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AnarHocTnkKa n BeAeHne MmbilieyHoun gucrpopun
AoweHHa. YacTb 1: anarHoctuka, papmakorepanua
N NncuxocoumanbHas NoMolyb’

Diagnosis and management of Duchenne muscular dystrophy, part 1: diagnosis, and pharmacological
and psychosocial management

Katharine Bushby, Richard Finkel, David J. Birnkrant, Laura E. Case, Paula R. Clemens, Linda Cripe, Ajay Kaul, Kathi Kinnett, Craig
McDonald, Shree Pandya, James Poysky, Frederic Shapiro, Jean Tomezsko, Carolyn Constantin; DMD Care Considerations Working
Group*

Msemueynas gucrpodus [Jromenna (M) — T1spKenoe mporpeccupymouiee 3aGoeBaHue, pacnpoCTPaHEHHOCTD
KOTOpOro cocrasisger 1 cny4ait Ha 3600-6000 ManbYMKOB, POXKAEHHBIX >KUBbIMU. HecMOTps Ha cymiecTBOBaHue
PYKOBOJCTB IO pa3nMYHbIM acriekTam MJIJI, BceoObeMTIONIX KTMHUYECKIX PEKOMEH/AIUII IT0 BeleHII0 60TbHBIX B
HacTodAlee BpeMsA HeT. [/ CO3MaHNA TAKUX PeKOMEHJAIWIii TPV IIOMOIIM METOMa ONpefeeHNs Ieneco00pasHOCTI
OLICHOK W/IM BMeNIaTelbCTB, padpaboranHoro kopmopauyeit RAND u Kamudopuuiickum ynusepcurerom (JIoc-
Anmxkenec) (RAND Corporation-University of California Los Angeles Appropriateness Method), IlenTpamn mo
KOHTpomIo 1 npodunakruke 3abomesannii, CIIIA (US Centers for Disease Control and Prevention — CDC) 611
oToGpaHnbl 84 KnumHUIUCTa. Pa6oyas rpynma mo m3yyeHMIo BOIPOCOB oKasaHuA momoumm npu MO (DMD Care
Considerations Working Group) omneHnBaza noKasaTeny ¥ BMEIIATENbCTBA, KOTOPble IPUMEHSIOTCS PY BeJeHNUN
M B chepax AMArHOCTUKM, IACTPOIHTEPONOIUM M IUETONOIMM, PeabMINTanMM, a TaKKe HePOMbIIIEYHBIE,
TICUXOCOLVIaNbHbIE, CEPleYHO-COCYAUCTDIE, peCIPAaTOPHbIe, OpToNeanYecKme 1 Xupyprideckue acnekrsl MJIJI. Ot
PEKOMeHIaly, NpefCcTaBIeHHble B ABYX YaCTAX, PACCYMTAHbI HA MIMPOKUIA KPYr NMPAKTUKYIOIMX CHEIVaNniICTOB,
oKaspIBaoUX momoup 6onbHbIM M]IJ]. PexoMeHganuu AalOT OCHOBY I PAaCHO3HABAHMA MYIBTUCHCTEMHBIX
NEepBUYHBIX NPOABIECHNII M BTOPUYHBIX OcIoXKHeHuit M, a Taxke A OpraHM3anuyl CKOOPAMHUPOBAHHOI
MHOrOnpo¢QuiIbHOII moMouu. B mepBoii YacTu JaHHOrO 0630pa MBI ONMCBIBaeM METObI, MCIOIb30BAaHHbIE LA
CO3JaHMA PEKOMEH/JAINIL, 001e IePCIeKTHBBI B OTHOIEHUM OKa3aHus oMoy 6onpHeiM M, papmakoTepammn

n HCI/[XOCOI.H/Ia)IbHOﬁ IIOMOIIN.

BBepeHune

Mbpineynas aucrpodus Homrena (MIII; perucTpannoH-
Hblit HoMep 310200 cormacHO OHMAtH-Bepcny 6aspl maH-
HBIX MEHJIeTeBCKOTO HaclemoBaHmsa y yenoBeka (Online
Mendelian Inheritance in Man — OMIM) — st10 3a60me-
BaHUe, CLEIUIEHHOe ¢ X-XpOMOCOMOII, pacHpOCTpaHeH-
HOCTb KOTOpOro cocrasnfger 1 cmay4ann Ha 3600-6000
MaJIBYVMKOB, POXKAEHHBIX XUBbIMM [1-3]. ¥ Takmx pmereit
MOXKeT HaOJIIONAThCs JIeTKas 3a/jep>KKa ITAIlOB PasBUTHS
IBUTATENbHBIX QYHKLUI ¥ OONBIIMHCTBO U3 HUX He CHO-
COOHBI HOpMa/lbHO Oe€raTb M IpHIraTh 13-3a CIA60OCTU
[IPOKCYMAJIBHBIX MBIIIL], KOTOpasi TakK)Ke 0OyClIOBIMBAa€ET
UCIIONIb30BaHMe [pebeHKOM] crierudueckoro, OMMCaHHO-
ro [oBepcom, mprema mpu BCTaBaHMM C TT071a. BOMbIIMHCTBY
[IALMEHTOB [MAarHO3 YCTaHABIMBAIOT B BO3pacTe OKOJIO
5 ntet, Korga usnveckie BOSMOKHOCTY 60TIBHOTO pebeHKa
HA4YMHAIOT 3aMETHO OT/INYAThCSI OT BO3MOXKHOCTEN 37[0pO-
BBIX cBepCcTHUKOB [4]. TIpn orcyTcTBUM /eyeHUs MbllIed-
Has C//Ia HEYKJIOHHO CHIVDKAeTCs, VI Ma/JIbuMKY HAuMHAIOT
HYXXJIaTbCA B Kpec/Ie-KaTasKe JJ0 HaCTYIIeHNA TIOfPOCTKO-
BOTO BO3pacTa. Pa3BMBaOTCS pecrmpaTropHble, OPTOIE-
YecKye U KapAMONOrndecKie OC/IOKHEHNs, npu
OTCYTCTBUY MEJVILIMHCKOTO BMELIATeIbCTBA, CPEHMIT BO3-
pacT HACTyIIeHMsl CMepPTH OONBHOIO COCTAB/ISET OKOJIO
19 ner. Takxe MOXKeT MMeTb MeCTO HeIporpeccupylolee
HapylIeHre KOTHUTUBHBIX QYHKUMII [5].

un,

M]I]T pasBuBaeTCst BCIEACTBME MY TaLuii (Yalle BCETO fie-
Jlenuii) reHa, Kogupyioliero 6enok aucrpodux (DMD; no-
kyc Xp21.2). Ot MyTauuy NPUBOIAT K HELOCTaTOYHOI
BBIPabOTKeE /1M HAPYLIEHUIO CTPYKTYPBI AUCTPOdUHA, UTO,
B CBOIO OYepefib, BBI3BIBAET PasBUTIE IIPOrPecCUpYIOLIelt
MBIIIEYHOI JeTeHepalyi 1, Kak CIefCTBIeE, JO 13-1eTHero
BO3pacTa MalMeHT TepsieT CHOCOOHOCTh K CaMOCTOATE/Nb-
HOMY mepenBikeHnio [6]. Pasnmuune B deHOTHIIMYECKOM
HposBIeHNN OOIe3HN OOYC/IOB/IEHO, B OCHOBHOM, THUIIOM
MYTaI_U/II/[ n €€ BINAHNEM Ha CHUHTE3 JII/ICTpO(b]/IHa.
Cy1ecTBYIOT TakKe IMpoTeKaolye B 6omee nerkoi popme
aytenbHble GOPMbI 3a00/IeBaHNs, BKIIOYAs IPOMEXYTOU-
Hble BapMAHTbI MBIIIEYHON AUCTPODUM 1 MUOAUCTPOIIO
Bekkepa, KOTOpbIe IPUBOJAT K IOTEpe CIOCOOHOCTH CaMo-
CTOATENIbHO IIepefIBUTATbCA B Bo3pacTe oT 13 no 16 net mn
nocsne 16 y1eT, COOTBeTCTBEHHO. [Ipu ncnonb3oBanmm Kop-
TUKOCTEPOMIOB C LIe/IbI0 IPOMIEHNS CIIOCOOHOCTI K CaMO-
CTOSITENIBHOMY IEPEBIDKEHNIO 3TU BO3PACTHbIE TPAHMUIIBI
CTAaHOBSTCS MeHee ompefenieHHbIMI. OHAKO, BaYKHO TTOM-
HUTDb O CYILECTBOBAHMM PA3/MYHBIX (EHOTUIIOB, U, €CIIN
3abo0jIeBaHue IPOrpeccupyeT MefyIeHHee, 4eM MOXXHO OXKU-
mare npu MJIJT, To Heo6xoxMMo 06C/Ief0BaTh MalMeHTa Ha
[IpefMeT Hau4ysl aJbTePHATUBHBIX [a/IeNbHBIX] HOpM.
Y HEKOTOPBIX MALMEHTOB C MyTal{Mell reHa, KOMPYIOLIEro
nuctpoduH, GpeHoTUIIYeCcKe POsSBIeHNs 3a00meBaHNs
3aK/IIOYAIOTCS B M3O/MPOBAHHOM IIOPOKEHUM CepaLa
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(«xappuanpHbit ¢enorun») [7-12]. IMpubnmusnurensHo y
10% feBOYEK, ABIAIOIINXCSA HOCUTEIISIMYU TTOKOOHBIX MyTa-
Luii, HaOMIONAI0T HEKOTOPbIEe KIMHIYECKVe IIPU3HAKN 3a-
6oreBaHNA, KOTOPbIE MOTYT BK/IIOYATb W/IM M30/IMPOBAHHO
HPOAB/IATLCA HapylleHueM KOTHUTUBHBIX QYHKIWIT Y/ VN
¢dyuxumit cepaua [13-15]. Xots B cyYasx CUMITOMHOTO
HOCUTENIBCTBA Y fleBOYeK 3a00/IeBaHNe 0ObIYHO MPOTEKaeT
3HAYMTENIBHO JIerde, YeM Y MajIb4MKOB, M3BECTHO HeOOIIb-
o€ KOIMYEeCTBO CIy4YaeB, KOIZTA TSKeCTb 3ab0/eBaHMA
6bl/1a CXOTHOI C TAKOBOI y Ma/TbYMKOB-HOCUTeeit [13—15].
3a JMICK/II0YeHneM HeOO/NbIIOro KOINYeCTBa CIydaeB, CBA-
3aHHBIX C XPOMOCOMHBIMI IIepeCcTpOIKaMy, Ha/laue Kim-
HUYECKNMX MpOsBIeHMII 3abomeBaHNss y OONMBLIMHCTBA
IeBOYeK-HOCKTeIell 0ObACHACTCA aCMMETPUYHOI MHAK-
THBanyen X-XpoMOCOMBI.

MonexkynapHble ocHoBbl MII]] nsBecTHI yxxe 6oree 20 et
[16, 17]. C Tex mop Ha )XMBOTHBIX MOJie/IsIX ObLIO paspabora-
HO MHOXKECTBO MHOTOOOEMIAININX IOIXOIOB K JIEYEHNIO
[18]. 9T moaxoMb! yoke MPOXOAAT KIMHIYECKIe ICTIbITAaHsA
Ha 4Ye/loBeKe, UTO JIaeT Ha/IeX/y Ha ITOsABJIEHNe OIpefieIeH-
HBIX METOJ[OB JIEYEHNsI STOTO HBbIHE HEM3IEYNMOro 3a607e-
Bauus [18]. HecMoTpst Ha TO, 4TO MeTOAB! CrieninduaecKoit
Tepariun MJIJI emie He JOCTUINM CTafuy KIMHUYECKOTO
[pVIMEHEHNS, eCTECTBEHHYIO [JVHAMVKY pa3BUTHUs 3abo0e-
BaHMA MOXXHO M3MEHUTDb ITyTeM I[eleHAIIPaBIeHHOTO BO3-
TeICTBMA Ha y)Ke U3BECTHBIE CUMIITOMBI VI OCTOXXHEHMA
3aborneBanus. [B Hacrosiee Bpems] puarnos MIIJT Moxer
OBITb TIOCTABJIEH JOCTATOYHO OBICTPO, POEHOK 1 €ro CeMbsA
MOTYT ObITb 06eCIedeHbI TOMOLIBIO B JOCTATOYHOM 00beMe,
nauyeHTsl ¢ MJIJT MOryT B HOJTHOIT Mepe peannsoBaTh CBOI
HOTeHIMas B 06pasoBaHym 1 TpyfoycTpoiicTBe. HasHaueHme
KOPTMKOCTEPOUJIOB, a TAKXKe IIPOBefIeHNe PecpaTOPHbIX,
Kap/Ma/IbHBIX, OPTOIEANYECKIX I peaby/INTAIIOHHbIX BMe-
IIATeIbCTB 00eCIeINBAIOT TAKOI YPOBEHD (PYHKIMOHAIBHO-
TO YIy4ILIeHV, Ka4yeCTBa >KU3HM, 3JOPOBDA M JJONTONIETNA,
YTO OXKMaeMasi MPOJO/DKUTENbHOCTD JKI3HU pebeHKa, KO-
TOPOMY JJaHHBIII IMIaTHO3 YCTAaHOBJIEH B HACTOsAIIee BpeMs,
MO>KeT npeBbIcuTb 30 net [19-32].

