckas nomouub

« Cnenyet oupath, 4To BCe NaumeHTbl ¢ MAJ LOMKHBI XWTb BOraTon,
HanoHEeHHOM XW3HbIO U NPU OTCYTCTBUM APYTMX HAPYLIEHWI
HEepPBHO-MNCUXMYECKOTO Pa3BUTUS MU NMCUXONOTMYECKUX PAacCTPOICTB
MOFYT [OCTUTHYTb BbICOKOTO YPOBHSI HE3aBUCUMOCTU B KOHTpONe

0COOEHHOCTSAX OKa3aHMsI HEOTIOXKHOM MOMOLLM NaLMeHTam
¢ MA. B uHdopmaumoHHoM 6noke 2 npeactasneH 063op
K/tOYEBbIX BOMPOCOB, CBA3AHHbIX C HEOTIOXKHOW MOMOLLbIO
naumeHtam ¢ MAM. 3Ty MHGOPMALMIO MOXHO MCMONb30-
BaTb B KQYeCTBe KapMaHHOro0 PyKOBOACTBA NS Cheumanu-

CTOB, OKa3blBaWMX HEOTNOXHYHO MEAUUMHCKYH) NMOMOLLb,

Bpauei NepBMYHOTO 3BEHA M CMELManUCTOB N0 HEWPOMbI-
LWeYHbIM 3a60/EBaHUSIM. ITOT BI0K TaKXKE MOXET CIYXKUTb
MHGDOPMALMOHHBIM PECYPCOM [N1S MALMEHTOB, KOTOPbIE MO-
ryT B34Tb JaHHOE PYKOBOACTBO C CO60M Npu 0BpaleHuu 3a
HEOTIOXKHOM MEAMLIMHCKOM MOMOLLbHO.

Monpo6Hoe 06CYXOEHWE HEOTNIOKHOM MOMOLLM Npes-
CTaBNEHO B NpuoxeHnn. KpoMe Toro, noapobHas uHbop-

MaLMs O pecnupaTopHOM MOAAEPXKKE, KapAMOI0rMUECKOi,

OpTOMEAMYECKOW M XUPYPrUYECcKoi MoMoLLM (B TOM yucie
npu nepenoMax, aHecTesmm 1 cefalmu) NpUBEAEHa B YacTU
2 paHHbix Pekomenpaumii. MopgpobHas uHdopmaumus no
NPUMEHEHUIO TNIOKOKOPTUKOCTEPOUAOB U BbI3BAHHOM KOP-
TUKOCTEPOMAAMM HAAMOYEYHUKOBOWM HELOCTAaTOUYHOCTH NpU

cBoero 3a6071eBaHMs; OAHAKO BCEM MaLIMEHTAM U UNeHaM X ceMei
MOXeT MOHaA06BUTbCS NCUxonoruyeckas NoAAepxKKa

« B rpynny cneuuanucToB no IeYeHU0 HEPBHO-MbILIEYHbIX
3a60n1eBaHuit [OMKEH BXOAUTb MCUXONOT AW NCUXMUATP, NPOLLEALLNIA
MOArOTOBKY M 06113AAIOLLMI OMbITOM OLEHKM W IEUEHUS MCUXUYECKUX
HapyLUEHWH, CBSI3aHHbIX C XPOHUYECKUMU 3aB0NEBAHUAMM U
HapyLWeHNSIMU HEPBHO-MCUXMYECKOTO pa3BUTUS

o [1pv BbISIBNEHUM NCUXMUYECKUX NMPOBAEM NCUXOMOT UK NCUXMATP
[0/MKEH NpoBeCTU fanbHelwee obcnenoBaHue nauueHtos ¢ MO,
1 YNEHOB UX CEMEMN, @ TaKXKe KOHCY/IbTUPOBAHME MO KOTHUTUBHbBIM U
NOBEAEHYECKMM HAPYLIEHUSIM

« Y naumneHToB, KOoTopbIM TpebyeTcs 6onee CTpyKTypUpOBaHHOE
NCUXMATPUYECKOE NleveHne, HeobX0AMMO NPUMEHSTb CTaHAAPTHbIE,
Hay4YHO 060CHOBaHHbIE METOAbI

¢ OueHKY HepBHO-MCUXMYECKOTO COCTOSIHUSI HEOGXOAUMO NMPOBOANTD
BCAKMIt pa3, KOrLa OTMEYaloTCs 3a4epXKKa KOTHUTUBHOTO Pas3BUTHS,
C/IOKHOCTU C KOHTPO/IEM 3MOLMI U NOBEAEHUS UnK Npobnembl
C COLMAnbHBIMU HaBbIKAMU; MOBTOPHYHO OLLEHKY HEO6XOAMMO
npoBoOAMTb Kaxable 2-3 roga Ans HabioAeHUs 33 NPOLECcoM
Pa3BMTUS U CBOEBPEMEHHOIO BMELLATENbCTBA

* Cnenyet paccCMOTPETb BO3MOXHOCTb HEMPONCMXONOrMYECKOro
o6cnenoBaHKs Ha NepBOM rofly Noc/e NoCTaHOBKM AMarHo3a
LleNnblo onpeneneHns UCXOAHOTOo COCTOSIHUA MAK NpU nepexone
BO B3pOC/Ibli1 BO3PACT, KOrAa MOXeT BbiTb HE06X0AMMa MOMOLLb
rocyaapcTea, utobbl 06ecneynTb QyHKLMOHANbHY0 HE3aBUCUMMOCTb

MepaunkaMeHTO3Has noMolb

* B rpynny cneuuanuctoB no NeYyeHnto HEPBHO-MbILIEYHbIX
3aboneBaHui AOMKEH BXOAUTb MCUXMATP WU APYroi
Bpau, NpoLUeALLIMnii MOArOTOBKY M 061aaoLmii ONbITOM
MeAMKAMEHTO3HOr0 NIeYeHUs MOBEAEHYECKUX UM IMOLMOHANbHBIX
PaCCTPOWCTB, CBA3AHHBIX C XPOHUYECKMMM 3360N1EBAHUSIMU U
HapyLWeHUSIMU HEPBHO-MCUXMYECKOTO Pa3BUTUS

« (nenyet NpuaepXKuUBaTbCS CTaHAAPTHbIX pEKOMeHAALMI No
Ha3HaYeHMI0 NEeKapCTBEHHbIX CPEACTB

 [lpu genpeccum, TPEBOKHOM M/ 06CECCUBHO-KOMMY/IbCUBHOM
pacCcTpOiCTBE CieayeT Ha3HayaTh CENEKTUBHbIE MHIMBUTOPbI
06paTHOro 3axBaTa CepoOTOHMHA

 [lpu arpeccum 1 rHeBe UM HapyLIEHUW SMOLIMOHAIbHOM PerynsiLmmn
CnepyeT HasHayaTb O-aApPeHOMUMETUKY (CPEACTBA NepBOro BbIGOPa)
WNM aTUMUYHBIE AHTUMCUXOTUKM (CPEACTBA BTOPOTO BbiGOpa)

IMpu cMHApoMe AeduunTa BHUMAHUS C TMNEPaKTUBHOCTbIO Cleayet
Ha3Ha4aTb CTUMYNSTOPbI UAW O-aLPEHOMUMETUKM

ML/ npencraeneHa B yactv 1; ans onpeneneHus cTpecco-
BOM [03bl [MIOKOKOPTUKOCTEPOUAOB Mbl PEKOMEHAYEM WC-
nonb30BaTh MPOTOKOA MO Tepanuu KopTukoctepouaamu P
Nicholoff.*

nCMXOCOLI.MaanaH noanepXxka

KomnnekcHas nopgepxka nogert ¢ MAL gomkHa BKAO-
4aTb HabNOAEHME U KOHTPOJb MCUXOCOLMANBHBIX ACNEKTOB
60N1e3HM Ha MPOTSXKEHWUMU BCEW XU3HM, KOTOpPas Tenepb Ans
MHOIUX NaLMEHTOB OXBATbIBAET U NEPUOA, B3POCSION XKU3HU.
MHorune ntogn ¢ Ml xopowo aganTMpoBanucb K CBOEMY
3a00M1€BaHUI0 U OKPYXKatoLLei AeiCTBUTENbHOCTH, YTO MO-
3BOJISIET UM XUTb HE3ABMCUMOWM U NPOAYKTUBHOM XKM3HBHO.
TeM He MeHee, XM3Hb C XPOHWUYECKUM 33aboneBaHWeM U
npucnocobneHne K U3SMEHEHUSM, KOTOPble AUKTYHOTCS 3TUM
3aboneBaHueM, TpebytoT cTpaTerMn 1 HaBbIKOB MO paspe-
LeHUo NpoBNeMHbIX CUTYaLMH, @ TakKe NOCTOSIHHOM 3MO-
LIMOHanbHOM noanepxku. B Hactosiwee Bpemsi Bce GonbLue
npu3HaeTca ToT dakT, yto Ntoam ¢ MAL HaxoagTcs B rpynne
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Craamus coxpaHeHus Cnoco6HOCTH K
CaMOCTOATENLHOMY NepeABKEHUIO UK CTaaua

PaHHsiA crapms HapyLueHus CNocoGHOCTU K
camoc W cragua

A
AEeTCKoro so3pacra NOAPOCTKOBOrO U HOHOLLIECKOro BO3pacTa

CnocobcTBOBaTH CaMOCTOATE/IbHOMY NPeacTaBeHUD CBOUX UHTEPECOB U HE3aBMCUMOCTM NauMeHTa