Opranusanun 1o 3amure mpas 60mpHbIX M coobra-
0T O TOM, YTO OKa3aHIe MOMOIU TaKNM GOTbHBIM HOCUT
HECOITIACOBAHHBII XapaKTep ! IIPOBOANUTCS He Ha JO/DKHOM
ypoBHe. HecMOTpsi Ha HeOOXOOVMMOCTD YIIPEXKHAIIIETO,
IIpeBEeHTUBHOTO MOofXofia kK BegeHuio MJI/I, pekomeHganmm
[Takoro popa) CyIiecTBYIOT NUIIb OTHOCUTEIBHO OT/iE/b-
HbIX BompocoB. Co3faHme BCECTOPOHHMX U COITIACOBAH-
peKoMeHpauMit B OTHOLIEHUV  OO/BIIMHCTBA
OCTIOKHEHUI AHHOTO 3a00/IeBaHMSA ABIAETCA KIIOUEBBIM
IIarOM, KOTOPBIII Ba)KeH KaK JJIA IUVIAHMPOBAHUSA MHOTO-
LIEHTPOBBIX KIMHNYECKNX VICIIBITAHNUI, TaK M JUIA yIydlle-
HYS KadecTBa oMoy 6onbHeIM MI]] BO BceM Mupe.

Ha nHeo6xopmmMocTb pa3pabOTKy 11 BHEEPEHMsI CTaHAAp-
TU3MPOBAHHBIX PEKOMEHJALMII II0 OKA3aHUI0 BCECTOPOH-
Heit oMoy [6onpHbIM MIIT], ¢ camoro Havaa obparain
BHUMaHIe BCe 3afHTePeCOBaHHbIE CTOPOHBI, IMEIOIIVIe OT-
HOIIIeHJe K Ipo6yeMe jaHHOrO 3abonmeBaHus. B ux ducne
IIPaBUTENbCTBEHHbBIE OPTaHM3AIUY, KIMHUIVCTDI, MCCIIe-
ZoBates, JOOPOBOIbHBIE 00I[eCTBEHHbIE OPraHU3ALNI 10
OXpaHe 3[J0POBb, a TAK)Ke TaKue OPTaHM3ALUI 110 3alUTe
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[paB MalMeHTOB KaK Acconuaiys mo 6opnbe ¢ MpImey-
Hoit gucrpodueit (Muscular Dystrophy Association) u
Popytenbckmii MPOEKT IO IMpo6IeMaM MBIMIEYHON JyC-
tpoduu (Parent Project Muscular Dystrophy). B 2001 .
CIIA 6511 npussATsl «[lonpaBKM B OTHOIIEHUN OpraHu3a-
1y 061eCTBEHHON TIOMOLIY, MCCIeNoBaHuit 1 06pasoBa-
TENbHBIX [POTPAaMM IO  MBIIIEYHBIM  AUCTPODUSIM»
(MD-CARE Act) x «3akoHy 00 0011jeCTBEHHOM 3[]paBOOX-
panenun» (Public Health Service Act), HanpaBneHnHble Ha
CTUMY/IMPOBAHNE POCTA UCCIIENIOBATENBCKOI 1 00IIeCTBEH-
HOJ1 aKTMBHOCTY B pelleHny IpoOIeMbl MbIIIEYHbIX [IVIC-
tpodumit [33]. Paspaborka [aHHBIX peKOMEHfAUMil IO
OKa3aHUIO NOMOIIM ABJIAETCA YacThI0 TAKOTO pofia JAes-
tenpHOCTH. CeTh HepenoBoro Hay4Horo omnbita (Network of
Excellence), cospannas B EBpome u ¢uHaHCHMpyemas
Esponeiickum Corosom (EC), nonyunna puHaHCHMpOBaHMe
(nomep konTpakTa EC036825) B pamkax npoekra «TREAT-
NMD» aj1st poABIDKEHNs HOCTIDKEHNIT B 00/IacTy ede-
HUSA U BCECTOPOHHel MOMOINY IPY HePOMBIIIEYHBIX
3a00/IeBaHIAX, IPU 9TOM CTAHAAPTHU3ALMA BCEX BULOB I10-
momu npu MJIJI ABnseTcss OgHUM U3 ee NPUOPUTETOB.
LleHTpbI 1O KOHTPOMIO ¥ NPOQUIAKTUKE 3a00jeBaHuUi
(CIIIA) — CDC (Centers for Disease Control and
Prevention) akTUBU3MPOBaIU paspabOTKy peKOMeH/ Al
10 OKa3aHUI0 BCECTOPOHHET IOMOIIM GONBHBIM C MbIIIEeY-
HBIMI ICTPOQUAMM C IIPUBJIEYEHNEM YCUINIT BCEX 3auH-
TepeCcOBaHHbBIX CTOPOH.

Llenp paHHOTO 0630pa — IIPECTaBUTH PEKOMEHALUN
1o BefleHUIo manyeHToB ¢ MJIJ], ocHOBaHHbIe Ha aHa/IN3e
PeITMHIOB pas3INYHBIX IIOKa3aTe/lell ¥ BMEIIATeIbCTB,
IIPUCBOEHBIX MM HE3aBMCHMBIMU 9KCIIepTaMM. DTU PeKo-
MeHJalyK 00pallaloT BHUMaH/Me Ha MHOTHE TTO3UTHBHBIE
aCIEKTbI, CIOCOOCTBYIOIME IPOBEECHNIO Pe3y/IbTaTUBHO
IMATHOCTMKM ¥ 9(QEKTMBHON BCECTOPOHHEI IIOMOIIU
60mpHBIM MJIJI. PekOMeHAIMM pacCYNTAHBI Ha IIVPOKNI
KPYT MEAMIMHCKUX pabOTHMUKOB, IPUHUMAOIIIX yYacTie
B OKasaHMUM momoly 60mbHbIM MJIJT 1 UX ceMbsAM, Haul-
Has C YPOBHA IIEPBUYHOI MEAVIIMHCKO IIOMOIIY U 3aKaH-
4yBasg YpOBHEM MHOrOmpoduibHbIX Opuran. Ilenb sTmx
PEeKOMEHJJALIUIT: 3a/I0KUTh CTPYKTYPUPOBAHHYIO OCHOBY
IVIsL pacIO3HaBaHMs [EPBUYHBIX IPOsIBIEHUIT OOMe3HN U
BO3MOXKHBIX OC/IOKHEHMII, a Takoke I IUIAHMPOBAHUA
OIITYIMA/IbHOTO JIeYeHNs TIPY YYaCTUM CIIeMaNNCTOB pas-
JIMYHOTO HPOQUIA B COCTaBe KOOPAMHUPYEMBIX MHOTIO-
npo¢ubHbIX 6puraz. B mepBoit vacTyt 0630pa MbI OIIMCHI-
BaeM METOJIbl, MCIIO/Ib30BaHHbIE B XOfie PabOTBhI, a TaKoKe
JaeM peKOMEHIALMM [0 AUATHOCTHKE, MEAVIKaMEHTO3HOMY
JIe4eHMIO ¥ TICHXOCOIMaIbHOI moMoly. Bo BTopoit yacTu
[34] MBI O6CYyIMM peann3aryio MHOTOIPOQUILHOI TTOMO-
iy (cM. CHOCKY 1 Ha c. 42).
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yeHHble Ha ocHoBe PKV, mocraBnens! Bo maBy yria. s
paspaboTKy GONMBIIMHCTBA APYrUX pekoMeHpanmii B CDC
VICTIONIb30BA/IML METOJ| OIIpefe/leHnsl 1ienecoobpasHoCTH
OLIEHOK J/IV BMEIIATe/IbCTB, Pa3pabOTaHHbI KOPIIOpaIiy-
eit RAND n Kamudopuuitckum yuusepcureroMm (Jloc-
Anpxenec) (RAND Corporation-University of California
Los Angeles Appropriateness Method — RAM) [35]. [Ins
BBISICHEHN 11e/IeCO00Pa3HOCTU 1 HeOOXOMMOCTI KaXK [0
KJIVMHUYECKON OLIeHKM WIM BMeIlaTenbCTBa, MeTon RAM
obObeuHseT HaydHbIe [OKA3aTelbCTBA U 000OILIEHHOE
MHeHUe 9KCIEepPTOB. B oT/inume oT MeTOHOB, OCHOBAHHBIX
Ha JOCTVDKEHUM KOHCeHCyca, Metoi RAM coxpaHser Ije-

y4yeTa aHOHMMHBIX U He3aBMCUMBIX OI[EHOK, ITO3BOJIAA Ta-
KIM 00pa3oM BBLABUTD IOJIOKEHM A, KOTOPBIE eITHOMYITHO
IOi/IePXKVBAIOT BCE 9KCIIEPTHI U, HAIIPOTUB, 0O/IACTH IIPO-
TUBOPEUNIT M HEOIIPENIeTICHHOCTY B MX CY>KAeHMsAX [35].
MexpynaponHas Ipymnma, cOCcTosmias 1u3 84 OINBITHBIX
KIMHAIVCTOB-IIPAKTUKOB, NPEICTAB/IAINIIMX pasHble CIe-
I[Ma/IbHOCTY, 3a/IefICTBOBAHHBIE B OKA3aHMUI IIOMOIIM 60/Tb-
HbeiM MI]I, 66Ut chopMupoBaHa Ha OCHOBE IIPeJIOXKEeHMIT
OCTa/IbHBIX 9KCIIEPTOB B 9T0i1 06acTu. V3 ux uncna CDC un
PYKOBOIAIIMM KOMMUTETOM ObUIM M36GpaHBI CIIEIMATUCTBL
I pabOTHI B OFHOI VTN HECKOMbKIUX SKCIIEPTHBIX KOMIC-
cyAX. DKCIEPTHI JaBa/M HE3aBYICHMYIO OLIEHKY BMelIaTeNlb-

JIOCTHOCTD MHIVBUYa/TbHbBIX cy>1<11e1—1m71 IKCIIEPTOB ITyTEM CTBa U JMATHOCTUYECKOIO METOJa, IIPMMEHAEMOro IIpn

B: ICTBME Ha Hef yio cuctemy u pHO-ABUra i part | O renn BmelaTenbcrsa
of PactarvBaHue
Cuna Mo3nuroHnpoBaHue
MNo3a LUnHnpoBaHue
MeToabl AuarHocTuKn BmewartenbcrBa
CocTosHune dyHKUUn Oprtesbl
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leHeTnyeckoe obcnesioanvie  [Mopaepikka cembi
cTonb6a ObecneyeHne BO3MOXHOCTY CUAETH
Buoncua mbiwwy
Moxopka MprcnocobneHns ana BepTUKany3aLnm/cToaHns
O6opypnoBaHvie A1 apantaumm
O6opynoBaHue A51A KoMneHcaumum
MporysnouHble KONACKU/CKyTepbl
OueHnBaemble @akTopbl, KOTOpble [narHocTuka Pea6unurayna PyuHble/MOTOPM30BaHHbIe KPeCna-KoMACKN
Tenn yuunTbiBaTb
KnuHnyeckoe Bospact nauvexTa
obcnefoBaHne Crapgwsa 3aboneBaHns
Cuna PakTopbi pycka passnTA MeTopb! gnarHocTuku  Bmewartenbcrea
CocrosHue no6oyHbIX 3pPpeKToB
T e —" OueHka O1 OnepatnBHble
O)EI = Monm):'o s TK Tepanua OleHKa cocToAHNA BMeLlaTeNbCTBa
P Optoneanyeckan MO3BOHOYHMKA Ha CyXOXUnAx
Bbi6op cxembl ieyeHuns KOpTUKO- nomotyb
Ly PenTreHorpapua 3apHAA xupypruyeckas
MOHUTOPMHT MOBOUHbIX cTepongammn
B e s — MO3BOHOYHIKa crabunuzayus
AneTeDHM |op i KocTHbI Bo3pacT MO3BOHOYHNMKa
cxemai MZ)"MUJ' (peHTreHorpadua 3anAacTba
P b Y KUCTIN NeBON PyKU)
BonbHoi [leHcutomeTpua KocTen
M
Momowb npun Apyrx ocnoXHeHNaxX AA
:yuxunﬁ - OueHnBaembie Bmewartenbcrea
Mertopbi gvarHocTuku  Bmelwatenbcrsa N nokasarenun
. peyesbix GyHKuuin McnxocoymnanbHasn G 5 Mcuxotepanus
O6cnenoBaHne [veTa v nuwiesble /rnotauus, MnocobHOCTb
nomoiub K PEOAONEHIO MeAnKameHTO3Hble
BEPXHUX N HVPKHUX [:LOGaBKVI HYTpULMoNornyeckas, peon; C
otaenos XKT HanoxeHue nomouyp TPYAHOCTEN (KOMWH) (RN
AHTponomeTpua racTpoCTOMbl HeipokorHntusHbie xoaepaKTepa
MepvikameHTO3HOE noKasarenu [PEECEERIESE
NleyeHvie 3anopa A3bIK 1 peyb (apTrkynauua) ;apaKTepa
1 enyouHOro pediokca AyTizm (CREERHIEEIENIE
Cnoco6HoOCTb meponpuaTna
fynbmowonoru- Kappvonoruyeckas K KONNeKTUBHON paboTe
YyecKkas nomoub nomolyb

MeTopp! aviarHocTuku Bmewartenbcrea Metopbl guarHocTukn  Bmewatenbcrea

MeTopbl AnarHoCTUKN MoppepaHvie GpyHKLUVMOHaNbHOro 3Kr UHrnbutopsl AMNd

CnupomeTpus obbema nerkux SxoKI B-6nokartopbl

Mynbc-okcnmeTtpua Annapartbl/VHTEpdenchb! XontepoBsckum [pyrve npenapartbl,

KanHorpadus AN BeHTUNALMN MOHVTOPUHT noKa3saHHble

PMKN, MABA/MAB, TAK TpaxeocTomuueckue Tpy6Kn npwv cepaeyHomn
AnnapatHas He/l0CTaTOYHOCTV
VHcydpnauma/skccyddnauma

Puc. 1. Mexxgucuur pHble ) AEeNCTBUA NPY OKasaHuu nomolyy 6onbHbim MAA

KoopavHaumsa MeguuMHCKOM NOMOLL — OCHOBOMOMAraloLmini KOMMOHEHT BefeHWA nauneHToB ¢ MAJ. Takyio NOMOLLb yylle BCEro okasbiBaTb B MHOTONPOQUIbHBIX yUpeXAeHNUsX, rae
60/IbHON 11 €70 CEMbS MOTYT NOJYUNTb 3aK/IOUEHWA SKCNEPTOB MO Pa3NNYHbIM acreKTam 3aboneBaHUA B paMKax HEO6XOAMMOro MyNbTUANCLMITIMHAPHOTO noAxofa K nomowwm MAJ,
OCYLLeCTBAEMOro COBMECTHbIMMN YCUAMAMM Pa3HbiX CneLmanucToB. Posib KoopAnHaTOpa MeANLIMHCKON MOMOLLM MOTYT OCYLLECTBATb MHOTME CeLnanuicTbl-MeAnKy — B 3aBUCUMOCTA
OT MeCTHbIX 0CO6EHHOCTel OpraHV3aLy MeAULIMHCKON NMOMOLYM. ITO MOTYT GbITb HEBPONIOTW UK AETCKUE HEBPONOTY, PeabUn1TONor, HeMpPOreHeTUKY, NeguaTpbl UNn Bpauu
NepBUYHOTO 3B€Ha MEANLIMHCKON MOMOLLY, a TaKkxe Apyrue cneumnanncTbl. OYeHb BaXKHO, UTOObI CMeLanmncT, OTBEUAIOLLMIA 33 KOOPAMHALIMIO MEAVLIMHCKON MOMOLUM, 3HaN O AOCTYMHbIX
roKasaTensax OLeHKH, MeTOAaxX AMarHOCTUKM U BMELLATeNbCTBax. ITO He06X0AMMO, UTobbI TakTMKa BegeHnsa M 6bina ynpexgatoLueii o OTHOLLEHWIO KO BCeM NOTEHLMaNbHbIM
npo6nemam, KOTopble MOryT BO3HUKHYTb Y MaLyeHTa ¢ AaHHbIM 3aboneBaHvem.

TAK=ra3bl apTepuanbHoi Kposu. AllO=aHrnoTeH3nHNpeBpaLiaoLnin depmeHT. MAJ=mbiweuHasn anctpodua [oweHHa. IxoKr=axokapaunorpadus. JKI=anekTpokapaunorpadus.
IK=rniokokopTtrkonabl. KKT=xenyfouHo-KuweyHbl TpakT. MB=MakcrmanbHoe aasneHve npu Bbigoxe. MABA=makcumanbHoe aaBneHune npu Baoxe. MKMN=nnKoBbl KallneBoi NOTOK.
Ofl=06bem ABVXKEHNIA.
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Cragusa 1
HocumnTomHan

Cragusa 2

PaHHAA ¢ cOXpaHeHHO
CMoco6HOCTbIO

K CaMOCTOATeNIbHOMY
nepeaABIKeHNI0

Ha sToi1 ctagun
AnarHo3 MmoXxeTt 6bITb
nocTas/ieH B Ciiy4yae
BblABNeHNA
NOBbIWEHHOrO

YPOBHA KpeaTUHKNHa3bl
Wnn Hannuuva cny4vyaes
3abonesaHuna

B CEMeNHOM aHamHe3e

[narHoctnueckoe
obcnefosaHve

V reHeTnyeckoe
KOHCYNbTVPOBaHIe

MpusHak losepca
YTuHasA noxopgka
MoxeT oTmeuaTbca
XOX[IEHME Ha HOCKaxX

CnocobeH NoaHATbCA
no CTyneHbkam

I

JlnarHoctunyeckoe obcneposaHie
W reHeTuyeckoe KOHCynbTnpoBaHne

MnaHMpoBaHie MeponpuATIAR,
npeaynpexaaoLmx
J:laanEI?ILLIee passutne
3abonesaHns

MaLmeHT MOXeT 6biTb
cnocobeH HekoTopoe
BpeMA nepefBuratbca
CamMOCTOATENbHO

Hapacratowue
TPyAHOCTN
npu xoabbe

Hapacranve
orpaHuyeHua
YHKLMM BEPXHUX
KOHeuHocTei

W TpyAHOCTe

C yaepaHnem
NoNoXeHns Tena

MoTeps cnocobHocTn
nofAHMMATLCA

no CTyneHbKam

1 BCTaBaTb C nona

Croco6eH yepxuBaTb
NonoXeHne Tena

Moxxet pa3BuUTbCA
CcKonmos

Bepoch, Ha 3TOM 3Tane AnarHos y 60MbWNHCTBA GONBHBIX yxe
YCTaHOB/IEH, KPOME ClyyaeB 3aiepKi Mo Kakum-n6o nprurHam
(Hanpumep, NpW HanMYKUU CONYTCTBYIOLLEN NATONOTN)

I'Iponon»(a'rb KOHTpONNpoOBaTb NokKasartenu, 4TO6bI yGEF[VITbCﬂ, 4TO TeueHve 3abonesaHus Takoe,
KaK oXuaanun n COoTBeTCTBYeT NHTeprnpeTaunu pesynbtatos AUarHOCTUYECKOro QGCHEHOBBHVIR

KOHTPO}'Ib BbINONHEHUA
nnaHa npodunaKTMYecKon
nMmyHU3aunn

He meHee uem 1 pa3 B 6 MeC OLieHUBaTb GpYHKLMOHAMbBHBIN CTATyC, MbILLIEYHYIO CUITY 1 O6bEM [BUXKEHNI
[INA YCTaHOBNEHWA CTaAnM 3a60N1eBaHNA U PELLEHA BOMPOCa O HEOHXOAMMOCTU NpuMeHeHna TK unu
NepecmoTpa yXKe CyLecTBytoLeil cxembl niedeHuns MK 1 KOHTPOoNA No6oUHbIX 3dpeKToB

1

HabnioneHue 3a pa3suTneM CKONNO3a: BMeLaTeNnbCTBo,

Heo6xoaMMOCTb B OpTONEANYECKo XMpyprum

BO3HUKaeT pefiko

O6yueHue n noasepxKa
MpeBeHTVBHbIE MepbI, Ham

Ha noaaep»aHune 3n1acTUYHOCTU MblLLL,

v npepynpexpaeHue (ymeH

MoowpeHne afgekBaTHON GU3NYECKoi

HarpysKu/aeaTenbHocTn

ObecrneyeHne afanTyBHbIMY NPUCNOCOBNEHNAMU

o Mepe HeobXoANMOCTH

pPaBneHHble

blUEHNe) KOHTPaKTYp

B onpep HbIX
cATyaumax ciepyet
PaccmMoTpeTb BO3MOXHOCTb
XVpypruyeckon
KoppeKuun KoHTpakTyp AC

npeanonaratouiee B onpeaeneHHbIX CuTyaumax 3agHoH|
XUpypruyeckyo CTabynmn3aumio NO3BOHOUHUKA

B0O3MOXHO BMeLLaTenbCTBo, HanpasneHHoe
Ha ONTMM3aLnIo NONOXKEHNA HOT B Kpecne-Konacke

MpoponkeHvie paHee HauaTbix MEPONPUATUI
Heobxoanmo obecneunTs NaLyieHTa NOAXOAALMM

KPeCsoM-KONACKO, BO3MOMKHOCTbIO CUAETD; HEOGXOAUMO

MCNONb30BaTh Te MePbl 1 TEXHONOTW, KOTOPbIE CMOCOBCTBOBYIOT
MaKCUMasbHOM CaMOCTOATENbHOCTY B PaMKax MOBCe/JHEBHOMN AEATENbHOCTY,
GYHKLVMOHMPOBaHNA 1 COLMANbHOrO yyacTna

MopnepxaHvie B Hopme
bYHKLMN AbixaHua

apavono-
rnyeckas

omolLb

peueBbIX
dynKupit
/rnotauus,
HyTPULY-
onoruyec;

Mcnxoco-
uvanbHaa

nomouyb

{
|
|
|
S
|
|
|

Puck passutua HapyLLlEHI/IVI AbIXaHUA HEBbICOK

Bospactaiowuin puck
Pa3BUTUA PecnpaTopHON

Bblcokuit puck pa3sutua
PecnupaTopHoi NaTonoruun

Heo6x0aA1Mo NPOKOHTPO-
NNpoBaTb BK/lOYeHNe

B CTaHAAPTHbIN NnaH
VMMYHV3aLn
23-BaneHTHOI NHeBMO-
KOKKOBOW 11 NPOTUBO-
rPVNMO3HON BaKLMH

naronorumn

HabnioneHve 3a nporpeccrposaHiem 3a6onesaHua

Heobxoaumo HauaTh
KOHTPONMpOBaTh
pecrpatopHble nokasarenu

Heobxoanmo nposoanTL
yrnybneHHoe obcnenoBaHue

xokapavorpadua
Ha MOMEHT yCTaHoBNe-
HWA gnarHosa nnu
B BO3pacTe Ao 6-Tv net

Makc bl UHTEpBan
Mexzy 0bcnefoBaHUAMN —
24 mec po 10-neTHero
BO3pacTa, a 3aTem
NpoBOAUTb €XerogHo

(1 BMewwaTenbcTea)
B OTHOLIEHNN
pecnupaTopHoi NaTonorum

OueHuBaeMmble MoKasaTten Takue xe, YTo 1 B 6onee MnaaLueil Bo3pacTHoi rpynne
YBenmunBaoLWmincs ¢ BO3pacToM PUCK Pa3BUTVA CEPAEUHOI NaTonornu;
MeanUMHCKoe BMeLWwaTenbCcTBo HeOﬁXOﬂVIMO Aaxke npu OTCyTCTBUN CUMMTOMOB

MpuMeHeHVie CTaHAAPTHBIX NPV CEP/IEUYHON HEOCTAaTOUHOCTN BMeLLaTeNbCTB
no Mepe yXyalweHna GpyHKLUMOHaNbHOTO COCTOAHUA cepALa

MOHWTOPUHI COOTBETCTBUA HaGopa Beca BO3PaCTHLIM HOPMam
HyTpuumronoruyeckan ouyeHKa Hanmuma n3bbITOUHON/HEAOCTaTOYHOM MacChl Tena

HactopoxeHHOCTb
B OTHOLWWeEHNN
BO3MOXHOTO

Moppepka cemby,
PaHHUI KOHTPONb
nokasatenen/nposegeHve
BMewaTenbCTs,
HanpaefieHHbIX Ha
onTUMM3aLnIo pasBuTuA,
OGYHEHI/IFI nnosegeHnA

Hannuna nwcd)armm

OLlEHKa nokasatenei 1/wnu BMeLLaTenbCcTBa HanpaseneHbl Ha ONTUMKU3auno I'InaHMposaHlne nepesofa
OﬁyquMﬂ, nosefeHnAa n crnoco6HoCcTn npeoaonesaTtb TPyAHOCTN (konuHra) nog Haﬁmoneume
ﬂoompeuue CaMOCTOATENBbHOCTN N COLlVIaHbHOVI AKTMBHOCTN «B3POUTbIX» CreumanncTos

'3

Puc. 2. Crapun

" oKa

b}

NA=noBceaHeBHas aeAaTenbHOCTb. [K=rniokokopTukonabl. KKT=kenyaouHo-KuLeyHbli TpakT. AC=axunnoBo cyxoxunme.
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BefieHNH nmanyeHTos ¢ MJIJI, Ha IpeIMeT TOTO, ABNAIOTCA NN
OHII I1e71eCO06PA3HBIMY ¥ HeOOXOMIMMBIMY, Ha OCHOBE OIIpe-
TeNeHHbIX KIMHNYECKNX CIleHapueB, IPeNCTAaBIeHHBIX B
¢dopmare MaTpui. MaTpuibl COCTAB/IANN C UCHOTb30BaHNU-
eM [JAHHBIX 13 OOIIMPHBIX TUTEPATYPHBIX 0030pOB CTaTell,
cofiep)KalMX yKasaHMsA Ha Te MU MHble BMEUIAaTebCTBA U
JMarHOCTUYECKME METONbI, McrmonbsyeMble mpu MIJI, n
MHEHMSA 9KCIIePTOB, 000CHOBBIBAOIINE X IPUMeHeHue. V3
1981 mpoaHaMM3MpPOBAHHON MyOMMKALINY, 1T OKOHYATE/Ib-
HOro o63opa mureparypsl CDC 65110 1CIIONB30BaHO 489
crareit. ITo pesynbraram ganHOro o63opa mreparypst CDC
1 YJI€HBI SKCTIEPTHBIX KOMUCCHIL BBIJIENNIN T€ CUMIITOMbI 1
TIPU3HAKM, TIOABJIEHNE KOTOPBIX CITY>KUT CUTHA/IOM I MC-
TIO/Tb30BAHMsA TOTO WM MHOTO METOAA JIMATHOCTUKY VTN
BMEIIIATe/IbCTBA, @ TAKXKe BCe KIMHMYeCKe aKkTopbl, KOTO-
pble HeOOXOMMO IPMHMMATD BO BHMMaHMe. Ha ocHoBe fjaH-
HBIX, TIOTy4eHHBIX 0T 9KcnepToB, B CDC cucreMaTnsuposanm
KINHIYecKe GaKTOPbI, @ TAKKe CUMIITOMbI 11 IPU3HAKM 3a-
6oneBanyA B BUfie Marpull. Kaxkas MaTpyiia IoCBAIIanach
OIIPEJIEIEHHOMY JIMaTHOCTMYECKOMY METOAY WIM BMeIla-
TENbCTBY M COfiepyKaa KIMHITIECKUI BOIPOC, MUIIEHD VN
Hanbojee BBIPXKEHHBI CUMITOM (IOApPOOHEe O paccMo-
TPEHHBIX KIMHMYECKMX CIIEHapMAX CM. OHJIANH-BepCuio
IIPMIO>KEHNUA K CTaTbe).