« PeKOMEHAYETCA UCXOAHAs OLLEHKa Ha NepBOM roay : E:::;;::i:rp:;::::gQT:EC:JZT‘:F?T”T:””:: C‘Z‘; MpoBsecTy Heliponcuxonoruyeckoe
nocne AMarHoCTUpoBaHus 3abonesaHus Py ~ PYAl obcnenoBaHme, eCM BO3HUKAET BeCnoKoiCcTBO
n B Oﬁy‘{EHMM, €C/M BO3HMKaeT 6ecnokoicTeo no nosoay ’
+llpoBecTy oueHky pa3suTua (B BO3pacTe <4 neT) unu
i YCNEBAEMOCTH B WKONE OTHOCMTENbHO U3MEHEHUS YPOBHS
Heliponcuxonoruyeckoe 0bcnefoBaHme (8 Bo3pacte .h 7 5 5
>5 NeT) NPY HaMYMM COLMANbHBIX, SMOLIMOHAMbHBIX POBECTY HeMponcuxonoruyeckoe oscne.uosaume npu byHKUMOHMpOBaHMA UK Cnoc? HOCTH
Npo6/IEM WK 3aAePXKM KOTHUTUBHbIX MPOLIECCOB MEPEXO/e BO B3POCNbIV BOSPACT, HTOObI OMPEAC/WTS, BbINO/HATL NOBCEAHEBHbIE AEHCTBMS
MOMET 1 MOHaA0BMTLCA NCMXONOr0-CcoUManbHoe (MHoe)
CONPOBOXAEHWE
(v}
X
5 O6ecneynTb KOHCYNbTaLMIO Noroneaa Ans ObecneunTb KOHCYNbTaLMIO Noroneaa Ans
g [leTeli C NOA03PeHNEM Ha 33[lePXKKY Pa3BUTUS NaLMEHTOB C YTPATOM UK YXyALEHUEM
peun KOMMYHUKATUBHOM DYHKLIMM, CNOXKHOCTAMM C
eBaHueM unu aucdarvein
06ecredmTb KOHCYTALIMIO COLMAbHOrO O6ecneynTb B3aMMOAENCTBME C COLMANBHOM CYB0M N0 NOBOAY NOTPEBHOCTENH NaLMeHTa U YNEHOB
paﬁOTHMKa npv NOCTaHOBKe AuarHo3a 1 aanee B ero cemMbu
cflyyae HeobxoAUMoCTH
HanpasuTb naumeHTa u/Mnm 4neHoB ero cembM K NCMXoTepanesTy Ans HazHaYeHUs NCMXOPapMaKoNOrnieckoro Ne4eHns Npu BbIIBNEHUM NCUXUYECKMX Npobnem
Co3paatb cneypanbHble YCI0BKS B LIKONE ANS 30,0pOBbS, 6€30MacHOCTH U JOCTYNHOCTH; MNAHUPOBATL OKa3biBaTb MOMOLLb B AaNbHENLIEM 06Pa30BaHUM,
oby4eHue C y4eTOM NpONyLLEHHbIX MO COCTOSHUIO 3[,0POBbS 3aHATUI NpodeccuoHansHOM 06y4eHNM 1 NPOIEHHOE A0~
NonH1TeNbHOE 06y4YeHMe C UHANBUAYaNU3MPOBAH-
HbIMM y4ebHbIMM NPOrpaMMaMu 10 AOCTUXKEHUS
22-neTHero Bo3pacta
CrauTb Lenu ans AanbHeiiwero o6pasoBaHus MoMoub BHECTM KOPPEKTUPOBKM ANS aaanTaunm
1 BbIGOPa MpOdeccun BO3MOXHOCTE 3/10POBbS M BbINONHAEMO
paboTbl
ObecneunTb poauTeneit MaTepuanammn ans nepeaayun uHpopmaumnn o MAL yuntenam, WKONbHbIM
ncyxosioraM v Apyromy nepcoHany WKosbl
(0] o
E O6ecneunTb poauTeneit U NaUMeHToB MaTepuanamu ans nepesayuu nHpopmaumm o MAA
2 POBECHMKAM NaLueHTa
5
= ‘ Mpy1 HEO6XOAMMOCTM HaNpaBUTb K NCUXONOTY AN 06y4eHUs COLMaNbHbIM HaBblkaM
©
g
= Mo6yxaaTb NaLMEHTOB M YUNEHOB UX CEMEN K aKTUBHOMY 06pasy XM3HU U Pa3NUYHOM AeSTeNbHOCTHU
o

OpraHu13oBaTb OKa3aH1e MeAULMHCKOI NOMOLLM Ha
[I0MY, €C/IU CYLLLECTBYET PUCK 340POBbIO MaLMEHTa
13-33 OTCYTCTBUS YCIOBMIT A1l OKa3aHUs MeaULINH-
CKOM MOMOLLUM B UHbIX YCNOBUAX

| YBELOMUTb NALIMEHTOB U YNEHOB UX CEMEN O AOCTYNHOCTH nNannuaTMBHOM NOMoOLLM

| MoMoub 06ecrneynTb KPaTKOCPOUHYIO 3aMeHyY /151 JIULL, OCYLLECTBASIOWMX YXOZ, 3@ NauueHTamMu

O6ecneunTtb XOCMUCHY0 NOMOLLb NauueHTam
B KOHLLE XXM3HKU

PucyHok 1: ACnekTbl NCUXOMOrMYECKOI NOMOLLM NALMEHTaM C MblLEYHOI AUCTpodueit [iloweHHa

MAL - MblweyHas auctpodus [ioweHHa.

pUCKa 334epPXKKM YMCTBEHHOIO M COLMANbHOrO pa3suTums. B
CBS13U C 3TUM HEe0HX0AMMA BCECTOPOHHSS MCUXOCOLManbHas
NoLAep>KKa, 0XBATbIBAKOWAs KOTHUTUBHOE W COLManbHoe
pa3BUTHE, 3 TAKXKE KaYeCTBO XM3HM U (aKTOpbl, BAUsOLLME
Ha (PYHKLUMOHUPOBaHME MaLMEHTa U ero CeMbM BO BCEM MX
OKPY)XEHWU, BK/TKOUAs LIOM, LIKOMY U paboTy.

Ctoro MomeHTa Kak B 2010 rogy 6binm M3aaHbl peKoMeH-
JaumMu no BedeHuo naumeHToB ¢ MO/, 6bI10 NokasaHo,
YTO 3KCMpeccusi AUCTPOPMHA B FONIOBHOM MO3re MeHseTcs
B 3aBWCMMOCTM OT FEHETUYECKMX MyTauuii y MaLMeHTOB C
MO[L.***? Bonee Toro, pe3y/bTaTbl UCCIEA0BaHUS C NPOBeE-
nenvem MPT y nuy, ¢ M, nokasanu, uto, no CpaBHEHUIO CO

304,0pOBbIMYM NIOABMU Y HUX ObiNl BbISBNEH MEHbLUINIA 0BLLMIA
0bbeM Mo3ra, 06beM Ceporo BeLLecTBa, MeHbLUas GpakLm-
OHHas aHu3oTponus 6enoro BeLLecTBa U Honbluasg cpenHss
“ paguanbHas anddysusHoCTb 6enoro BelecTsa.” B atom
uccnenoBaHuu, peduumt nsodopmel Dpl40 B noarpynne
nauuertoB ¢ MAJ, BHOCMN OCHOBHOM BK/Iaf, B pasinuus
obbema ceporo BeluecTBa. C GYHKLMOHANBHOM TOYKKM 3pe-
HUS, CTeneHb 3a[ePXXKU YMCTBEHHOrO Pa3BUTUS BEPOSITHO
OyneT onpenensTbCcs N0KanM3auMer MyTauuu reHa Ouc-
TPOdMHa M BAMSHWEM 3TOM MyTaUMM Ha M30(HOPMbI AUC-
TpodmHa B LIHC naumeHTos.'**” B ncuxoHeBPONOrnMieckoMm
npodune naumentos ¢ MM MOXHO npocieauTb xapak-
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TMonesHble cCbiaku:

MpoekT ans poauteneit
NaLWeHTOB C MbllIEYHON
auctpodweii (Parent Project
Muscular Dystrophy)
http://www.parentprojectmd.org/
AMepukaHcKas akagemus
XMpYproB-opToneaos
(American Academy of
Orthopaedic Surgeons)
https://www.aaos.org/

Accoumaums no MbilleyHomn
anctpodun (Muscular Dystrophy
Association)
https://www.mda.org/
NBuxkeHve [OiolweHHa

(Action Duchenne)
http://www.actionduchenne.org/
MblweyHas auctpodus

B Benukobputanum

(Muscular Dystrophy UK)
http://www.
musculardystrophyuk.org/
Bspocnbie ¢ MO B
Benukobputanum (DMD
Pathfinders) https://www.
dmdpathfinders.org.uk/

TEPHYIO CTPYKTYPY CUJbHBIX U C1aBbIX CTOPOH KOTHUTUBHOM
YHKUMK,'® 20 HA OCHOBAHUM YETO MOXET ObiTb MOCTaBNEH
[MarHo3 COOTBETCTBYHOLLErO HApyLIEHUsI HepBHO-MNCUXMYe-
CKOTO PasBUTUSI MU NCUXOHEBPOSIOMMYECKOrO HapyLUEHMS.
Cpeny naumeHToB ¢ ML, 0TMEUAETCS BbICOKAs YaCToTa MH-
TenneKkTyanbHbIX HapyweHuii (17-27%), TpyaHocTei B 0by-
YyeHun (26%), paccTpoict aytucTuyeckoro cnektpa (15%),
HapYLUEHWS! aKTUBHOCTU U BHUMAHUS (32%) U TPEBOXHbIX
paccTpoicts (27%).7?1** Haubonee yactble TPyAHOCTU B
06y4eHnM B AAHHOM NOMYNsALMM CBA3aHbI C NpuobpeTeHnem
A3bIKOBbIX HaBbIKOB, TaKMX Kak YTeHue.”* KpoMe Toro, noBbI-
WEHHOe BHUMaHWE Ha MPOTSXKEHUU BCEN XU3HW NOaeN C
MO HeobXxooMMO yAensiTb SMOLMOHANBHOMY U COLMANb-
HOMY QYHKLMOHMPOBaHUIO.” PeKOMEHAALMMU NO OKa3aHMIo
nomoLy 6biM 06HOBNEHbI, YTOBbI NMOAYEPKHYTb BAKHOCTb
COOTBETCTBYIOLLErO CKPUHMHIA U OLLEHKM 3TUX HAKTOPOB M
06CyANTb MEPbI MOMOLLM, KOTOPbIE MOTYT BbITb HEOBXOAWMbI
ons nogev ¢ MOA.

[lomkHbl BbiTe pa3paboTaHbl Mepbl NCUXOCOLMANBHOM
NOAAEPXKKM, U 3Ta NOAAEPXKKA [OMKHA OKa3bIBATLCS HA MPO-
TSXKEHUM BCEM KM3HM TaKUM 06pa3oMm, 4yTobbl HopMMUPOBaTH
OMTUMUCTUYHBIN B3MAL Ha Oyayliee U OXMOAHWUS TOrO, YTO
noay 6yayT akTMBHO y4acTBOBaTb B yXone 33 coboii 1 no-
BCEAHEBHbIX BUAAX AesTenbHOCTH. KntoueBble KOMMOHEHTbI,
KOTOPble LOMKHbI CNOCOBCTBOBATb NOLAEPKAHUIO MCUXOCO-
LIMANbHOTO 340POBbsl MALMEHTOB U YNEHOB UX CEMEN, B 00-
LLMX YepTax OnMcaHbl B UHbOPMaLMOHHOM Brioke 3 1 6onee
NoApO6HO U3NI0XKeHbI HUXKe. KpoMe Toro, ykazaHHble B 3TOM
6/10ke Mepbl MO NCUXOCOLMANBbHOM NOAAEPXKKE MO CTaAUSIM
3aboneBaHus npeacTaBneHbl Ha pucyHke 1.

Mcuxonormyeckasa nomMmoLub

lMaumeHTbI U YNeHbl X CeMel MOABEPratoTCs NOBbILEHHOMY
PUCKY Pa3BUTUS Llenpeccum M TPEBOXHbIX PACCTPOIACTB, 0CO-
6eHHO B MOMEHTbI NepexoAa Ha ClenytoLLyo craaumio 6o-
Ne3Hu, C yBennyeHneM obbema Heob6X0AMMONM NMOMOLLYM MO
Mepe nporpeccMpoBaHmns 3abonesaHus. KomaHaa no okasa-
HM1IO NMOMOLLM NPY HEPBHO-MbILLEYHOM 3a60NeBaHUM [LONXK-
Ha BKJ04ATb KIMHUYECKOTO CreLManmcTa no NcMxmyeckomy
3[0pOBbIO (T.€., CMX0N0ra, NCMXMaTPa, CoLMaNbHOro paboT-
HUKA MK MEACECTPY, CO Cneunanm3aLmei no NCuxmaTpum),
MMeIOLLLEro COOTBETCTBYHOLLEE 06pa30BaHMeE M ONbIT paboTbl
Mo NOALEPXKKE CEMEN U JIIOAEN C XpPOHMYecKuMm 3abonesa-
HUSMWU UMM HAPYLIEHWSIMM HEPBHO-MBILLIEYHOTO Pa3BUTKS.
Ha kax[oM BM3KUTE NaumeHTa B CneLmanM3MpoBaHHyO Kiu-
HUKY MO NIEeYEHWNI0 HEPBHO-MbILLEYHbIX 3aboneBaHui ce-
LyeT NPOBOAMTb CKPUHUHIOBYHO OLIEHKY ero NCUxXM4yecKkoro
CTaTyca M KayecTBa >XM3HW. B negmatpuyeckoii npakTtuke
CnepyeT MUCNob30BaTh OMPOCHUK ANS BbISBIEHMS YCNEXOB
u TpyaHocTeit (Strengths and Difficulties Questionnaire),’®
KOTOpbIA [OCTYyNEH Ha MHOXeCTBe $3bIKOB. Y B3pOCIbIX
MaLMeHTOB pPEeKOMEHAYETCS MCMOAb30BaTb OMPOCHUK ANs
CKPUHMHIOBOM OLeHKM penpeccun m3 9 nyHkToB (Patient
Health Questionnaire 9-item depression scale)”’” u Lwkany
OLIEHKM reHepann30BaHHOTO TPEBOXHOIO PaccTpOMCTBa M3
7 nyHkToB (Generalized Anxiety Disorder 7-item scale).”®
HakoHew, ong poguTeneit naumeHToB B Bo3pacte 5-17
NeT peKOMeHAyeTCs MCMoNb30BaTh LWKany WMHAMBMAYA/b-

HOW ajanTaumu 1 ponesbix HaBbikoB (Personal Adjustment
and Role Skills Scale) (wkana u nporpamMma pacyerta npea-
CTaBneHa Ha Beb-caiite lNpoekTa ans poauteneit naumeH-
TOB C MblweyHoN auctpoduent Parent Project Muscular
Dystrophy).”**° ECIM CKPUHUHF BbISIBUT NCUXMYECKME MPO-
6neMbl, CneLuanncT no NCMXMYECcKOMy 340POBbI0 LOMKEH
NpOBECTU fanbHelilee obcnenoBaHue. B kaxaon KnuHuke
DOMKeH 6bITb MaH MO KOHTPOMK CYyMUMAANbHOM aKTUBHO-
CTW. PekoMeHAyeTCs eXerofHo MNpOBOAWUTb CTaHAAPTHYIO
K/IMHWUYECKYI0 OLIEHKY MCUXMYECKOro 340pOBbs ANs onpe-
DeneHuns ncMxonornyeckoro 6aarononyyns nalmeHTa, ero
poauTenei U poaHbiX. [py nosBneHnn Heob6xooMMOCTU B
Tepanuu MCUXONOTMYECKUX HapYLIEHWIA, cneayeT UCMonb-
30BaTb CTaHAAPTHble METOAbl Ha OCHOBE A0Ka3aTesbHOM
MeAWLMHbI, NPUMEHSIIOLLMECS Y IIOAEN C XPOHUYECKMMU CO-
MaTUyecKMMK 3aboneBaHUSIMU.

Bompoc  ncuxodapmakonorMyeckoro  BMeLaTeNnbCTBa
CnepyeT paccMaTpuBaTh NPU BbISIBNEHUM MCUXMYECKUX Ha-
PYLEHWI CPefHEN W TSXKENOM CTEMEHM TSHKECTH, @ TakkKe
NEerkMx CMMNTOMOB, He KOPPEKTUPYEMBbIX C MOMOLLbIO HeMe-
DMKaMeHTO3HoW Tepanuu. MNpu HazHayeHun papmakoTtepa-
nuu cnepyeT pyKoBOACTBOBATLCS NPaBWUIaMU U pekoMeHa-
LMAMM CTaHAAPTHOM MPAKTUKM C YYETOM MHOMBUAYANbHbIX
0cobeHHOCTel 0bLLero cocTosiHMS 340poBbs. Takke Heob-
XOAMMO Y4ecTb BO3PacT MaLMeHTa, COCTOsiHWE, 0byCnoB-
NeHHOe OCHOBHbIM 3aboneBaHWeM, 0CO6EHHO COCTOSHUE
cepAua, MexJieKkapCTBeHHble B3aMMOLENCTBUS U MOBOYHbIE
3hdeKTbl NpU KOMOMHMPOBAHMM C YXKE MPUHUMAEMBIMU
npenapaTtamu (Hanpumep, yBenmMyeHne Macchbl Tena). Bax-
Ha KOMMNEKCHas OLIEHKa, KOTopas, Kak MpaBuio, AOMKHA
BK/IOYATb HeWpOnCMXONOrMyeckoe TeCTUPOBAHWE, Y4MUTbI-
Bas pacnpocTpaHeHHOCTb Npobnem ¢ obyyeHneM u yacToty
COMYTCTBYIOLMX 3aD0NEBAHMI, KOTOPblE MOTYT OCIOXHSTH
COCTOSIHME MauMeHTa (Hanpumep, CMHAPOM AeduuUMTa BHU-
MaHWS U TUNEPAKTMBHOCTM B COYETAHWUM C TPEBOXHbIMM
pacCTpOMCTBaMM U TPYAHOCTAMM B 0By4eHUM).

PekomeHzyeTcs TLWATENbHBIA MOHUTOPWHI C NJAHOBbLIM
OCMOTPOM, TaK KaK MCUXMYECKME NPOSIBNEHUS U COOTBET-
CTBYIOLLME MEOMLMHCKME MPOBNEMbl M3MEHAIOTCS C Teye-
HWEeM BpeMeHW (HanpuMep, NOSBIEHWE HEBHUMATENbHOCTM
npv yBENMYEHUM y4ebHOM Harpy3ku unm passutue 3abone-
BaHMs cepaua). MNporpeccupoBaHune 3aboneBanus cepaua,
B YACTHOCTW, MOXET MOB/USTb HA PELUEHNE O MPUMEHEHWM
NCUXOCTUMYNSTOPOB, aTUMUYHbBIX aHTUNCMXOTUYECKMX npe-
napaToB M HEKOTOPbIX aHTMAENpPeccaHToB. [ns okasaHms
MOMOLLY MaLIMEHTaM U UX CEMbSIM B OLLEHKE PUCKOB U NOMb-
3bl NPOBOAMMON Tepanuun HEOH6X0AMMO TECHOE COTPYAHUYE-
CTBO C MEAWLMHCKUMM CneunanuctamMmn (Kapauonoramu u
HeBponoramu). Y fetei (B Bo3pacte 2-18 nert) ons MoHwTo-
PWHra, CBSA3aHHOTO C BIMSHUEM 340POBbS HAa Ka4eCTBO XM3-
HW, MEPUOANYECKM MOXET MPUMEHSATLCA NennaTpuyeckuin
onpocHuk (Pediatric Outcomes Questionnaire), LOCTYMHbIN
Ha caite AMEepUKaHCKOM akafemMuu XMpypros-opToneaoB
(American Academy of Orthopaedic Surgeons).