3aTeM 9KCIepThl PaH>XMPOBAaIM MaTPUIIBI IO TPEM 3Ta-
TaM OLIEHMBAHNA: Ha JBYX 3TalaX OIEHMBA/IM L€IeCO0-
6pasHOCTD, @ Ha TPETbeM — HEOOXOAMMOCTD MPOBENEHNA
AMATHOCTNYECKOTO MeTOJa M/IM BMemIaTenbcTBa. Ha mep-
BOM 3Tale KaK/Iblil 9KCIePT aHOHMMHO Ol[eHMBAJI 10 I0-
psaKoBOI 1iKaze oT 1 10 9 6a/uioB IienecoobpasHOCTb
TIPYMEHEHNUST ONPENIENIEHHOTO MeTOfla AMATHOCTUKY MUK
BMENIATeTbCTBA NIPY ONPEIeTIEHHOM KIMHIYECKOM CIieHa-
pynt. BMemaTenbcTBO MM AMATHOCTUIECKIIT METOJ, OII€H-
BaJIM KaK 1le7IecO06pasHble B TOM CIIydae, eCiu OKIfaeMast
I1071b3a /151 30POBbsI OOIPHOTO IepeBellBaa IPefIIona-
raemblit puck, 6e3 ydera ¢puHaHCOBBIX pacxopoB [35]. B
CDC npoananusupoBany MeiaHHble 3HAYEHUS PeNTUH-
TOBBIX OLIEHOK, IIPEJICTAB/IeHHbIe B BUJie TAOMNIL] LA KaXK-
TOTO CIIeHaps B COOTBETCTBIN C peKoMeHmannaMyu RAM.
Bo BpeMms NMYHBIX BCTped B IPOQUIbHBIX KOMMCCHAX
TPYILIBL 9KCIIEPTOB OOCYXK/AaMN Pe3yIbTaThl M PeFAKTIPO-
BaJM MaTPUIIbl I BTOPOTO 3Tala, HAIpaB/IEeHHOTO Ha
ompeyienenye IenecoobpasHoctu. Iloce Broporo sTama B
CDC pacnpepensanym MeTOfbI IMATHOCTUKM ¥ BMeIIaTe/lb-
CTBa IO KaTeropysaM: «IleecooOpasHbIe», «HeIeneco-
06pasHble» MM «1[e7IECO0OPA3HOCTD HESICHA» U BBISBILSIIN
M06ble PasHOIIACKS CPENY IKCIIEPTOB.

Ha Tperbem aTamne sKCIiepThl OLIEHMBAIM Ha TIPEAMET He-
06XOIIMOCTY Te JMaTHOCTUYECKUE METOMbI VI BMellIaTe/lb-
CTBa, KOTOPbIE B XOJle BTOPOTO 3TaIla ObUIV IIPU3HAHBI Y/Ie-
HaMM O9KCIEPTHBIX KOMMCCHUII LiefiecoobpasHbiMu  6e3
Kakux-m6o pasHornacuit. OLeHKH Tak>XKe BBICTABILANN 110
1IKaje oT 1 ;o 9 6a/10B. DKCIIepThI MOI/IN OLIeHUTD BMellIa-
TE/IbCTBO WIM JMATHOCTUMYECKUII METOX KaK «HeoOXOmu-
Mbl€» B TOM CJIy4ae, €C/IM OHM COOTBETCTBOBA/IN CIIEHYIO-
VM YeThIpeM KputepuaM: (1) BMeIIaTelbCTBO MIIM METO
IMAarHOCTMKM OBbUIM TIPM3HAHDI Ha IIPEAbIAYILEM JTaIe Iie-
neco06pas3HbIMI 6e3 Kakux-n1ubo pasHornacuii; (2) B ycio-

BIAX HPEIIOKEHHOI0 KIMHNYECKOTO CIleHapyusA He HasHa-
YUTh JJAHHOE BMEIIATeNbCTBO JJIM METOJ, JIMATHOCTUKY
651710 ObI HeBEpHO; (3) cylecTByeT 000CHOBaHHASA BEPOAT-
HOCTb TOTO, YTO BMEINATeTbCTBO MM AMATHOCTUIECKUI
MeTOJ;, TIPUHECYT T10/Ib3y GONMbHOMY; ¥ (4) BeIMYMHA OXKM-
TaeMoii TTOJIb3bI He IpefcTaBIAeTcs Manoi [35]. B onnarin-
TIPUJIOKEHUY K OPUTMHAITY CTaTb/l MOKHO O3HAKOMMTBCA C
IIpuMepaMy MaTPull, aHa/IM30M U pesynbraramu. ITo okoH-
JaHUY TPeX STAIlOB HEe3aBJICHMOTO OI[eHMBAHIA, WIeHAMM
9KCIIePTHBIX KOMIUCCHUIT OBUIM IIpOBefeHbl 0006LIeHNe 1
MHTepIIpeTalns HOMYYeHbIX JAHHDBIX C LIe/IbI0 CO3IaHMA
KIMHIYECKN TIPYMEHVMBIX PeKOMEHAIIVIA.

B maHHOM 0630pe, COCTOAIEM 13 ABYX YacTeil, OCHOBHOE
BHVIMaHe y/IeJIeHO TeM AMarHOCTUYECKIMM MeTOflaM U BMe-
LIaTe/IbCTBAM, KOTOpBIe cormacHo RAM Obint olieHeHbI KaK
«HeOOXOAMbIe», «IlenecooOpasHble» U «Helenecoobpas-
Hble». O6/1IacTH PasHOIIACKIT WM HEOIPENeIeHHOCTH BbI-
IeTleHBl I/ acleKTOB, MMEILIMX 0c060e IPaKTUIecKoe
3HadeHMe. TakyM 06pa3oM, JaHHbIe peKOMeHfaIum 6asu-
pYIOTCA Ha pesynbraTax npumeHeHusa RAM, sa uckirode-
HIUEM TeX C/TyJyaeB, B OTHOLIEHN) KOTOPBIX CYIIECTBYIOT
TOKa3aTeNbCTBa, MOMTydeHHbIe B XOfle KIMHNIECKNX MCIIbI-
TaHuit, ocobenno PKV. Mbr y’Ke OTMedau HEMHOIOYMC-
JIEHHOCTb  TeX CHUTyaluuil, [1d KOTOPBIX VIMEIOTCA
pexoMeHJalMM, MOATBep>KaeHHble pesynbTatamu PKN. B
Xofle pa3pabOTKM IIpeIlaraeMbIX PeKOMEHJALUIT IPYIIIbI
9KCIIePTOB TAK)Ke BBIABIAMN KIMHNIECKVE BOIPOCHI, He
BK/TIIOYEHHbIE B TIepPBOHAYA/ILHBIN BapMaHT MaTpuil. B cy-
YasAX BbIABIEHMA TaKUX BOIPOCOB, Pe3y/IbTaThl IIPJMeHe-
Hua RAM [ononmHAMM AMTEpaTypHBIMM CCBUIKAMU U
MHEHJeM 9KCIIepTa — JUIA TOTO, YTOOBI IIPefICTaBUTD MO/
HYI0 KapTUHY OKasaHu:A nomoy npu MJIJI.

MHoronpodunbHaa 6puraga u meTogbl
ANarHoOCTMKn

Kaxxpjas rpynmna skcrepToB Bblje/Is/Ia Psfi METOZIOB [iua-
THOCTMKM ¥ BMELIATENbCTB, HEOOXOMUMBIX JI/I1 OKa3aHUs
nomoun 6ompHbIM ML (puc. 1). MynbTuaucHMIUIMHAD-
HBIJI TIOIXOJ, K BeIEHNIO TaKVX IalMIeHTOB I ILIe/IbIiT IIepe-
YeHb HEOOXOMMMBIX CIeI[MaTbHBIX 3HAHUII SIB/ISAIOTCS [/IaB-
HBIMM XapaKTePUCTUKAMU 9TOTrO Iporuecca. bonbHoit u ero
CceMbsl  JIOJDKHBI ~ aKTMBHO  B3aMMOJIEICTBOBAaTH  CO
CHelManuCTOM-MeIUKOM, KOTOPBINI KOOPAMHUPYET IIpo-
Iecc OKa3aHMs MeAMIIMHCKOI rmoMoInn. B 3aBucumocTt ot
Pas3IMYHBIX OOCTOATENbCTB, TAKMX KaK pernoH/CTpaHa
MIPOXXMBAHNA WIN HAINM4YMEe MEIMIMHCKON CTPAaXOBKI, Ta-
KVUM CHEeLMATNCTOM MOXKET CTaTh HeBPOJIOT MM JeTCKUIL
HEBPOJIOL, peabuINTONON, HEPOreHeTHK, JEeTCKUII OpTO-
Tiefi, MeVaTp UM Bpad MepBUYHOTO 3Be€HA MEIMILIMHCKOI
TIOMOILY, @ TAK)Ke JIpyTue CllelaIucThl. Bpad nepsu4Horo
3BeHa MEIUIMHCKO ITOMOIIY IO/DKEH 3HATh O BO3MOXKHBIX
mpo6nemMax u ObITh B COCTOSHUM OLIEHWUTb T€ WIIU VHbIE
BMEIIIaTe/IbCTBA, YTO SBJISIETCS OCHOBOW OKa3aHWUs Hajjie-
kareit momory pu MJIJI. Takas moMolupb BK/IIOYaeT B ce-
651 TOfiep)KaHMe 3[0pPOBbs, HAUICKAINIT MOHUTOPUHT
IIporpeccupoBaHmst OOJIE3HN M OCIOKHEHWIT /11 OpraHu-
3alMM YIpeXJarouleli, IPeBeHTUBHONM IIOMOIIM M ONTH-
MaJIbHOTO BefieH!Us 60/1bHOr0. POIb pasinyHbIX Clelam-
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CTOB U aKI[eHT Ha OIpeJie/IeHHBIX BMeIIaTe/lIbCTBaX M3Me-
HSAIOTCSA [0 Mepe IIporpeccupoBanus 3aboneBanus (puc. 2).

Ha mpaxrrke g okasanus nomoiy 6onsHomy M B
K/IMHYKe HeoOX0aMMO Hammdme GU3MYecKy TOCTYIIHOM cpe-
JibI ¥ IIAPKOBKY, OCHAILIEHHBIX HAJIeXKALIM 06opyu0BaHyleM
(HanpyMep, TOJYBEMHMKOM VI TIAH/YCOM), 00y4eHHOTO TIep-
CoHasta 1151 6€30I1aCHOI TPAHCIIOPTUPOBKIL OO/BHBIX, He CIIO-
COOHBIX IepeMeIaTbCsI CAMOCTOATEIbHO. KOoMITeTeHTHOCTD,
TeXHIYeCKIe CPELCTBA [/ TOYHOTO MI3MEpPEeHNA Beca, pPOcTa It
SKU3HEHHO BXHDIX IIOKa3aTeslell COCTOAHNA OpraHM3Ma, a
TAKOKe Ha[IeXaInM o6pa3oM o6ydeHHDIT IepcoHal — Bce
9TO KpaiiHe BaykHO. CyllleCTBYIOT CIlelia/IbHbIe BEChl, I03BO-
JIAIOLVIe B3BEIMBATh 6O/IBHOTO BMECTE C KPEC/IOM-KATaIKOIL.
TouHOe n3MepeHye pocTa y 6OIbHBIX ¢ BBIPAKEHHBIM CKOJI-
030M HEBO3MOXXHO M MOXKET OBITH 3aMEHEHO M3MepeHVeM
pasmMaxa pyK.

AwvarHoctuka M4
Henb BCEX NMATHOCTUYECCKUX MepOHpI/IHTI/IffI — 6bICTp0
YCTAaHOBUTDH TOYHBIN JVAarHoa3. ITO MO3BOJIAET HaYyaTh HpO-

BeJleHye HeoOXOMMMbBIX BMEIIATENbCTB, HPOLO/DKUTD CIle-
L1a7bHOe 00y4YeHe [MaIieHTOB ¥ JINL], OCYIIeCTBIIAIOIX
YXOI] 1 oCylecTB/IeH e O PXKMBAIOLIVIX MEPOIIPUATHIL,
a TaKKe CBeCTM K MUHVMYMY NPONO/DKUTENbHOCTD -
THOCTMYECKOTO Mpoliecca 1 136exarb ero BO3MOXKHOTO 3a-
TArMBaHMA. [IMarHOCTUKA JO/DKHA OCYLIECTB/IATHCA CIie-
L[Ma/IMCTOM I10 HEIPOMBIIIEYHOI MaTOMOTUM, CIIOCOOHBIM
OLIEHNUTD KJIVHNYECKOE COCTOsIHME pebeHKa 11 32 KOPOTKUIA
IPOMEXYTOK BpEeMEHU JaTh TPAKTOBKY HEOOXOIMMBIX JO-
TTOTHUTE/IbHBIX UCCIEOBAHUI B KOHTEKCTE KIMHUYIECKO
KapTMHBL. Bo MHOIMX C/y4asx B IJIaH OKa3aHUA ITOMOLIN
ceMbe MallyeHTa [I0C/Ie YCTAaHOB/IEHNS JarHo3a He0OXOou-
MO BKJ/IIOYATh CIIELIMA/IICTA 10 MEIUIIMHCKON TreHeTUKe U
KOHCY/IbTAQHTA 10 TeHeTNIECKIM BOIIPOCAM.

B kakux cnyyasx cnegyert 3anogosputs MAA
3anono3putp Hammane M (puc. 3) Heo6xofMMO BHE 3a-
BUCUMOCTY OT CEMETHOTO aHaMHesa. Takue IOZO3peHMs
IO/DKHBI BOSHUMKATD B KOXK/JOM 13 CTIEAYIOIINX TPEX CTyYaeB:
(1) vamie Bcero Ipy HPM3HAKAX MBIIIEYHON IIATONOTUM Y

Korpa cnepyer 3anogosputs MO

Mpw otcytcTBrm M B ceMeiHOM aHamHe3e:
PebeHOK He xoauT B Bo3pacTe >16-18 mec;
MpusHak FoBepca (noboi BospacT,

DYHKLMM MbiLLLY
0cobeHHo <5 neT)

Mpw Hanuunn M/ B cemeiiHOM aHaMHe3e:
Nof03peHNs NIO6bIX HapyLIEHNI

BonbHOW ¢ HEOOBACHUMBIM MOBBILIEHVEM
YPOBHA TpaHCaAMWHa3

v

CkpuvHUHT MAA:
BblpaXXeHHOe MoBbIleHNe KOHUeHTpauun
KpeaTVHKMHa3bl
MoaTBepxaeHue AnarHosa ‘
{ I ,
Mownck geneunin/gynnmKaumin reHa o Buoncua mbiwyy: He MA:
AnCTpodurHa: Aeneuva unv gynnavkauma 6enoK gucTpoduH paccmoTpeTb
O6Hapy»eHa OoTCyTCTBYET a/ibTepHaTUBHble ANarHo3bl

CeKBeHMPOBaHWe reHa:
MyTaLua o6Hapy»KeHa

A A

[narHo3 AUCTpodrHONaTUM NOATBEPXKAEH

Mocne ycraHoBNeHNA AnarHosa

—p Het
—»Ja

TaKux 60NbHbIX

« Y 60/IbHbIX, KOTOPbIM AAMarHO3 Gbisl yCTAaHOBNEH Ha OCHOBAHUM GUOMNCHM MbiLLL|, BbIABIEHNE MyTaLM reHa ANCTPOGUHA TakKe HEOGXOAMMO
EOHbeIe, KOTOPbIM AMarHo3 6bin YCTaHOBJIEH Ha OCHOBaHUW reHeTUYeCKOro uccieoBaHus, MOryT TakxKe HY>KAaTbCA B 6uoncun Mblwiy,

yTo6bI AUPepeHLmpoBaTb MI € AUCTPOPMHONATUAMY, UMEILMMU C Gonee AO6POKaYeCcTBEHHbIE PEHOTUMMYECKINE NPOABNEHNA
Heobxoavmo HanpaeneHve ansa HabnogeHna creuranucTamm MHOronpodunbHoOM Gpuragbl

[eHeTNYecKoe KOHCY/IbTVPOBaHNE HACTOATENIbHO PEKOMEHAYETCA BCEM UleHaM CEMbU XKEHCKOTO MONa, MMELMM PUCK HOCUTENbCTBA MyTaLm
MaumeHTy 1 ero cembe HeO6XOANMO NPEASIOKNTL MPOrPaMMy MOAAEPXKKYM 1 KOHTAKTbI C OPraHN3aLVAMY, 3aHV

A Npo6

Puc. 3. AnarHoctuka MAJ: oT nogo3peHuns 40 NOATBEPKACHUA

B Tex cnyyasx, korga umeetca nogospeHmne Ha Hannune ML, nanbHeNWNin ANAarHOCTUYECKNIA anrOPUTM UCCIEA0BaHUI 3aBUCKT OT CTEMNEHN
NOBbILIEHNA KOHLIEHTPALMN KpeaTMHKIHA3bl. B peKnx cnyyasx ArarHos AMCTpoprHONATUM MOXET ObiTb BEpUPULMPOBAH Ha OCHOBaHM OTCYTCTBUA
6enka guctpoduHa no pesynbrataMm GUONCUK MbILLLL, AaXKe NPY OTpULATENbHbIX Pe3y/bTaTax reHeTnyeckoro obcnenoBaHus. Ecnv guarHos
[NCTPOdUHONATHMN He MOATBEPXKAAETCA HW BUOMCUEN MBILLLL, HY TeHETUYECKIM 0BCNIeA0BaHIEM, BbIABIEHWE APYTOi MblLUEYHON AUCTPOdUM, KOTopast
MOXET ObITb anbTepPHaTVBHbLIM JUAarHO30M, BECbMa CJTIOXKHO 1 TpebyeT nprBneyeHuns yskoro cneyvanucta. MA4=mbiweuHas auctpodus [ioweHHa.
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MaJIbuuKa; (2) BBIAB/ICHNY TIOBBIICHNA YPOBHA KPeaTUHKI-
Ha3bl B CBIBOPOTKE KPOBY, IIOTTyYeHHOTO IIPY 00C/IeOBAHNUI
TI0 TOKa3aHMAM, He IMEIOIIVIM OTHOIIEHN K MBIIIeTHO ITa-
Toyoruys; wint (3) mpy 06HAPy KeHNN IOBBILIEHHOTO YPOBHS
TpaHcammuas (acmaprar-ammHorpaHcdepasa [ACT] nu
amaHrH-aMuHoTpancdepasa [AJIT], kotopeiMu Gorarel B
PABHOII CTelleH) MbILIeYHbIe/MUOLUTDI U TIeYeHOYHbIe/Te-
IIATOLMTEI Ky1eTKM). Takum o6pasom, syuarnos MIJT nomken
6BITH PACCMOTPEH IO PelleH st BOIPOCa O OMOIICHY MeYeHN
Y BCeX fIeTell MY>KCKOTO TI071a C TIOBBIIIEHBIMY TPaHCAMIHA-
3amu. IlepBoHaya/bHasA CUMITOMATMKA MOXKET BKJ/IIOYAaTh
3a[IeP>KKY B PasBUTUM HABBIKOB XOfbOBI, YacTble MajeHIs
WM 3aTpyfHEHMsA Ipyu Oere M IOgbeMe IIO JIECTHUIIE.
Hecmotpst Ha TO, 4T0 06619HO M]IJ] AMAarHOCTIPYETCA B BO3-
pacre OK0JIO 5 JIeT, 3a00/IeBaHNe MOXKET OBITh 3aII0I03PEHO
3HAYNTENbHO PaHbIle HA OCHOBAHNM OTCTABAHMA B HOCTH-
YKEHIV TaKMX 3TAIlOB Pa3BUTHA KaK CaMOCTOATE/TbHASA XO/Ib-
6a 1IN MOSIBIEHMe pedl; HaludMe TaKUX 3afepXKeK ObLIo
OTMEYEHO B XOfie IPOCHEKTUBHBIX UCCTIETOBAHMII C IIOCTIe-
mytomuM HabmoneHneM 6onbHbIX MJIJI, BBIABIEHBIX IIpU
CKpUHVHTe HOBODPOX/eHHbIX [36]. Hammume mnpnsnaxa
ToBepca y pebeHKa MY>KCKOTO HOJIa IOJDKHO CTY>KUTD CUTHA-
JIOM K Hayajly AMarHOCTMYECKUX MEPOIPMATHII B OTHOIIe-
uunt MJIJT, Tem 6ortee, ecint y peGeHKa K TOMY >Ke OTMedaeT-
cA yTHasA noxopka. Taxoke JOCTaTOYHO YacCTO OTMEYAeTCH
XO)K/IeHle Ha HOCOYKAX, OJHAKO 3TOT CYMIITOM He AB/IAETCA
TOTIONHNUTENbHBIM apTYMEHTOM B IIO/Ib3Y IOfIO3PEHNA na-
rooza MJJI. Ilpn Hammumm cemeiiHoro aHamHesa MJIJI
oIIpefie/ieHNe YPOBHA KPeaTNHKIHA3DI JOIDKHO ITPOBOAUTD-
€A PV HA/IMYMM MIHMMAJIBHOJ CUMIITOMATUKH U C Y4ETOM
Bo3pacTa pebenka. ITo Bcell BUAMMOCTY, y JieTeil MIajle
5 j1eT HopMasIbHbIe OKa3aTe/ly MICC/IEOBAHMA MBIIIL He I10-
3BOJIAIOT IOJHOCTBIO MCK/IIOUNUTL Topo3peHne B MJIJI.
OnHako 10 Mepe B3poc/eHns pebeHKa HOpMa/IbHble II0Ka3a-
Te/IN UCCAeNOBaHNs MBI fenatoT quarHo3 M/l Bce MeHee
U MeHee BepoATHBIM. CriejoBaTeNIbHO, BeCbMa Ma/lOBEPOAT-
HO, 4TOOBI Ma/IbuMK cTapire 10 jieT ¢ HopMaabHON QYHKIN-
et by, crpagan M.

MopTBepxpaeHne AarHosa

ANTOpUTM TOATBep>XKAeHNs AyarHosa (puc. 3) 3aBUCUT
OT JJOCTYIIHOCTY Ha MECTHOM YpPOBHe OBICTPBIX M HafieX-
HBIX METOZIOB MCCIIE{OBAHNs, KOTOpbIe HEOOXOMMO NHTep-
NpeTUpPOBaTh B KOHTEKCTE BO3MOKHBIX KIMHUYECKUX
TIpOsIBJIEHN]], 06yCHOB}IeHHI>IX TOV VIJIVI MTHOJ CTEII€HbIO TS -
JKECTH, BO3MOXKHOU IIpM MyTaluM TeHa AUCTPOPUHA.
IMouck myTauyu DMD B 06pasiie KpOBI, KaK IIPAaBUTIO, He-
00X0aMM, [aXKe e/ CHavala AUarHos ObUI MOATBEPXKIEH
OTCyTCTBUEM OeKa AUCTPOdUHA B MBIIIEYHOM OyoITaTe.
PesynbTaTpl reHETMYECKOTO MCC/IEOBAHNA JAIOT KINHIYe-
CKYI0 MHGQOpMAINIO, HEOOXO[UMYIO /IS T'€HETIYECKOTo
KOHCY/IBTUPOBAHM A, IPEeHATAIbHO AMAaTHOCTUKM U pellie-
HUA BOIPOCAa O TIOCTEAYIoUleM JIeYeHUM IIperapaTamu,
crietnUIHBIMY JIs1 OTIPEfie/IeHHBIX My TaLuit. PasmdaHbre
TUIbl MyTanuit DMD MOTyT CTy>KUTb F€HeTUYeCKOil OCHO-
Boit M/I]T [12]. Yate Bcero ajst upeHTUGMUKALMN My Talun
reHa AMUCTpodMHA IPUMEHAITCA Clefyloliue TeHeTude-
CKIe VICCTIeOBAHYIA: MY/IbTUIIZIEKCHAS TIO/IMMepPasHas 1ell-

nHasg peakums (IIIIP) [37], MynbTuIIeKCHas UrasHas
amruindukanysa sonsa [38], ammmmdnkarys mpyu HOCTOAH-
HBIX YCTIOBUAX/BHYTpeHHUI mparimMep [39, 40] u mynbTu-
IVIeKCHasA aMIvimduuupyemas rubpupusanna soxga [40].
Mynbrunnekcaas [TLP mupoko [ocTynHa 1 HauMeHee Jj0-
porocrosas, HO MO3BOJIAET BBIAB/IATD TOJIBKO IeTIeLVIN 1
He aHaIM3MpPYeT Bech T'eH, IOITOMY He BCerfa BO3MOXKHO
IIO/IHOCTBI0 OXapaKTepyu30BaTh OOHAPY>KEHHbIE [e/IELVIN.
My nbTHUIUIeKCHAA TUTras3HasA aMIUIMUKALINA 30HAA Y MY/Ib-
TUIIEKCHAA aMIUIMbuIupyeMas rMOpUaAn3aIis 30H/a Bbl-
ABJIAIOT IeIelNU U AYIUVIMKalMU U MOTYT aHa/lM3MPOBaTh
BCe 9K30HbI, @ aMITINUKALVS TIPY TOCTOSHHBIX YCTIOBUAX/
BHYTPEHHUII IpaliMep BBIABJIAET Je/lellNN U IIPeSOoCTaBIIA-
€T JlaHHbIe CeKBeHnpoBaHnA. Hu ofHa 13 5STuX METOANK He
SABJIACTCA TIOBCEMECTHO TOCTYITHOI.

Ecmm pesynbraThl MCCIeNOBaHMA, TIOTyYeHHbIE MIPYU I10-
MOV OZHON Wiyt Gojiee U3 HePeYNCIeHHbIX METOMVK, [0~
3BOJIIIOT MAEHTU(UIMPOBATh M MOMTHOCTBI0 OXapaKTepu-
30BaTh MYTaLMI0 IeHa AUCTPONHA, TO B HANbHEMIINX
MCCTIeOBAaHMAX HeoOxopuMocTy Het. Ecmu menerio/ny-
IVIMKALUI0 OOHAPYXXUTh He YHANoCh, HEOOXOAMMO IIpef-
MIPUHATH CEKBEHVPOBaHNe TeHa C [e/IbI0 OMCKA TOYeIHBIX
MyTauuit uim He6obIIKX Aeenuit (uam BcTaBok) [39, 40].
Heo6x0a1MOCTb B ITOTHOI XapaKTepUCTIKe MyTayu (rpa-
HULIBI eTIeMN WM TOYHAS HO3UIIMS TOYEYHON MyTaLVN)
00yc/IoB/IeHa TeM, 4TO 3Ta MH(POpPMALMsA MO3BOJIAET TIpef-
CKa3aTb BIMAHME MyTallMU Ha PAMKY CYUTBIBAaHMA B IIpefie-
JIaX TeHa, a 3TO, B CBOIO 0YePe/ib, ABJIACTCS ONpee/AI0IINM
daxTopoM deHOTHIIYeCKOl BapnabeIbHOCTH AUCTPOdH-
Homaruii [19, 21, 22], a Tak)Xe IO3BO/IAET PEIINTb BOIIPOC O
Tepanuy IpernapaTami, CHelVUYHbIMU I OIIpe/ie/ieH-
HBIX MYTaI[UIi, KOTOpbIe B HACTOsAIIee BPeMA HaXO[ATCA Ha
CTafuy KIMHNYECKUX UCIIbITaHmiI [41-43].