HEEPOI'ICMXOIIOFMLIECKOE obcnepoBaHue
OcHoBaHueM ans HanpaBneHua Ha HeVIpOI’ICMXOﬂOFVNECKOG
obcnenoBaHne aBnsieTcs yCTaHOB/IEHME AMarHo3a, HO OHO
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TaKXe ABNSeTcs He0bX0AMMbIM NPK BO3HUKHOBEHMM Onace-
HWI, CBA3aHHbIX C BO3PACTHbIM pa3BUTHEM NauueHTa. Heil-
POMCUXONOT = 3TO K/IMHWUYECKMUI NCUXONOT, KOTOPbIA MMeeT
CreumnanbHyo MOArOTOBKY M OMbIT B CTPYKTYPUPOBAHHOM
OLiEHKE KOTHUTMBHBIX M MCUXONOrMYecknx dyHKUumiA. Mpu
HabnoaeHUM 1 BO BPeMS NMPOBELEHMS CTaHAAPTU30BAHHbBIX
TECTOB HeWpOomnCcMXoor MOXeT OLEHUTb KOTHUTUBHOE pas-
BUTME pebeHKa, y4ebHble HaBbIKM (MM FOTOBHOCTD K LUKONE
L1 NaLMeHTOB MNIAJLLEro BO3pacTa), ColpanbHoe GyHKLM-
OHMPOBaHWe, 3MOLIMOHANbHYIO afanTaLMio M NoBefeHYe-
ckyto perynsumio. B CLUA wkonbHble okpyra 4acto npoBo-
[T Nofo6Hble TeCTbl, HO UX 06beM 0BbIYHO YXKe, YEM Y TeX,
KOTOpble NPOBOASATCS HEMPONCMXONOraMu, U pe3ynbTaThbl He
MOTYT BbITb MHTEPNPETUPOBAHbI C COOTBETCTBYIOLLEN CCb-
KOV Ha MeaMLMHCKMIA KOHTeKCT. KoMniekcHas oLeHKa npes-
YCMaTpUBAET LieNieBble pEKOMEHAALMM, U HEMPONCUXONOrU
[LOMKHbI paboTaTb C CeMbsIMM ANs TOro, YToObl paspaboTaTb
nNaHbl BMELLATENbCTB, KOTOpble MOryT ObiTb peanu3oBaHbl
B LWKone u foma. lNoBTopHoe obcneaoBaHne MOXET NPOBO-
LMTbCS Kaxable 2-3 rofa, 4tobbl OTCIexuBaTb Nporpecc B
pa3BuTUM pebeHKa v OTBET Ha BMELLIATENbCTBA, HO 3a4acTyHO
€ero nposefeHue Takke TpebyeTcs Npu OCTPOM M3MEHEHUM
B (QYHKLMOHMPOBAHMM, NPU BO3HUKHOBEHWUM HOBbIX MpPO-
6nem, N B Cy4ae 3HaYMMOro NepexoAa Ha HOBbIN XKM3-
HEHHBbIN 3Tan AOMa WK B LLKONeE.

O6pasoBaTtenbHas NnoaaepkKa

MO 6yneT BAUSTb HA BO3MOXHOCTb yYeHMKa ObITb B 06-
pasoBatenbHoOi cpede. [lomkHbl 6biTb CO3AaHbI YCIOBUS
Lns obecneyeHns MakCMManbHOM CMocobHOCTH pebeHka
HOpPManbHO (YHKLMOHMPOBATb CPEAM CBEPCTHWUKOB. [pu
NOALEPXKKE 3proTepanuuu  GU3MYeckor peadbunutaumm,
06pazoBaTenbHas LesTeNbHOCTb U C1yKObl ee obecneyeHus
MOryT noTpeboBaTh M3MEHEHUI B COOTBETCTBUM C (DU3nYe-
CKUM (PYHKLIMOHMPOBAHMEM pebeHKa. Takke JOMKHbI BbiTh
CO3[aHbl YCI0BMS HA C/lyyaid YacTbiX NPOMYCKOB MO Meau-
LIMHCKUM MpUYKMHaM. Y JeTell C KOTHUTUBHBIMMU, MOBEAEHYE-
CKUMU HApYLIEHWSIMU MU TPYLHOCTAMU B ODYyYeHuu cie-
[lyeT 3a[eiCTBOBaTb AOMONHUTENbHbIE CTYXKObI, HAaNpUMep,
JIOTONELMYECKYH0 MOMOLLb, NPUKNALHOW aHanu3 noeege-
HUS UK 0BydYeHue Mo cneumanbHol nporpamme. Mopsiook
NPeaoCTaBNeHUs M 3a[a4M 3TUX BWUAOB MOMOLLM LOMKHbI
6bITb yTBEpkAeHbl oduumanbHo. B CLUA poctyn k cneum-
a/IbHbIM NPOrpaMMaM 0BYYeHUst U yCiyraM pernameHTUpy-
eTcst henepanbHbIM 3aKOHOLATENILCTBOM B PaMKax 3aKoHa
06 06pa3oBaHWM UL, C OrPaHUYEHHBIMU BO3MOXKHOCTSMM
(Disabilities Education Act), koTopbI rapaHTUpyeT paspa-
60TKy yuebHoro nnaHa. MnaH AoMKEH eXXerofaHo 06HOBASTL-
Csl B COOTBETCTBMM C MEHSIOLLMMUCS NOTPEBHOCTSAMU pebeH-
Ka M MpOrpeccoM B ero pasBuUTUM.

MpeeMcTBEHHOCTb MEAMLIMHCKOM NOMOLLM, OKa-
3blBA€MOU NAUUEHTY B

TeueHue BCei KU3HU

Mgy ¢ MOLO HyxpatoTcs B 00ydeHUM M NOAAEPXKKE HA
MPOTSHKEHUM CMEHbI OCHOBHbIX XM3HEHHbIX 3TanoB. B yact-
HOCTM, HeobXoAMMbl CTpaTernu, MOMOrarLliMe asM C
MO/ ocyliectBUTL Nepexos OT NOoAPOCTKOBOrO BO3pacTa K

d

« Pa3BuTie HaBLIKOB OBLEHUS C APYrMU
NI0ABMU Sl PELLEHMSI CBOMX BOMPOCOB
(HanpuMep, BbIXOA B 06LLECTBO, 3aMMCh
K Bpayy)

«Pabota B HanpaeneHny xenaemMoro
YPOBHS CaMOCTOSTENIbHOCTH U

Mecro xutenbcrea

* M3yunTb MeCTo NpoXmBaHms (10Ma B
CeMbe MW B APYroM MecTe)

* A3MeHNTb loMallIHee NPOCTPaHCTBO,
4TOBbI OHO 6bIN0 AOCTYMHBIM M
6e3onacHbiM

Tpancnopt
« MoowpsTb He3aBUCUMYIO €34y Ha

+Monb3oBaTtbcs BCnoMora
TEXHONormaMu

@ TPAHCMOPTHBIX CPEACTBAX

. pogar ¢

TPaHCMOPTHOE CPEACTBO
*/3y4nTb OCTYNHbIE BapUaHTbI
06LLeCTBEHHOrO TpaHCnopTa

HEe3aBUCMMOCTM

Monoasie noau

cMan

0GyueHue U TPYAOYCTPOICTBO

« 3apaHee nnaHMposaTh Gyayulylo
npodeccuio

« PaccMaTpuBaTh BOSMOXHOCT OBY4EHMS
OHNaliH HEXeNM C NOMELLEHNEM 06pa30Ba-
TENLHOTO Y4PEXAeHHUS

« YTOUHHUTb B BY3aX HanMuMe NporpaMM ans
CTY/IeHTOB C 0COGbIMM MOTPEBGHOCTAMM

* 3aperucTpupoBaThCsl Ha pecypeax no Tpy-
[LI0YCTPOICTBY U NIaHMPOBAHMIO Kapbepbl

MoBceaHeBHasn AesTeNbHOCTL

* M3yunTb BO3MOXHOCTM (UHAHCUPOBAHUA
YX0/a 3a NaLUUEHTOM U MONIb3y OT HETo

*Y3HaTb, Kak MOXHO HaHSTb M 0BY4UTL
PabOTHUKOB NaTPOHAXHOM CyXBb!

Bonpocsi 380poBbsa

« Mepexos 13 AETCKOO YUpeXaeHis:
3[1paBOOXPAHEHNs! BO B3POCOE

« Mi3MeHeHMe opueHTaLMM BO
B3aUMOLENCTBIM C YuPEXIEHHEM,
OKa3bIBAIOLLMM MEMLIMHCKYIO MOMOLLLb,
C CeMbY Ha NaliyeHTa

+ O6CyanTb BO3PACTHBIE M3MEHEHMUS B
porpaMMe MeLIMHCKOTO 0BUTYKMBaHMS

* OLLeHUTb HEOBXOAMMOCTb BblAauM

01 LO0BEPEHHOCTA Y!

+06ecneymsath Bp y p ol
N POACTBEHHWKOB, OCYLLECTBASIOWNX
YXOZ, 32 NaUMeHTOM

y KyI0 MOMOLLb

+PaccmotpeTh Heo6x0aMMOCTb
oopMAIeHNs OneKyHCTBa

PucyHok 2: OcHoBHble noTpe6HOCTH nopen, p

p y TOB C ¥ auctpod
MO/ - MblweyHas auctpodus JoweHHa.

B3pOUI0M XM3HW. B BO3pacTe, koraa nogpocTkm U Monoable
N04M, KaK NpaBuio, CTpemsTcs K 6onbluei He3aBUCUMOCTH,
y nauneHToB ¢ M1[] 4acto BO3HMKAET NOTpebHOCTL B Meau-
LIMHCKOM yxofe U Gu3nyeckas 3aBUCMMOCTb OT APYrUX UL
B NMOBCEAHEBHbIX BOMPOCAX, YTO MOXET co34aTb Npobnembl
B YCMeLHOM nepexofe K B3poioMy 06pasy xu3Hu. Moryt
BO3HUKHYTb TPYAHOCTU C OMpPeaeneHUeM, OrpaHUYEHNUS Unn
TPYAHOCTM C AOCTYNOM K TakMM pecypcaMm, Kak UHaHCK-
poBaHue, 060pya0oBaHME U MEPCOHan, KOTopble SBASOTCS
HeobXoAMMbIMU [N YAOBNETBOPEHUS (U3UYECKMX MO-
TpebHocTel nauueHTa. Hekotopblie Monoable ntoan ¢ MO,
MOTYT UCTMbITbIBaTb NCUXOCOLMANbHbIE MPOBAEMbI UMK HER-
POKOTHUTUBHbIE HAPYLLEHUS, KOTOPble BAMSIOT HA CAMOCTOS-
TENbHOCTb M HE33aBUCUMOCTb. TeM He MeHee, y B0MbLUIMHCTBA
NaUMEeHTOB C1elyeT OXMAATb MOMHOTO Y4acTus B NAaHUPO-
BaHWMM M NPUHATUM pelleHuit B ByaylieM mnocie Toro, Kak
6ynyT onpeneneHbl U obecneyeHbl COOTBETCTBYHOLLAS MOA-
[lepXXKa 1 pecypceil.

B pekomMeHpaumsx no BegeHuto naumentoB 2010 roma
BOMPOChl MPEeMCTBEHHOCTM YXOAa OTAENbHO He paccma-
TpuBanucb. B oTueTax HEKOTOpbIX KOH(epeHuuit u ce-
MMHapoB coobLwanock o nepexoge naumeHtoB ¢ MO Bo
B3pOUIYHO XM3Hb, @ ONpockl 06 onbiTe nogei ¢ MO Bbig-
BWIM HEOOCTAaTKU B PYKOBOACTBE U MIAHMPOBAHUM TaKOro
nepexopa.”*> OfHAKO AOCTAaTOYHOE KOMMYECTBO WMCCIEno-
BaHMM, KACAOLLMXCS YCMELIHbIX NepexoaHblX BMeLIATeNbCTB
M WX pe3ynbraTos, oTcyTcTyeT. [pu pa3paboTke AaHHbIX
pekoMeHIauuMii no yxomy 3a naumeHtamu ¢ MO coseT
3KCNepToB MO MPEeeMCTBEHHOCTU MELULMHCKON MNOMOLLM
BbIMO/HWA 0630p CNeayLWMX AAHHbIX: OMy6IMKOBAHHbIX
MO3ULIMOHHbIX CTaTell O Nepexofe; NuTepaTypy O NOAPOCT-
Kax 1 monogpix ntoaax ¢ MAM; u meTogax nepexoaa, ony-

YYUTbIBATb NPU NIAHUPOBAHUU NEPEXOAHOr0
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611MKOBaHHbIX OPraHM3aLMsIMK MO 3aLUMTe NPaB, YACTHbIMU
OpraH13aumsaMmn 1 rocyaapCTBEHHbIMU YUpeXaeHUaMK. >
KpaTkuit 0630p nnaHMpoBaHMs nepexoaa NokasaH Ha pu-
CYHKe 2.

BpeMms nnaHupoBaHus nepexoaa HauMHas C paHHero feT-
CTBa MaUMeHTa, MeauUMHCKMEe paboTHMKK, meaarorn U po-
[UTENU [OMXKHbI CTPEMUTBLCS K TOMY, UTOObI 3aMHTEpecoBaTh
mMonogbix nogeii ¢ MAL, B yxone 3a coboi 1 nnaHUpoBa-
HUKM cBoero Byayuiero. B cooTBeTcTBUM C pekoMeHaauus-
MU AMEpUKAHCKOM akagemuu nepuatpum, AMepuKaHCKom
aKageMum ceMeiHbIX Bpadei u AMeprKaHCKOro Konnemka
Bpayei, Npu LOCTUXKEHUU MaLMEHTOM Bo3pacta 12 neT, na-
LIMEHT M CEMbSI AOMXKHbI ObITb OCBELOMNEHbI O HEOHX0AMMO-
CTV NNaHa yXo4a/BeAeHWs NaumeHTa no Mepe B3poC/ieHus, C
HeobXxoAMMOCTbI0 06CYXKAEHMS TAaKOTO M1aHa YKe No LOCTU-
YKEHWUM NaLMeHTOM Bo3pacTa 13-14 net.*® 3ToT nnaH LOMKEH
BK/IOYATb YTy, KOTOPblE AOMKHbI ObiTb NpeacTaBneHbl,
MeapaboTHMKOB, 0Ka3blBAOLLMX 3TU YCIYTK, U MHOOPMALIMIO
0 TOM, KakK OHW ByayT duHaHcMpoBaTbes. MnaH AomkeH oc-
HOBbIBATbCS Ha MOTPEOHOCTAX, KENAHUSAX U LLEHHOCTSX Ye-
noseka ¢ MO v ero cembu. [naH fomkeH nepecMaTpuBaTh-
Cs1 M 0OOHOBNATLCS eXKeroaHo. B AHrmMu ans Mmonoapix noaen
(0-25 nert), KoTopble 0bnaaatoT 0cobbiMM 06pa3oBaTENbHbI-
MM NOTPEBHOCTAMMU UM OrPAHUYEHHBIMU BO3MOXKHOCTSMMY,
¢ 2014 ropa ucnonb3ytotcs MNnaHbl 06yyeHus, okazaHus Me-
[MUMHCKONM nomolm u yxona (Education, Health and Care
(EHC) plans (EHC)). MnaHbl EHC co3patotcs opraHamu mecT-
HOr0 CaMOynpaBneHUs C y4yacTMeM BCeX 3aMHTepecoBaH-
HbIX JIUL, M YNEHOB MX CEMEN U BK/IHOYAOT Takme BOMPOChI
Kak, 06pa3oBaHue WM TpyAoYCTPOMCTBO, CAMOCTOSITENbHAS
YKM3Hb, 3l0POBbE M COLMANbHANA MHTErpaLms.

KOOpJJMHaLI,MSI noMoLUuU

KoopanHaTop noMoLLy nam coumanbHblii paboTHUK AOMKEH
HEeCTM OTBETCTBEHHOCTb 3a NNIAHMPOBAHKE Nepexosa,bes Ko-
TOPOrO YXOA, MOXET CTaTb OFPaHUYEHHBIM, @ PEKOMEHALMK
MOryT 0CTaTbCst 6€3 BHUMAHMS, YTO MOXKET NPUBECTU K TOMY,
4To NOTPeBHOCTM MauMeHTa He OyayT yOOBNEeTBOpeHbl.”
KoopanHaTOp MOMOLLM MOXET SBASTbCS LEHTPasbHbIM pe-
CypCOM B peLleHnn BOMPOCOB; 0bnerdntb obLieHne Mexay
MeapaboTHUKaMM U CEMbEN; OPUEHTUPOBATLCS B MPaBMaax
MoTy4yeHUss CTPAaXOBOrO BO3MELLEHMS; OKa3biBaTb MOMOLLb
B MOMyYeHUM NpennmMcaHHOro o60pyLOBaHMS; HaxoouTb
areHTCTBa MO OKa3aHMI0 KOMMYHA/IbHOM MeaMKO-CoLmalb-
HOM MOMOLLM; 3aLUMLIATb MPaBa YYaLUMXCH B MX LIKOMAX;
obecneunBatb nepeaavy MeaUMLMHCKMX JOKYMEHTOB; Haxo-
IOMTb 1 3aWMLLaTh GUHAHCOBbIE PECYPChI; U NMpUBEKaTb No-
MOLLLb CUCTEM COLIMANbHOWM 3aLLMTbI, TAKMX Kak OpraHM3aLmm
cny6 couManbHOM NOMOLLM, CNeLManM3MPOBaHHbIE KIMHK-
KW, U TPYNMbl, NPeaCcTaBAOLME MHTEPECH! NALMEHTOB (Ha-
npumep, MpoekT Ans poauTenei NaLMEHTOB C MblLLEYHOM
omctpodumeit (Parent Project Muscular Dystrophy), Accoum-
auMs CneuManncToB No MblweyHon auctpodumn (Muscular
Dystrophy Association) [MDA], iBmxkeHwne JroweHHa (Action
Duchenne), MbiweuHas puctpodus B BenukobputaHum
(Muscular Dystrophy UK), n WUccneposatenn MO, (DMD
Pathfinders)).

MeauumHckas noOMOLLb

MnaHvMpoBaHue nepexona Mo Mepe B3pOUIEHWS LOMKHO
BKNOYaTb B cebs nnaH NpeemMCTBEHHOCTM MeOMLIMHCKON
MOMOLLM C BpayaMu nesuaTpuyeckoin ciyxbbl (Bpavamu
NMepBUYHOM MOMOLLM M Y3KMX CMELMANNCTOB) O MOMEHTa
onpeaeneHns obbeMa M CTPYKTYpbl MOMOLLM BO B3pOCIOM
Bo3pacte. CocTaB KOMaHAbl MO OKAa3aHWIO MeOMLIMHCKOM
MOMOLLY MOXET BapbMpOBaTb B 3aBUCMMOCTU OT HalMuus
MeapaboTHUKOB B PErMOHE, HO MEXAMCLMIMIMHAPHDINA Nog-
X0A, K NMOMOLLM JOMKEH COXPAHATLCS Ha NMPOTSXKEHUM BCEW
B3pOCION XM3HW.* KoopauHaTop nepexoaa AOMKeH Cno-
cobCTBOBaTb CAMOCTOSITENIBHOMY KOHTPO/KO MOAPOCTKA 3a
OKa3aHWeM eMy MeMLMHCKOW MOMOLLM, OKa3aTb MOMOLLb
NpY HampaBNEHWM HA KOHCYNbTaLMM K COOTBETCTBYHOLLMM
B3pPOUTbIM CMeLpannctaM u obecneunTb nepeaady Meau-
LIMHCKOM AOKYMEHTaLMK.