BuoImcuio MplIIL BBIIOMTHSIOT B 3aBUCKMOCTY OT K/IMHM-
YeCKOil CUTyaLuy, JOCTYIHOCTM HPOBefeHMA TIeHeTHde-
CKOT'O MCC/IEOBAHMS Y TEXHUYECKMX BO3MOXKHOCTEN LieH-
Tpa, B KOTOPOM 60bHOI HabmomaeTca [44]. OTKpbITas
(mHUM3MOHHAsA — IIpum. ped.) GMOIICHA MBILIL, HEOOXOM-
Ma, ecny mpoBoauTcs AnddepeHnyanbHas ANArHOCTUKA,
KoTopas paccMmarpuBaeT MJIJl Kak OfVH 13 BO3MOXKHBIX
BapMaHTOB CPeIM APYTUX MBIIIEYHBIX AUCTPOdUIL, TaK KaK
OHa I03BOJISIET TIOTTYYUTh HEOOXOAMMBIT 00'beM TKaHMU IS
TabHeNIIero aHam3a. BUOICusa mpy IMOMOII WIIBI MO-
KeT OBITb OIpaBfjaHa, €C/M PacCMAaTPUBACTCSH TOIBKO
MJIJI, vau ecnu CrienmuanucT BajeeT METOAUKON MHOTO-
(OKyCHOIT IYHKUMOHHOIT 6romcnn y geteit [45, 46]. B tex
LIEHTPaXx, Ile 9TO BO3MOXKHO, JIy4llle BCETO VCIOIb30BaTh
KOHXOTOM (BBIKYCBIBATe/Ib), TAK KAaK OH MO3BOJISET IONY-
4uTh 0Opasel 6O/IbIIEro pasMepa, 4eM Uro/nbyaTas/MOHO-
¢doxycHas Ouorncus, u He TpebYeT OTKPBITOrO XMpPyprude-
CKOTO BMelllaTenbcTBa [47, 48].

OCHOBHBIMU MeTOflaMI1 MCC/IeOBAHNMs, KOTOPbIe IIPOBO-
IAT C MBILIEYHBIM OuonTtaToM mpy ML, ABIAIOTCA UMMY-
HOLIUTOXVIMUSL ¥ VIMMYHOONIOTHMHT aucTpoduHa. Pesynp-
TaTbl 9TUX MCCIENOBAHMII JIO/DKEH MHTEepIPeTNpOBaTh
OIIBITHBII TaTOMOP}OIOT, CHeIaNU3UPYIOLNIICS Ha Hell-
pomsbiieyHort matonoruu [7-9]. Buomcust MbIuiry MoXXeT
HaTb MHGOPMALMIO O KOIMYECTBE M Pa3Mepe MOJIEKYJIbI
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TecTbl Ha Bpema

BbinosHeHwe ¢ yueTom BpemeHu
CTaHAAPTU30BaHHbIX 3afaHNIA
L1 TPOBEPKU Pa3NNYHBIX
dyHKumiA [50, 52]

OLIeHKM

SKCTEH3UW U Hannume CyCTaBHbIX
KOHTPaKTyp, KOTOpble MOTyT
CnocobcTBOBATL/MPUBOAUTD K
bYHKLMOHANbHOMY YXYALIEHWIO NN K
HapyLUEHVSIM OMOPHO-ABUraTeNIbHOTO
annapara uam KoXHbiM npobiemam.
BbISsBUTb HEOOXOANMOCTD
[LOMONHUTENbHOrO/aNbTEPHATUBHOIO
Me[IMKaMeHTO3HOrO/XPypPruyeckoro
BMELLATENbCTBA (TO eCTb NPUMEHEHMS
OpTE30B, LWVHNPOBAHWA,
MCMOMb30BaHVA YCTPOCTB Ans
BEPTUKaNM3auuu, yaiMHeHUs
NNNOTNOMANBHOTO TPaKTa)

Jlerkve B NpakTMYeckom NpuMeHeHnmn
1 HbOPMaTUBHbIE NOKasaTenu
NoBCeAHEBHOrO GYHKLIMOHANbHOTO
COCTOAHUS; YyBCTBUTENbHbI K
N3MEHEHMIO COCTOSIHUA

OueHb MHPOPMATUBHO [J1A BbIABIEHUA

KOHTPOSIMPYeMOii OKpy»atoLLeil cpefie

Mo3BonseT OCyLLeCTBAATL MOHUTOPUHT
NporpeccmpoBaHmns 60nesHn n

[MoBcegHeBHas OueHKa orpaHuyeHnii B

[leATeNbHOCTb noBceiHEBHOW EATENbHOCTN TOUeK NPUIOKEHNA MOMOLLYM,
[I0Ma, B LUKONE 1 06LeCTBEHHbIX apanTauyuy n foctyna K
MecTax

LLkanbi OueHKa ABuratenbHbIX GyHKLUIA

LBUraTeNbHbIX OTAeNbHbIX obnacTeii ¢

dyHKLMIA nonyyeHvem o6beAMHEHHOW apdekTa neueHms

CycCTaBbl; VUNNOTUGMANbHBIN TPakKT;
NOAKONIEHHbIE CYXOXNNA,
NKPOHOKHAA mMblLlLia

Bpema npoxoxaexna 10 m, Bpemsa
BbINONIHEHWA Npriema loBepca,
BpeMa nogbema Ha 4 CTyneHbKy,
TECT C 6-MUHYTHOW X0AbOON.
Bpems, Heobxogumoe ans
ofieBaHnA pybaLuKy, MOXeT bbITb
MHOPMaTVBHbIM NOKa3aTenem Ha
Mo3[HMX 3Tanax cTagum
CaMOCTOATENIbHOrO
nepenBuKeHNs

YacToTta nageHnit, MOHUTOPUHT
KOMMYEeCTBa LWIAroB, HaBbIKM
Camo06CNyKMBaHVSA, NNCbMa U1
pPaboTbl 33 KOMMbBIOTEPOM.
[leecnocobHOCTb B WKone 1
06LLECTBEHHbIX MecTax

Llkana oueHKN GYHKLNIA HUXKHIX
KOHeuHocTen Vignos, wkana
OLIEHKM CMOCOBHOCTY K
CaMOCTOATENIbHOMY
nepeasuxeHunto North Star, wkana
N3MepeHVs ABUraTenbHOM
dyHKLMN

Mokasarenn MeTtopn Lienb nccnepoBaHns BonbHble, CNOCco6GHbIE K camo- BonbHble, He CNOCOGHbIE K camo-
CcTOATEeNbHOMY NepeABUKEeHUNIO CTOATEeNIbHOMY NnepeaBUKeHUNIo
WccneposaHne MaHyanbHoe nccnefoBaHune CepuiiHoe oLeHVIBaHMe: BbIABUTb OnpepenaTb Culy HUKHUX Ha paHHuWX cTaguax: onpeaenaTtb
cunbl mbiwwy (wkana MRC) [50]. OTK/IOHEHUA OT OXKMAAEMOro KOHEUHOCTEN C NOMOLLbIO CUITY BEPXHUX U HUMKHUX
KonnyectBeHHas MmomeTpus KNMHUYECKOro TeYEHUA; OTCNeAnTb MaHyanbHOro nccnefoBaHnA KOHeYHOCTeN Kaxkable 6 Mec.
(NpepnoyTnTENbHEE, €CN nporpeccupoBaHne 6onesHy n Kaxkble 6 mec Ha no3gHux ctapgusax: LeHHOCTb
MbILLIEYHAA CUNA COOTBETCTBYET NPOrHO3MpPOBaThb YTpaTy GpyHKLWN; [IaHHOTO NCCNeAOoBaHNA HeACHa
3-5 6annam no wkane MRC)* OoLEeHNUTb 3PdEKT NeyeHus; BbIABUTb
ACUMMETPUIO MbILIEYHON CUSIbI
O6bem [oHnomeTpua [51] HavanbHasa uenb: BbIABUTH HuXHWe KoHeYHOCTU: 6ejpeHHbIe, HWXHWe KOHeYHOCTU: GefjpeHHbIE,
LBUKEHNIN Pa3BUBAIOLLEECA CHIPKEHNE MbILIEYHON  KOJNEHHbIE, FONeHOCTOMHbIe KOMNEHHbIE, FONeHOCTOMHbIe

CyCTaBbl; UIMOTUOMANBHBIN TPAKT;
NOAKONEHHbIE CYyXOXUNNA,
VNKPOHOXHas MbllLa.

BepxHue KOHeYHOCTU: NTOKTEBOWA
CyCTaB, 3aMACTbe, ANMHHbIe
crmbaten nanbLes

Bpems, Heobxoammoe ans
opieBaHVA pybaLlKu, MOXeT ObITb
MHGOPMATVBHBIM MOKa3aTenem Ha
PaHHYIX 3Tanax craguu
HecnocobHoOCTH K
CaMOCTOATENIbHOMY
nepegngKeHwio. TecTbl Ha Bpems
He MPUMEHUMbI Ha MO34HMX STanax
CTaAumn HeCNoCco6HOCTY K
CaMOCTOATENIbHOMY
nepeaBuiKeHIo

HaBbikn camoobcnyxmBaHus,
nmcbma 1 paboTbl 3a
KOMMbIOTEPOM, yrpaBneHne
PYUHBIM 1 €NEKTPUYECKUM
KPecnoM-KaTanKkom.
[leecnocobHOCTb B LWKOE 1
06L1eCTBEHHbIX MecTax

Llkana oueHKn GyHKLMOHaNbHOroO
PENTUHIa BEPXHUX KOHEYHOCTEN
no Brooke,

dYyHKLMOHanbHas oueHKa no Egen
Klassifikation, gBuratesibHble
wKanbl Hammersmith, wkana
N3MePEHVA [BUraTeNbHOM
dyHKLMN

MnaHoBoe 06cnefoBaHme B KIMHNKE AOMKHO NPOBOAUTLCA Kax/ble 6 MeC, NPU OTCYTCTBUM MHBIX NMOKasaHuin. OcMOTp 605IbHOrO cneLyanmcTamm no prsmnyeckoin peabunutayum n
JproTepanuy pekomeHaoBaH Kaxable 4 mec. MRC=UK Medical Research Council (CoeT no knuHnueckum nccneposanuam CoegrHeHHoro Koponesctaa). *XoTa paboyas rpynna skcrepTos
npu3Hana 3T¥ MeTofbl HaANeXalmnMy CPEACTBaMM OLEHKN, OHV Yallle NMPUMEHSIOTCA B UCCNE0BaHUAX, YeM B KNIMHUYECKON NPaKTUKe.

Ta6nuya 1. Mpepnar

meTopAbl

COCTOSIHMA HEPOMbILLEYHOI CUCTEMbI NPY MbilleYHO AucTpodun [lioweHHa

auctpodyHa /IS TeX CIydaeB, KOIAa 9TOT 6eIoK ecTh [7-9,
12, 44]. TlonHoe WM YaCTUYHOE OTCYTCTBYE AUCTPOIHA
MOXeT 1moMoub orTmnunth MJIJT ot gucrpoduHomaTmit ¢
6oree mobpokadecTBeHHBIM (peHoTHUIIOM [7-9, 12, 44]. [N
noprBep>kaeHust MIIJT HeT HeOOXOAMMOCTY B IPOBEREHNN
9JIEKTPOHHOI MUKDPOCKOIIUN.

IIpoBenieHre reHeTMYECKOTO MCCIEOBAHNUA TIOCIe TO-
JIydeHNs HOIOKUTEbHOTO Pe3y/IbTaTa IO JaHHBIM OMOII-
CMU MBI ABJIAETCA 00sA3aTebHBIM. B 61omcuy by
HeT HeoOXOMMOCTH B TeX CIydYasx, Korja gyuarsos M
ObII M3HAYAIbHO YCTAHOBJICH Ha OCHOBAHMMU TeHETU4e-
CKOTO MCCTIeJOBaHMsA, TeM 0ojlee 4TO HEKOTOpbIe CeMbM
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MOTYT HaXOJUTb 3Ty HpOILeNypy TpaBMaTuuHOi. TeM He
MeHee, eC/IU TeHeTUYeCKOe UCC/IeflOBaHVe BBIIIOTHEHO, HO
MYTalno UAeHTUGUIVPOBATh He YHANI0Ch, ¥ HPU 9TOM
omnpefieNiAeTCA BbICOKAass KOHLIEHTpalusA KPeaTMHKMHA3BI,
a TaKKe MMEIOTCS CUMIITOMBI MM NPU3HAKY, XapaKTep-
Hble Bt M, TO clegyoummuM HeoOXOAMMBIM AMATHO-
CTUYECKMM [IATOM SBJSETCS OMOICUA MBI, ITO
KacaeTcs U TeX CIydaeB, KOIZA IOf03peHNMe B JUarHose
MJI]I nopxpensAeTcs ceMeliHbIM aHaMHE30M, OJJHAKO Ha-
JIn4Me CeMeHOM MyTali/ OCTAETCA HEM3BECTHBIM.
Hecmotpst Ha TO, 4TO 9meKTpOMMOrpadust U UCCIefoBa-
HI€ NIPOBOAVIMOCTY HEPBOB ABJIAIOTCA TPAAMIIVIOHHON Ya-
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CTbI0  O0C/TeoBaHMs JeTell TIpu  IOZO3PeHMH Ha
HEepBHO-MbIIIeYHOEe 3a00/IeBaHe, 10 MHEHNIO 9KCIIEPTHBIX
KOMICCUI 9TU UCCIENOBAHNS CelfIac He CIUTAOTCS MOKa-
3aHBIMI VIV HEOOXOAMMBIMU [IPH CriennudeckoM o6cre-
nmoBaHuUM B oTHoueHuu MJI]I.