C camoro paHHero Bo3pacta fitoan ¢ ML 3HatoT, YTO OHM
YXMBYT C MPOrpeccupytowmnM 3aboneBaHUeM, M OHU AOMKHbI
NPUHUMATL y4acTve B 0OCY>KOEHWUM BOMPOCOB, KACAOLLMX-
€9 MeaMUMHCKOM nomowu. Korga maumeHT nokasbiBaeT
CBOIO 3aMHTEPECOBAHHOCTb M CMNOCOBHOCTb CAMOCTOSTENBHO
NpencTaBnsTb CBOM MHTEPEChl B CaMbIX Pa3/IMYHbIX CUTYya-
LIMSIX M KOTZ@ OH Y4acTBYeT B AMCKYCCMSIX MO BOMPOCaM yXo-
D@ 33 HMM U ero noTpebHOCTeN, LienecoobpasHbiM SBASETCS
nepexof, OT NoAX0Ad, OPUEHTUPOBAHHOIO HA CEMBIO, K NOJ-
XOAY, OPUEHTUPOBAHHOMY Ha MOTpebHOCTM naumeHTa.”®*
He pexe ogHoro pasa B rog monomow yenosek ¢ MO
BMeCTe C MeOULMHCKMMM PaboTHUKAMM U ero onekyHamu
DOMKEH y4acTBOBaTb B 0OCYXAEHMSX BOMPOCOB, CBS3aHHbIX
C 33a4aMy OKa3blBAEMOM €My MOMOLLM B AONTOCPOYHOM
nepcnekTuee. HaumMHas ¢ paHHEro NoApoCTKOBOro BO3pac-
Ta, MALMEHT JO/MKEH XOTS Obl C OAHMM BPAYOM Ha rMpueme
6ecenoBaTb caMoCTOsTeNbHO, 6€3 MPUCYTCTBMS poanTenei.
HeobxonuMmble mMaTepuanbl BKIOYAOT «[JOPOXHYH KapTy
K HesaBucumocTu» ML, KoTopas npepnaraet npodunak-
TUYecKne pekoMeHAauuM no ne4yebHO-0340pOBUTENbHBIM
KOHLenumaM Ha no3aHux ctagnsx MO/,

B3pocnbie ¢ M/ Bbipasunn 06eCnoKOEHHOCTb TEM, YTO
BOMPOCHI NPOrHO3a, JONTONETUS U NOAFOTOBKM K MEAULIMH-
CKMM peLleHnsM 06CyKaatoTcs MO3LHO M HEeLOCTaTOYHO
yacro.” Jloau, KoTopble 0CBeAOMIEHbI O AaNbHENLEM Te-
yeHun MJIJ, moryT cnocobCTBOBaTb MOHWMAHWMIO Meau-
LIMHCKMX peLUeHnH, KOTOopble, Kak NMpaBuiIo, CBS3aHbl C Npo-
rpeccMpoBaHvemM 3aboneBaHWs, Hanmpumep, Kacatolmecs
MHTEHCMBHOM Tepanuu nNpu 3aboneBaHusx, BO3MOXHbIX Ba-
PWaHTOB BEHTUASLMM NIETKMX M MOMOLLM MPU CEPAEYHON He-
[,0CTaTO4HOCTU. [MpY BO3HMKHOBEHMM 3HAYUTENBHBIX (U3M-
YeCKMX M3MEHEHWIA, BKKOYas NMOTEPO CMOCOBHOCTU XOAMTb,
pa3BUTME CKONMO3a M yXyAleHne QYHKUMM OblXaTeNbHOM
WM CepLe"HO-COCYANCTON CUCTEMDI, 334a4M YXOAQ JOMKHbI
6bITb NepecMoTpeHbl. MenpaboTHUKM AOMKHBI NOLTOTOBUTD
NaLMEHTA U €ro CEMbIO K BEPOSITHBIM OC/TOXKHEHMSAM, YTOObI
noTeHLMaNbHble BMeLLaTenbCcTBa OblM pacCMOTPEeHbI 3a-
6naroBpeMeHHO A0 BO3HUKHOBEHUS OCTPbIX MEOULIMHCKMUX
COOBITUI M KPUTUHECKMX COCTOSHUIA. YNpexkaatoLme o6cyx-
[,eHWs MOTYT PacLUMPUTL BO3MOXKHOCTM NaLMEHTa M CNOco6-
CTBOBATb €r0 CaMOOMPEeAENEHNI0, OCHOBAHHOMY Ha JIMYHbIX
LIEHHOCTSIX M Lensix yxoaa.
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KoHcynbTaumMs OTHOCWUTENBHO NanjMaTUBHOM MOMOLLM
MOXET OKa3aTbCs NONEe3HOW B 06O BpeMS XU3HU Nauu-
eHTa ¢ MAJl: Ha MOMEHT MOCTaHOBKM AMArHo3a, BO BpeMms
NPUHSATUS CEPbE3HbIX PELLEHNIA OTHOCUTENbHO JIEYEHMS, NPU
BO3HMKHOBEHWMM YTrPOXAIOLLMX XKM3HM COObITUIA, @ TaKKe B
TepMuHanbHoi ase neyeHus.** KoHuenuus «ropu3oHTbl
Hagzexabl» (Vision of Hope)* BkitouaeT B cebsi mpuHLMMbI
NanNMaTMBHON NeAMaTPUYECKOM NOMOLLM NpK YXOAe 3a na-
umerntamun ¢ MM, Koraa uenbto yxoaa sensietcs KoMbopT u
[LOCTOMHBIA YXOL, U3 XXWU3HM, YUIYrM XOCnuca LOMKHbI 0be-
CMeYNTb IMOLMOHANBHYIO MOALEPXKKY M (BU3MYECKYlo Mo-
MOLLLb MALMEHTY U YNEHAM ero CEMbM.

MpengapuTenbHoe MIAaHMPOBAHWME YXOAA BKIOYAaeT B
cebs pelleHns KacaTelbHO TaKoro YX0AA, KOTOPbIW MaLMeHT
xoTen 6bl NonyyaTh TOrAQ, KOr4a OH HE CMOXET CaM roBOPUTD
3a cebs, 1 KOTOpbI OCHOBbLIBANCA Obl HA €ro LIEHHOCTSX M
npesnoyTeHusX.* 3To NiaHMpoBaHWe 0COBEHHO BaXKHO Npw
M, yunTbiBas, 4TO KNMHUYECKOE TeueHne 6one3HM xapak-
TepusyeTcst NepuoaaMu CTabunbHOCTH, YepeayoLMMUCS C
3NU3043aMU MeOMULMHCKMX KPUTUMUECKMX COCTOSHMIA® Me-
TOAbl NPefBaPUTENLHOIO MIAHUPOBAHMS YXOAA, TakMe Kak
«BblpaxkeHne Moero Bbibopax (Voicing my choices),”” no3so-
naT nauneHtam ¢ ML Bbipasutb GOpMY, B KOTOPOW OHU
NpeAnoYMTatoT, YTobbl MX yTelwanu, NoAAepXKMBaNu, Ne4nnm
¥ NOMHWAN. 3aKOHbI Pa3/IMYALOTCS, HO BO MHOTUX PerMoHax
HeCcoBepLUEHHONETHWE MOryT Yy4acTBOBaTb B paspaboTtke
npeaBapuTenbHbIX ykasaHuid. Jloboit YenoBek B Bo3pacTe
18 neT v cTaplue fomKeH UMeTb Ha3Ha4YEHHOE [OBEPEHHOE
N0 Ha NpaBo NpeACTaBAsTb MHTepeckl 6onbHoro. Meapa-
6OTHMKM AOMKHbI Npefniaratb GoOpMaT 3TUX 06CYKAeHUI
WM B YCTI0BUSIX CBOMX KIIMHUK, MU XK HanpaBAsTb K Cneuy-
anncTaMm no npeaBapuTeNbHOMY MIAHUPOBAHMIO YXOAA.

06pa303a|-me, 3aHATOCTb U onpeaeneHune npu-
3BaHuA

O6cy>kaeHMs MNaHMPOBaHMS 0ByYeHUs AOMKHbI HAYMHATL-
€9 B BO3pacTe naumeHta ¢ MA okono 13 net v NnpoBoanTb-
CS He pexe OLHOro pasa B rof; 3TM 00CYXAEHUS LOMKHbI
6bITb aKLLEHTMPOBAHbI HA NOTPEBHOCTAX M LieNsX yyallerocs,
OLIEHKE CW/IbHBbIX CTOPOH M JIMYHbIX MHTEPECOB U OLIEHKe
bU3nyecknx TpyLHOCTeW B WKOAbHOM cpeae. [IpobneMHbie
BOMpOChl ObI4HO BK/IKOYALOT NpuobpeTeHne HeObX0AMMOro
060pyf0BaHMS U TEXHOMOTUI, U3MEHEHWE [OCTYNMHOCTU U
TPaHCMOPTMPOBKY, CO3aHWe MNaHa, KOTOpbI ypaBHOBELLN-
BaeT MeaMUMHCKMeE NoTpebHOCTM M nNpakTuyeckue npobne-
Mbl, CBSI3aHHbIE C NMOCELLEHWUEM LLKOSbI.

[MprMepbl AONOAHUTENBHBIX PECYPCOB /15 NIAHUPOBAHMS
ajanTaumm B CBA3M C 06pa3oBaHMEM JAKOTCS B MPUIOXKEHNMN.
3T pecypcbl BKIIOYAKOT roCyAapCTBEHHbIE YYpeXaeHUs U
CNy6bl, LOCTYMNHbIe B 06pa3oBaTeNbHbIX YUPEXAEHNAX UK
yepe3 paborogateneit. Kpome Toro, HeCKONbKO rpynm, npea-
CTaBAIOLWMX MHTEpechbl NaumeHToB (Hanpumep, Muscular
Dystrophy Association Young Adult Programs),*® npegnara-
I0T CTpaTernM MaaHMpPOBaHMS, KOHCYNIBTaLMM MO NPUHLMMY
«PaBHbI paBHOMY», MOLLEPUPYEMble OHNAWH-POPYMbI, CETH
NOALEPXKKM U BeDO-CTpaHULpI.

He Bce nogn ¢ MO ctpemaTtcs nonyuntb ob6pasoBaHue
noc/ie OKOHYaHMS CPefHeN LLKOAbI, U AN KaXA0ro yenose-

Ka Heob6X0LMMO KOPPEKTMPOBATL MPOrpaMMbl Nepexoma K
B3POC/OW XU3HW.* [JoMKHbI BbITb YUTEHbI CUMbHBIE CTOPOHBI
M TanaHTbl C LeNblo CO3AaHUS MHAMBUAYaNbHOM NPOrpaMMbl.
JNto6oit NpaKTUYEeCKUit MNaH yuUTLIBAET CTPYKTYpYy HEOBXO-
AMMOM NOAAEPXKKM, BKIHOYask GUHAHCOBbIE, OOLLECTBEHHbIE,
obpasoBaTesnbHble UK NpoheccHoHanbHbIe, TEXHONOMMYe-
CKME W MHble BCrOMoraTe/bHble pecypcbl. [as nauueHToB
C MEHTa/IbHbIMU HAPYLIEHWSIMU MOTYT CYLLECTBOBATb MHbIE
(hOpMbI 3aHATOCTU, NMOALEPXKMBAEMbIE FOCYAAPCTBOM WU
yacTHbIMM paboTomatensmu. Ecnm Monopoii yenoeek He
FOTOB WM HE MOXET MOJHOCTbI0 Y4aCTBOBATH B XKU3Hedes-
TENIbHOCTH, CEMbE MOXET NOTPEBOBaTLCS PYKOBOACTBO (MO-
MOLLb) B BOMPOCAX OMEKU W NONeunTeNnbCTBa.

)Kunbe,TpchnopT M NOMOLLb B NOBCEAHEBHOM
XXU3HU

[o Mepe ToOro,kak nogpoctkm ¢ M, BCTynatoT BO B3pOC/YtO
>KM3Hb, CleflyeT MOoOoLWpsTb MX MOMbITKM NpoboBaTb Bapu-
QHTbl CaMOCTOSTENbHOM XM3HWU. MIM noHapobuTca poctyn-
HOE XXW/be M, BO3MOXHO, MOMOLLb B NMOBCEAHEBHOM XXM3HU.
[pobnembl C TPaHCMOPTOM BAMSIOT Ha CaMOCTOSITENbHOCTb
M HE3aBUCMMOCTb YENIOBEKA, Ha BO3MOXHOCTM €ro 3aHs-
TOCTM U 06pa3oBaHUs, a TaKKe COLMANbHYH aKTUBHOCTb.
MenpaboTHUKM, OKa3blBatOLLME NEPBUYHYHD MEAMLMHCKYIO
MOMOLLb, O/KHbI 06CYANTb BapUaHTbl 6e30MacHoOM TpaHC-
NMOPTUPOBKMU, BKNKOUAS HE3aBUCUMOE BOXAEHUE MOAUDULN-
POBaHHbIX TPAHCMOPTHbIX CPEeACTB, MOAUMUKALMIO TPAHC-
MOPTHbIX CPELCTB, UMEILLMXCS B CEMbE, U UCMO/b30BaHME
06LecTBEHHOrO TpaHcnopTa. Bonpockl, Kacarowmecs xunbs,
TpaHCNopTa U YX0Aa, U3I0XKEHbI B MPUNIOXKEHUMN.

HecMoTps Ha To, UTO YNeHbl CEMbM YaCTO YXAXKMBAKT 33
NnauMeHTaMm Hamnydwum obpasoM, Takme NPUUMHBI Kak
YCTanocTb, CTapeHue 1 CMeHa MOKOMEHWI, BbIHYXAAKT Ha-
HMMaTb 0O6CYKMBAIOLLMIA MEpPCOHan AN obecneyeHms yxo-
[1a 3a 6/M3KMM U BO3MOXHOCTM OTAbIXa. [laHHbIM nepuos,
HaUYMHAETCA, KOrAa NaLMeHT LOCTUraeT NOAPOCTKOBOrO BO3-
pacTa.’’ be3 nepuoaa oTaAbIXa y ONEKYHOB M3 YMC/IA YEHOB
CeMbM MOXET CTPafaTh IMYHAN XKM3Hb, OCYT U B3aUMOLEN-
cTBue C obectBoM.” 2 OBCNYKMBAIOLWMI NepcoHan fon-
>KeH BbITb MPOMHCTPYKTUPOBAH O NOBCEAHEBHbIX 0653aHHO-
CTSIX M O TOM, KaK MepeMeLLaTb NaUMUeHTa, eCIM eMy HyXeH
OTAbIX UM IKCTPEHHAS MOMOLLb.*”

M3-3a HEMONHOLIEHHOCTU CMCTEMbI BbINAAT NO MHBANMU-
HocTu B3pocnble ¢ MO fomkHbI ObiTb B 3HAUMUTENbHOM
CTeneHu nnatexecnocobHbl. CeMbM MOAPOCTKOB WM MOJO-
Abix nogen ¢ MO nomkHbI M3yyaTb AeTanu CBOMX YaCTHbIX
CTPaxoBblX, FOCYAAPCTBEHHbIX WM PErMoHasnbHbIX Mpo-
rPaMM U HaLMOHA/bHbIX CUCTEM COLMANbHOWM MOAAEPXKKM.
MenuumHckoe 06cnyxuBaHue 1 yciyrn A B3poUibiX YacTo
6bIBAKOT HELOCTATOUHbIMU, U PSA, OPraHU3aLMi y4acTByeT B
MHULMATMBAX MO YCTpaHeHuio npobenoB B obecrneyeHun
MOMOLLM U NOAAEPXKKM B3pOUIbIM, cTpagatowmm MO,

OTHoLeHus ¢ Apyrmumu nroagbmMu

CoumanbHble CBSA3M UMEKT pewaruiee 3HayeHmne ona 300-
posbﬂ,6narononqu, oTAbIXa M KayecTBa Xum3HW. Korga mMo-
noAble Nan 3aKaH4YnMBakOT CPEAHIOD LLKONY, CqJOpMIApOBaH-
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Hble rpynmnbl CBEPCTHUKOB YaCTO PACXOASTCS, NPU 3TOM JIOAAM,
cTpapatowmm MIJ1, ctaHOBMTCS BCe TpyaHee nepeaBuraTbes.
Bo3MoXHOCTElM AN NUYHBIX KOHTAKTOB M yyactus B obLue-
CTBEHHOW XM3HUM Yy MonoAapix ntogen ¢ MAJ craHoBKTCS BCe
MEHbLLE, U OHW MPOUCXOANT BCe pexe.’* MNpennaraemMble Mepbl
MO CO3AAHUI0 M MOALEPXKAHWID CBS3eM C 06LLeCcTBOM uyepes
coumanbHble rpynnbl U MeponpusTUs no gocyry 6yayT onuca-
Hbl AONOMHUTENBHO. XOTS COLMANbHAS MHTEPAKLMS AOCTYMHA
BCEM, Mbl MPUAEPXKMBAEMCS MHEHWS, YTO NPensTCTBUEM ANs
3TOr0 MOXET CTaTb Ype3MepHast TpaTa BPeMEHU Ha KOMMbto-
TepHble Urpbl. ITO CNOCOBCTBYET COLMANbHOM M30MALMK, NO-
cKonbky Monogple nogn ¢ MIAJl ocratotcs goma, npu 3ToM
orpaHuuMBas obLLeHne C CeMbei U ApY3bIMU.

3HaKoMCTBA, 61IM30CTb U CEKCYaNbHOCTb — 3TO MPUOPUTET-
Hble TeMbl 06CyxaeHuii cpeam MyxkunH ¢ M. MenpaboTHukm
[OMKHbI MHULMMPOBATL AMCKYCCUMM NO 3TUM TEMaM, MO0 Mepe
TOro, Kak OHM ByayT COOTBETCTBOBATh PAa3BUTUIO NALMEHTA.

[omaluHre 06CyKaeHUs OTHOLLEHMM, 3HAKOMCTB, CeKcyallb-
HOW OpueHTaLMK 1 Bpaka SBNSKOTCS CIOXKHBIMU M MOTYT BbI3bl-
BaTb YYBCTBO HENOBKOCTU Y MonoAbix nogen ¢ MM, otyactm
M3-33 UX 3aBMCMMOCTM OT YJIEHOB CEMbM MO BCEM aCMeEKTaM
dusmnyeckoro yxoaa. [ostoMy MeapaboTHUKKM AOMKHBI MOOLL-
psATb U COAENCTBOBATb TakUM OBCYXKAEHWUSM, B TOM YMCIe BO
BpeMs NNaHOBbIX MOCELLeHMI Bpaya. [loTeHumanbHble TeMbl
[LNs1 BOMPOCOB M OTBETOB BK/IKOUAOT MacTypbaLmio, cexkc ¢ nap-
THEpPOM U NpobneMbl OTLOBCTBA. [115 WL, CO 3HAUUTENbHBIMUI
npobnemMamu B 06nactu Kapamo M pecnupaTopHOW MYHKLMK
WK CO CIYY4asiMMU XPYMKOCTM KOCTEM B aHaMHe3e BOMpOChbl
M3MEHeHMs CepaeyHOro puTMa, apTepuanbHOro A4aBaeHus, Abl-
XaHusl, @ TakKe TpaBMbl — NepBble B KOHTEKCTE 06CyXaeHUs
aKTa 6nmM30CcTU. MoXeT NoHafobMUTbCS HanpaBneHue K cnewuu-
anucTaM Apyrux yupexxaeHui ons 6onee KOMNETEHTHONO KOH-
CyNbTUPOBaHUA U HAabNOLEHUS, MOCKO/bKY He BCe MeAULMH-
CKue yupexaeHus obecneumBatoT 6e30nacHyo 1 KOMMOPTHYIO
cpeny N8 Takmx 06Cy>KaeHuM.