OLeHKa COCTOAHNA HeMPOMbILLIEYHOIA
CcTeémMbl 1 ONOpHO-ABUraTeJZIbHOIo
annaparta

Knunnueckoe o6cnenosanne npu MJIJT Bkmodaer c60p
CTaH[JaPTHOI'O MEIMIMHCKOIO M CeMeIHOrO aHaMHe3a, a
TaKKe (usnkaapHOE 06C/IEOBaHME C AKIIEHTOM Ha BBLSAB-
JIeHNe CTPYKTYPHBIX HapyllIeHUJ OIOPHO-ABUTATETbHOTO
arapara )1 CBA3aHHbIX C HUMM QYHKI[MOHA/IbHBIX Hapyllle-
Huil. CHenyamicT Mo HeifpOMBIIIEeYHON MaTONOTNN JIOT-
JKEH 4eTKO IPeCTaB/IATh cebe oxmpaemoe tedene MJI]I,
4TOOBI 3aMETUTh Ha/MM4Me OTKIOHEHWIT OT Hero (Hampu-
Mep, IOHMMaTb, 4TO 6oJiee Jierkoe TedeHye 3ab0meBaHs
MOXKET CBUJIETENbCTBOBATh O 00Jiee JIeTKOi FUCTPOPUHO-
IIaTum, WM 4To 60siee TsHKENIoe TedeHue 3ab0IeBaHys MO-
KeT OBITh MPM3HAKOM COITYTCTBYIOLIeIT ITaTomorym). Takoit
BBIBOJ] /IefIA€TCsA HAa OCHOBAHUM Pe3y/lbTATOB PETyIApHOIL
OLIeHKII IIPOrPecCupoBaHis 60/1e3HM (TO eCTh OLIEHKI MbI-
LIEYHOI CuIbl, 06'beMa JBUKEHUI, MO3bl, TOXOLKN, Taii-
MepHBIX TecTOB) [49], pesynpraToB HabmOfeHUs 3a
CIIOCOOHOCTDBIO CIIPAB/IATHCS C IIOBCEJHEBHOI JIEATENbHO-
CTbIO U pesyanaTOB IIPMMEHEHNA IIKaJI OLEHKN COCTOA-
HUSA JBUTATENbHBIX (QYHKIMIL PesynbTaTbl 3THX OLIEHOK,
KOTOpbIE TAK)KE YYUTHIBAKOTCA MPU IPUHATUNA PEIIEHUIA O
7ledeOHBIX BMeIIAaTe/IbCTBAX U Ipu OTCIexBannu sddex-
Ta Tepanmy, IpefcTaBaeHbl B Tabmuie 1. i1 moaydeHus
Ka4eCTBEHHbIX pe3y/lIbTaToOB Ie€pedlCIeHHble METOJbl JC-
cnefoBaHuA TpebyT o0ydeHus u omnbita. Beibop ompene-
JIEHHBIX METOIVUK I MCIOAb30BAHUSA B /000N U3
KaTeropuil IOABep)KEH BIMAHMIO MECTHBIX (aKTOpPOB.
BaxHee Bcero 06eCreynTh COMOCTaBUMOCTD Pe3y/IbTaTOB B
paMKax OT/e/IbHO B3ATON KIMHUKI IIPY ITPOBEIeHNM CPaB-
HEHMA C TeYeHMeM BPEMEHM.

MEAI/IKaMeHTO3HbIe BMellaTeJibCTBa
ANA noaaepXaHNA MblLLEYHOWN CUJIbl
n d)yHKI.I,I/IOHaﬂbHOI'O COCTOAHNA MbILLUL,
B LefiomM

IIpn momomy MegMKaMEHTO3HOTO BMeIIATe/IbCTBA yXKe
MO>KHO M3MeHATDb ecTecTBeHHOe TeueHne M]I]I, a manpHeri-
e goctivkeHus un 6oree apdexTUBHOE TedeHNe IaToNo-
mu, Jexamienn B ocHoBe MJIII, mO/mKHBI Bce 6orblie
obrneryarp TevyeHue 3aboeBaHmsl. B 41Co METOOB TAKOTO
7iedeHNnA OTeHI[MaIbHO MOTYT BXO[IUTD Tepalys MalbIMU
MOJIEKy/lIlaMy U TeHHas Tepanus. Hambonee 3aMeTHBIM U
paspyumrenpHbM o6paszoM M]IJ] BiuseT Ha CKeJIETHYIO
MYCKYAaTypy M TPUBOAUT K yTpaTe MBIIIEYHON CHUIBI 1
¢dyukumit. HapacTaHme MBIIIEYHOI [eTeHepanuy IIpu
MJI]T XxOpomuIo 13BeCTHO KaK B MAaTO(GMU3MONIOINY, TaK U B
naToKuHesuonoruu. OHo NpoABIAeTCA NPOrpeccUpyIoLeit
C/1ab0CTHIO MBIIIILL B HAIIPABJIEHNN OT IIPOKCUMA/IbHBIX OT-
TeNoB K AMCTATbHBIM, UTO BefleT K IIPOTpeccHpyIoleit
yTpaTe CIIOCOOHOCTI K TeM BUAM [esSTeIbHOCTI, KOTOpbIe

CBSI3aHBI C IIPEOJJO/IEHNEM CUJIbl TSDKECTV U, B KOHEYHOM
UTOTE, TOTepe CIOCOOHOCTU K CaMOCTOSTEIbHOMY Iepe-
mBypKeHnio [53-58]. Heckombko IpymIr sKCIiepToB IIpoaHa-
IN3VIpOBA/IN METOIbI JICYEeHUA, HaIrpaBJICHHbIE Ha
ynquel-me B OTHOILICHNN CHUJIBI U d)yHKlH/IOHa}IbHOI‘O CO-
CTOSIHMS MBIIILL. B 4nciie 91X MeTOHOB ObUIN MefMKaMeH-
TO3HBIE BMeLIATeNbCTBA  (Takume Kak  IIpMMeEHeHMe
IIIOKOKOPTUKON/IOB) M MeTOAbl (PU3N4YecKoil peabuinta-
1y (OHY 00CY>KIAIOTCA B 4acTu 2 3TOro 063opa [34] — cm.
CHOCKY 1 Ha c. 42), BK/II0Yas IpYMEHEHNe JIeTKUX (usude-
CKIX ynpa){me}mﬁ[ U BUJOB [E€ATEIbHOCTY, a TAK)KE MEPO-
NpUATHs, HAlpaB/leHHble HAa MpefoTBpaleHne (MWim
CBefleHNe K MMHUMYMY) KOHTPakTyp u paedopmanmii
OIIOPHO-/IBUIATe/IBHOTO aIlIlapaTa.

MmiokoKopTUKOMAbI

B Hacrosmee BpeMms, IPMMEHEHME ITIOKOKOPTUKOU-
OB — EIMHCTBEHHBIN M3 JIOCTYIIHBIX METOIOB MeJMKa-
MEHTO3HOIO JIeYeHMs, KOTOPBI II03BOJAET 3aMeINTh
yTpary MblIIeYHOl cuibl ¥ yHkuuit mpu M [19, 20,
59-63], 4TO, B CBOIO OYepe/ib, MO3BOAET YMEHBIIUTD PICK
PasBUTUA CKO/MNO3a M CTAOMIM3MpyeT (yHKI[MOHATbHOE
cocrosHMe nerkux [61, 62]. OyHKIMOHANIbHOE COCTOSAHIE
ceppilia TaKKe MOXKeT yny4maTbesa. Ha cerogua cymectsy-
€T OrpaHMYEeHHOEe KOJMYECTBO JAHHBIX, YKa3bIBAIOLWIMX Ha
6oree MeaIeHHOE yXy/lIeHne QyHKIMOHAIBHOTO COCTOS-
HUs ceppua (COMIAacCHO MOKa3aTe/siM 3xoKapayorpadun).
ITpu sTom sxokappmorpaduyeckue Iokasarean Heobsa3a-
TE/IbHO ABJIAIOTCA IIPEUKTOPAMU 3afIep>KKU HOSABIEHMUA
Kap/iMaabHBIX CUMIITOMOB U IIPM3HAKOB W/IM CMEPTH, CBS-
3aHHOM C CepAevHoIt maronoruei [25, 62].

Pesynbrarel neppoHayaabHbix PKV y 60/bHBIX, KOTOpBIE
IIPOXOAMIN KYPC JIEYEHNUS TPEHIU30HOM IPOLOIKNUTENb-
HOCTBIO IO 6 MeC, TIOKa3a/Iy y/Ty4llIeH) e MBIIIEYHOI CUIBI C
Hanbosmee 6IATONPUATHBIMY IIapaMeTpaMIyl IIPU CyTOYHO
mose 0,75 mr/kr [64]. Vicronp3oBaHme 6ojee BBICOKOI Cy-
TOYHOI J103bI (1,5 MI/KT) He 6bUIO 6oree 9eKTHBHBIM
[65], a 6oee HusKas cyTouHas gosa (0,3 Mr/kr) Oblia MeHee
s dexruBHa. ExxemHeBHDIN npueM O0bU1 6oree addexTu-
BeH, 4eM IIpueM JIeKapcTBa yepes aeHb [66]. B EBporne Bme-
CTO NpEeJHM30HA YacTO IPUMEHAETCA IPEJHMU3O0JIOH.
ITokasaHo, 4TO HednasaKkopT, IIIOKOKOPTUKONUA CO CXOH-
HBIM CTPOEHMEM, JIOCTYIIHBI/ BO MHOTMX CTpPaHaX, HO 10
HACTOALIEr0 BPeMEHM He 3aperucTpuMpOBaHbI YHpasie-
HYEM II0 KOHTPOJIIO 32 MMIIEBBIMYU IIPOLYKTAaMU 1 JIeKap-
creennpiMu cpepcrBamu CIITA — FDA (Food and Drug
Administration) win CDC B CIIA, nmeeT cxopHyo 3¢-
(eKTUBHOCTD B CYyTOYHOI f03e 0,9 MI/KT M HEMHOTO OT/IN-
JaloIIecs IToKa3aTe/ Iy pIcKa ¢ TedeHreM BpeMenn [67, 68].

ITocnenyomue 6oree HONTOCPOYHbIE VICCIE[OBAHVA 110
IIPUMEHEHNIO ITPeJHN30Ha/IPeIHU30/I0HA 1 iedrazakopTa
6onpire $poxycupoBamuch Ha ux 9¢GeKTUBHOCTI B OTHO-
IIeHUN IPOIEHNs CIIOCOOHOCTI K CAMOCTOSITE/IBHOMY IIe-
PENBIDKEHNIO, YeM Ha KPaTKOCPOYHOM YBEIMYEHUY CYJIbI
(TO ecTb yTpara BUTaTelbHBIX (QYHKIWIT IPOJOIKAETCA,
Ho 6onee meieHHO) [69, 70]. Bonee COBPEMEHHBIMM UICCTIE-
TOBaHMAMU IIOKA3aHO, YTO NPOJO/DKEHNUE JIeYeHNA MOCTIe
oTepyt GOMIBHBIM CIOCOOHOCTY K CAMOCTOSITEIBHOMY IIe-
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Mo6ouHble 3pPeKTbl
FNIOKOKOPTUKOMAOB

PekomeHAOBaHHaA TaKTUKa Haanneva

Bmewarenbcrea

KylwmHronpgHble yeptbl [19], oXunpeHue
[70,71]

Tpcytnam [19]

AKHe, nuwatii, 6opoaasku

3apepxKka pocrta [72, 73]

3anep>KKa MoJIoBOro cospeBaHuA

HebnaronpuaTtHble u3meHeHuA B
nosegeHun [19, 74—76]

YrHeTeHve UMMyHUTeTa/apeHanoBomn
DYHKLMM HaAMOYeYHUKOB [77]

ApTepuanbHas runepreHsus [76]

HenepeHocmmocrb rIOKO3bl

2Pb

f13BeHHas 6one3Hb [78]

KaTtapakTa

Heobxoanma ocobas HaCTOPOXKEHHOCTb, EC/IN OXUPEHNE
Habniofgaerca y 6051bHOro, ero poguTeneil an cnbcos.
CrnepfoBaHne UETUYECKUM PEKOMEHAALMSAM AOMMKHO CTPOro
cobniofaTbCA O Hauana npmemMa CTepPoVAOB; NpeaynpeanTe
MaumeHTa 1 UNeHOB CeMbY O MOBbILIEHMM anneTuTa npu
npreme npenapaTos

3apaHee npeaynpeanTe poauTeneil nayyreHTa

B 6onbLueit cteneHn BblpaeHbl y NOAPOCTKOB

M3mepeHune pocTa He pexe, Yem Kax/ble 6 Mec, Kak 4yacTb
oblwemeanurHcKon nomowm (Npu MO nmeeTca TeHAEHUMA K
ManeHbKOMY pocTy faxe 6e3 neyeHunsa ctepougamm [61])

MOHWTOPVWHT 3TanoB NOMOBOroO CO3peBaHMA MO WKane Tanner.
BbiaBneHune C/ly4aeB 3aePXKKU NosI0BOro Co3peBaHnA B CEMb

BbifiBNeHVe NCXOAHbIX NapamMeTPOB HaCTPOeHMA,
TemnepameHTa, npobnem, cBazaHHbIx ¢ C/IBT, a Takxe
NHPOPMMPOBaHMe pofuTeneil 0 TOM, YTO B TeUeHMe NepBbiX 6
Hep Tepanun MK BO3MOXHbI YacTble yXyALIeHNA B 3TOM
OTHOLUEHNW, KOTOPble HOCAT MPeXOoAALLNIA XapaKTep

NHbopmupyiite poguteneii 605IbHOrO O PYCKe pa3BUTUA
cepbe3HbIX MHGEKLMI 11 HEOOXOANMOCTH BbICTPO
pearnpoBaTb Ha ManeLyto nHdekLuio.