BbiBOAbI M 6yAylLMe HanpaBneHus
NepBUYHas M HEOTNIOXKHASA MOMOLLb, a TAKXKE NPEEMCTBEHHOCTb
MeOMLMHCKOM NMOMOLLM, OKa3blBaEMOM NaLMEHTY B Pa3/INUHbIX
yYpeXOeHUsIX B TEYEHUE BCEM XXM3HU, IBNAIOTCS HOBbIMMU A0-
NOHEHMSIMM K BOMpocaM BefeHuns naumentos ¢ MO, KnnHu-
KW NEepBUYHOM U HEOTIOXKHOM MEAMLIMHCKOM NOMOLLM, UMEID-
wue onbIT pabotel ¢ M, BcTpeyatoTcst penko. B pesynsrate
Halwwu PekomeHOaLmMM OCHOBaHbI MaBHbIM 06pa3oM Ha corna-
COBaHHOM MHeHWM rpynmbl 3KkcnepToB. OCBOEHWe NepenoBoro
onbiTa B 06/1aCTM NEPBUYHON MEOULMHCKON U HEOTNIOXHOM
MOMOLLM YAYYLWMT KAYecTBO BEAEHWS NALMEHTOB M B 3HAUU-
TeNbHOWM CTeneHn NOMOXET NoaaMm, crpagaowmm MO, Ons
[LOCTUXEHWS 3TOM Lienun notpebyeTcsa Honblue pecypcos, npes-
Ha3HaYeHHbIX AN 0by4YeHUs Bpayei M NOALEPXKKM COOTBET-
CTBYHOLLMX KIIMHUYECKMX CETEN, UHULIMATUB U UCCIIEA0BaHMM.
HapyLeHns HepBHO-MCUXMYECKOrO pPa3BUTUS MU MCUXO-
HeBpONorMyeckne paccTpomcTBa BCe Yalle CYMUTAKOT TUMKY-
HbIMK ang nauneHtoB ¢ MA/; ogHako BOMPOChI Npodunak-
TUKM NOAO0OHbIX COCTOSAHWIA M OMTUMANIbHOMO JIEYEHUS STUX
paccTpOMCTB HEeLOCTaTOYHO OCBelleHbl. Mbl HageeMmcs, 4To
MHTErpaums NcMxXoCcoLManbHOM MOMOLUM B CUCTEMHYIO MY/b-

TUAMCUMMNIIMHAPHYIO MOMOLLb Ha 6a3e HEepBHO-MbILLEYHBbIX
LLEHTPOB (KIMHUK, NeYallmx HEpBHO-MbIlleyHble 3abonesa-
HWS) MO3BONUT YAENUTb 3TUM NpobnemaM 6osblue BHUMAHMS,
M OHM ByayT Nyywwe NoHATbl MefpaboTHUKaMK. Ana fanbHen-
LUEro COBEPLIEHCTBOBAHMS MPAKTUKM, OCHOBAHHOM Ha AAHHbIX
[10Ka3aTeNIbHOM MeaMLUMHbI, HEOOX0AMMO NMPOAOIKUTL UCCe-
[l0BaHMs Mo pa3paboTke, BanMaaumm 1 NPUMEHEHUIO CPeacTB
MCUXOCOLMANIbHOM OLEHKM M BMELLATENLCTB Y MALMEHTOB C
MAL. YnyyweHHas ncMxocoumanbHas NOMOLLb MOXET MOMOYb
YMEHbLNTb OCTIOXKHEHUS 3a60NeBaHMS, YYYllWUTb KavyecTBO
YKM3HM MALMEHTOB U CHWU3WTb HArpy3Ky Ha 0BCIYXMBaIOLMIA
nepcoHarn.

Heobxonnmo ynenste 60/blue BHMMaHUS MepaM Mo OKa-
3aHM0 nomowm nogsm ¢ ML B 4OCTMXKEHWUM HAANEXALLErO
YPOBHSI 06pa30BaHus, HaiMe Ha paboTy M B CaMOCTOSTENb-
HOM, MOMHOLEHHOM XM3HWM M COUMANbHOM MHTerpaumn. Kak
M B C1y4ae MHOMMX Apyrux HebnaronpusTHbIX XPOHUYECKMX
COCTOSIHWM, NOAPOCTKM U B3pocible ¢ MIJ] cTankuBatoTcs C
npobnemMamu, NpensTCTBYIOLMMU X BOBNEYEHWUIO BO MHOTME
acnekTbl XK13HWU. Bonpoc o npeeMcTBEHHOCTU MeOULMHCKOM
MOMOLLM, OKa3bIBAEMOM MALMEHTY B Pa3/IMUHBIX YUPEXAEHUAX
B TEUEHME BCEM XM3HU, TpebYeT 3HaUUTENbHO BOMbLIero usy-
YeHUs U BblaeneHMss BobLIEro Ynucia MeauLMHCKMX, NCUXO-
coumanbHbIX U coumanbHbix pecypcoB. MNocne Toro, kak 6yaet
yCTaHOB/IEHA MPaKTUKa nepexofa naumeHTa Ans AanbHewwe-
ro HabnaeHWs 1 0Ka3aHWs MOMOLLM, LOMKHbI ObITb LOCTYMHbI
COOTBETCTBYHOLLME PECYPCbl, 4TOObI NALMEHTbI U UX CEMbU MOT-
NIV NONYYUTb MAKCUMASbHYHO MOMb3Y.

[pynna asTopoB

0.0x.B.,Kb.,KMB., C.OA,AB.,MKK,NK,APX, 3K, KK, DxH.,[H., Ok,
H.C.,K.Ox.T., O.PB., 1 J1.M.Y. npenocraBunum MHTEeNNeKTyanbHbli OMbIT B pa3paboTke
ncaienoBaHus, reHepaumm U MHTepnpeTaumm AaHHbIX, 0630p€ NUTepaTypbl, HANUCAHUN
CTaTbk 1 pelernn onybamkosats. [.0x.b., npu nomowwm K.M.b. u H.C., noarotosun u
OTPeAAKTUPOBas CTaTbiO U YTBEPAMA OKOHUATENbHYH BEPCHIO.

Undopmauus o oM hnukTe MHTEpeCoB

[.0x.5. 6bIn NNaTHLIM KOHCyNbTaHTOM kopriopauuu Hill-Rom v umeet natentsl CLUA
(8651107,8844530 1 9795752) ans pecnnpaTopHbIX YCTPOWCTB, @ TaKxKe COOTBET-
CTBYIOLLME MeXAYHAPO/HbIe NaTeHTbl U NaTeHTHble 3asBKK. K.b. 6bina KoHCynbTaHTOM
komnanuii Solid Ventures, Catabasis, LGC Ltd, Bristol Myers Squibb, PTC Therapeutics,
GLC Research, Eli Lilly n Publicis Life Brands Resolute; oHa nonyuuna rpaHToByt0
noanepxky ot PTC Therapeutics. C.[1.A. SBNS€TCS OCHOBHbBIM MCCNEN0BATENEM MHO-
TOLIEHTPOBbIX K/IMHUYECKWX UCMbITaHuiA, cnoHcupyeMmbix PTC Therapeutics 1 Sarepta
Pharmaceuticals. M.K.K. nonyunna ronopap ot Poautensckoro npoekTa no MbileyHoi
puvctpoduu. [1.P.B. aBnsetcs nnatHbIM KOHCYNbTaHTOM KoMnanuii Health Research Inc
1 Marathon Pharmaceuticals.J1.M.Y. nonyunna rpaHToBYt0 NOAAEpPXKY U FOHOpapbl OT
Novartis 1 Amgen.

Bce octanbHble aBTOpbI He 3aABNSOT HUKAKMX KOHKYPUPYIOLLMX UHTEPEeCoB.

BnaropapHoctn

Mol 6naronapum Wapora bappenna u lannane Xennuc (RTI International) 3a
penakLMOHHYI0 1 rpaduueckyto NoaaepXKy, COOTBETCTBEHHO. Mbl 6narogapum [xynu
Bonen (LlenTpbi CLLIA no koHTposnto 1 npodunaktuke 3abonesannii [CDC]) u nuszaber
M1Hckm (Maccauycetckas obuas 6onbHMLA 1 fapBapAcKas MeaMUMHCKas WKona) 3a
MX BK1aZ B pa3paboTky 1 npoBeaeHWe NpoekTa M 0630p pykonucu. 31a pabota bbina
noanepxaHa koHtpaktom CDC 200-2007-22644-023. CDC npepoctaBun roHopapsbl 1
KOMaHAMPOBOYHbIE PACXO/bl 15 YIEHOB KOMMTETA [/l YHACTUS B IMYHOM BCTpeve.
DUHAHCMPOBAHME OCYLLECTBAISNOCH B COOTBETCTBMM C 3aKOHOM 06 YXOAE U NleveHnm
NaLMEHTOB, CTPAAAIOLLMX MbILLIEYHO AUCTPODUEN, B KOTOPOM COLEPXKMTCS MPU3bIB

K cotpyaHmyectsy CDC ¢ npodeccoHanbHbIMU OpraHM3aLmMamMm 1 coobLLEeCTBOM
nauMeHToB Npyu paspaboTke, Bbinycke, nepuoanyeckoM 063ope 1 06HOBAEHMM NNaHa
BeLleH1s NALMEHTOB C MblleYHOM anucTpodueit [llolweHHa. 3aKno4eHus 1 BbIBOAbI,
NpeacTaBAeHHbIe B STOM JOKYMEHTE, ABNSIOTCS aBTOPCKMMU M He 0653aTeNnbHO npes-
CcTaBnstoT opuumanbHyto nosuumio CDC.
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B 2019 roay 3annaHupoBaHbl 06pa3oBaTesibHble Be61MHapbl N0 TeMaM:
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