CoBeTyiiTe poanTeNam NHGOPMIPOBATb BECb MEAVLIVHCKIN
nepcoHarn o ToM, YTo Pe6eHOK NMPUHKMaeT CTePoufbI, U
HOCUTb CrieLianbHyio NpeaynpexaaloLLyio CTepouaHYIo
KapTy.

Y6eauTech B TOM, UTo Nprem 'K He NpepbiBaeTcA pe3ko

MNpu Kaxaom noceweHnn KANHUKK VI3MepﬂI7ITE apTepunanbHoe
[aBnieHvie C OLeHKOW B NPOLEHTUAAX ANA pocTa 1 nona

Mpu Kaxxpom Br3WTE onpefensanTe KOHLEeHTPaLMIo roKo3bl B
Moue Mpvi NOMOLLIM UHAMKATOPHbIX MOIOCOK.
Paccnpocute nauymeHTa Ha NpegmeT NoAuypvn 1 NOANGUNCAN

Paccnpocute naumeHTa Ha NpegmeT HannuKsa CUMMTOMOB
'9PB (3xora).

Mocosetyiite pognTensiM 60/bHOrO COO6LWATH O TAaKMX
CUMMTOMAaXx

CoobLuTe poauTenam o CyLLecTBYIOLEM PUCKE 1
Heo6X0ANMOCTH COOBLLATL O CUMMTOMAX.
AHaMHecTnuYecKme fiaHHble o ractpute, I3PB, 6011 B XumBoTe
WA HAaNNYMM KPOBM B peKanmsx.

BbInonHuTe aHanm3 Kana Ha Hanuuve KpoBM Npu Hanuumm B
aHaMHe3e aHeMV1 UKW APYrX HaCTOPaXMBatoLWX AaHHbIX

ExerogHoe Od)TaJ'leOHOI'VI‘-IeCKOe obcnepoBaHne

B ocyLyecTBNeHW aKTVBHOW NpeaynpexaatoLleit TaKTUKN B
OTHOLLEHN AUETHI NaLMEHTa AO/KHA MPUHMMATL y4acTrie BCA
CeMbsl, @ He TONIbKO GOSTbHOM.

PaccmoTpuTe BO3MOMXHOCTb 3aMeHbl MPeAHK30Ha Ha
nednasakopr.

Bbi6epunTe ApYryioT cxemy npuema npenapara

O6bIUHO He AOCTUAET CTerneHu, TpebytoLLen Koppekumn
neyeHus

Vicnonb3yiiTe cpeacTea BCroMOraTesibHOM Tepaniu
(MecTHoAeCTByOLWMe NpenapaTbl) 1 He CrewwnTe MeHATL
pexum npviema 'K, Kpome Tex cy4aes, Koraa pe6eHok
MCMbITbIBAET SMOLMOHANIbHOE CTPafaHne

PaccmoTpuTte He06XOANMOCTb B SHAOKPUHONOrMYECKOM
obcnefoBaHNK, ecnv rpaduk pocta uMeet Gopmy nnaTo

PaccmoTpuTe HEO6XOAMMOCTb MPOBEAEHNA
SHAOKPUHONOIMYECKOro 06Cef0BaHNA, €C/IN 3afepKKa
3HauMTEsIbHAsA UK 6OMbHOM CUNIbHO NEPEXMBAET MO 3TOMY
nosogy

PenTe, HEO6XOAMMO NN NEYeHVIe NCXOAHbIX PACCTPOWCTB A0
Hauana Tepanuu K (Hanprmep, KOHCyNbTauma nn
MeJjuKaMeHTO3Hoe NieyeHvie no nosoay CABI).

PaccmoTpurTe BO3MOXHOCTb M3MeHeHNA BpemeHu nprema MK
Ha 6onee nosfgHee B TeUEHUN JHA.

PaccmoTpuTe He06X0AMMOCTb HanpaBieHNA NaLneHTa K
creymanncTam no NOBOAY NOBEAEHUECKNX HapyLLEHNI

ObecrieubTe NPOTUBOrepPreTUYECKYI0 UMMYHI3aLMIO O
Hauana Tepanuu [K; noaTBepanTe UMMYyHM3aLMIO
AOCTaTOYHLIMMU TUTPAMM aHTUTEN B CbIBOPOTKE KPOBU.
ObecneubTe GTUMATPUYECKOE HabNOLEHVIE.

ObecneubTe KOHCYNbTaLMIO HPEKLMOHMCTa B Cllyyae
Pa3BUTUA Cepbe3HO MHbeKL UK.

3ameHuTe AednazakopT SKBMBANEHTHON J030i NPeJHN30Ha,
€CnV TOT BPEMEHHO HeJJoCTyMeH.

MpumeHnTe B/B NPUKPbITUE aHTUCTPECCOBO 10301
rMAPOKOPTH30HA UIN METUNNPEAHN30/10Ha B Clyyae
onepawumn nnm cepbesHoro 3abonesaHns (HeT o6LLEeNPUHATON
cTpaTeruy fieyeHuns; peKoMeH0BaHa KOHCybTaLma
aHecTe3Konora U SHAOKPVHOMOra).

[aiiTe B/B NPMKpPbITME, €CIM HEBO3MOXHO, TO MepopanbHoe

Ecnun aptepuanbHoe gasnexune >99%, ymeHbmnte
notpebneHne conu, CH13bTE BeC.

Mpu oTcyTcTBUM 3ddeKTa paccMOTpUTE BO3MOXKHOCTb Npriema
nHrnéutopa AN® nnm 6nokatopa B-agpeHopeLenTopos

Ecnu moua copepiuT roKo3y, To NpoBepbTe ee Hannune
HaToLaK 1 Nocse efibl, eC/N eCTb OTKIOHEHUA OT HOPMbl —
OpraHwm3yiiTe KOHCYNbTaLMIo SHAOKPUHOIOra

V36erarite nprmeHeHus HIBIT.
IMpy HaNUMK CUMNTOMOB Ha3HaubTe PaHUTUAVH UK
VIHIMOUTOP MPOTOHHOTO Hacoca ¥ aHTauug

M36eraiite nprmeHeHns HMBI.

Mpy HaNUMK CUMNTOMOB Ha3HaubTe PaHUTUAVH UK
VHIMOUTOP NPOTOHHOIO Hacoca 1 aHTaumy,.
OpraHu3yiiTe KOHCYNbTaL|MIO FaCTPO3HTEpOIOra

PaccmoTpuTe BO3MOXHOCTb 3aMeHbl AednaszakopTa
npegHU30JI0HOM, eC/IM KaTapaKTa pa3BKBaeTca [0 CTeneHy,
BNVAIOLIEN Ha 3peHme.

OpraHusyiTe KOHCynbTauuio opTanbmosnora
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Mo6ouHblie 3¢ peKTbI
TNIOKOKOPTUKOUAOB

PeKc TaKTUKa Hab

Bmewarenbcrea

[leMHMpanu3aumna KoCTu 1 NOBbILLEHbI
puck nepenomos* [76, 79]

Mwuorno6uHypms [80]

CobepuTe AeTanbHblii aHAMHE3 B OTHOLLEHUV NepenomoB.
ExerofiHo [19PA Ans MOHMTOPWHIa MNAOTHOCTU KOCTH.
EXerofjHblii MOHUTOPWHT KOHLeHTpaLmn
25-rmgpokcmBuTammHa D B KpoBYM (Mpu KNMmaTnyeckmx
YCNOBUAX C BblPaXKEHHOW CE30HHOCTbIO — JlyyLle BCEro B
KOHL|e 31Mbl) 1 Ha3HayYeHune BuTamuHa D, B ciydae, ecin
YPOBEeHb <32 HMONb/I.

[neTtonornyeckas oLeHKa JOCTaTOYHOCTU ynoTpebneHus ¢
nuwier Kanbuma n ButammnHa D

PaccnpocuTe 0 HeHopManbHOW OKpacke Moun nocsne
du3nyecKoit HarpysKu, NPoOBEANTE aHaNn3 MoUM

Mpw KoHUeHTpauuu 25-rmppokcnertammtia D 20-31 Hmonb/n
Ha3HaubTe 1000 ME nepopasbHO 2 pasa B CyTKW, Npu

<20 Hmonb/n HasHaubTe 2000 ME nepopanbHO 2 pasa B CyTKW
[MoBTOPHO NpoBepbTe KOHLEHTPALIMIO CbIBOPOTOYHOTO
25-rnppokcnsmtammHa D nocne 3 mec Tepanuun.

MoowpAiiTe Harpy3Kku BECOM.

Mcnonb3yite MynbTMBUTaMVHHbIE JO6aBKM BMeCTe C
BUTaMnUHOM D..

PaccmoTpmTe BO3MOXHOCTb Ha3HaueHusa 6rucpocpoHaToB
(Takmx Kak mammgpoHar)

MocoBeTyiiTe n36eraTb N3OLITOYHBIX HArPy30K C PE3KIM
nepemeLlyeHem Tena (Hanprmep, GbICTPOTo CrycKa Mo
NeCTHYLE, Pe3KNX NPUCefaHnii, MPbKKOB Ha 6aTyTe) n
CUNBHBIM HanpsKeHUeM.

O6cnepyiiTe NOYKM, €CIN MUOTTOBUHYPUA COXpaHAeTCA

B Tabnuue npriBefeHbl XpoHMYeckne NobouHble 3ddekTsl (M3), pacnpocTpaHeHHble CpeAmn NoOAPaCcTaloLLMX AeTEN NMPY Ha3ZHAYEHU MIOKOKOPTUKOMAOB (TK) B BbICOKMX AO3aX.
MpuBegeHbl 13, BcTpeyatowmecs y 6onbHbix ML, Kak CNOCO6HbIX, TaK U HE CMOCOBHBIX K CaMOCTOATEIbHOMY NepPeABVKEHUIO, UCXOAA U3 TUMMYHOTO Havana Tepanuu
npeaHn3oHOM unu AednaszakopTom AJis Bo3pacTa 6 neT (+2 roga) 1 NpofosKaloLerocs nprema no exxeaHeBHom cxeme [19, 20, 59, 78, 80]. CHukeHe [03bl HEO6XOAUMO, ecnn
3 HeBO3MOXXHO KynupoBaTb MHaue, unn ecnu HabnopaeTca HenepeHocmocTb K. Mpu oTcyTcTBUM 3P deKTa OT CHUMKEHUA A03bI, NPEXAE YEM NOMHOCTbIO OTMEHUTb NleYeHne
NPOV3BOANTCA AaNbHENLLIEE CHUKEHWE I M3MEHEHME CXeMbl Mpuema (puc. 5). OueHb BaXKeH TLLaTe bHbIi MOHUTOPVHT, OCO6EHHO B NepBble 6 Mec OT Hauyasa Tepaniuu.
AlN®=aHrnoTeH3nH-Npespatyaowmin pepmeHt. CAIBI=crHapom gedpurumta BHUMaHWA 1 riunepaktuBHocTn. I3PA=aByxaHepreTyeckan peHTreHoBckas abcopbLmomeTpus.
MAO=mbiweyHan guctpodus [ioweHa. 'IPb=ractpoa3odareanbHas pedniokcHas 6onesHb. HMNBlM=HecTepovaHble NPOTMBOBOCNANMTENbHbIE NpenapaTtbl. *CM. YacTb 2 3TOro

o630pa (puc. 1)

Ta6nuya 2. P y TaKTMKa

1 BMelLaTenbCcTBa Npy passmtun no6ouHbix 3¢p$eKTos, cBsizaHbIX ¢ npnemom MK
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PENBIDKEHNIO TAKXKe CHIDKAET PUCK Pa3BUTHUA IIPOIPeccu-
PYIOIIEr0 CKOMNO3a ¥ CTAabMIU3UPYyeT (QYHKIMOHAIbHBIE
ToKasaTrenu jnerkux [61, 62].

Ha ocHoBaHuu yOefuTEeNbHBIX [AaHHBIX JIMTEPATYPHI,
IIPUBE/ICHHBIX BbIIIIE, CBEfIEHNIT TPAKTUYECKNX PYKOBOJCTB
U INYHOTO OIIBITA pabodasi IPyIIIa SKCIEPTOB HACTOATENb-
HO PEKOMEHJYeT paccMaTpuBaThb BO3MOXKHOCTb IpOBefe-
HUS TIIOKOKOPTUKOMIHON Tepanuu BceM 6onbHbIM MJITT
[19, 20]. B ocraBmieiica JacTV JaHHOTO pasfienia MBI JlaeM
MHGOPMALVIO O TOM, KaKie KIVMHUYeCKIe JaHHbIe Heo0XO0-
IMMBI I OIIpeie/ieHNsl BpeMEeH! Hadajia I/IIOKOKOPTUKO-
UHOI Tepamuy, HaOMIOeHNs 3a IIPOLIECCOM JeUeHIsT U
KOHTPO/IsA T060YHBIX 9P PEKTOB.

Ilenb IpyUMeHEeHNUSA ITTIOKOKOPTUKOU/OB Y JieTel, CIIoco6-
HBIX K CAMOCTOATEIbHOMY IIepe/IBYDKEHII0, — COXPaHeHMe
9TON CIIOCOOHOCT ¥ CBEieHNEe K MVHMMYMY Pecluparop-
HBIX, Kap/[a/IbHBIX 11 OPTONEANYECKIX OC/IOKHEHNIT Ha 60-
Jlee TIO3MHMX CTAAVSIX 3a00/IeBAHMA, C YIETOM XOPOLIO OIN-
CAaHHBIX PHCKOB, CBA3AHHBIX C JUIMTEIbHBIM IIPMEMOM
IJIIOKOKOPTUKOMIOB. Ec/n mIoj06HbIe OCTIOXKHEHNSA yKe Cy-
IECTBYIOT, TO PUCK PasBUTHA NOOOYHBIX 3P deKTOB MOXKeT
Bospacrarh (Tabn. 2). Takum 60/1bHBIM HEOOXOUMO 0c0b0e
BHIMaHIe IIPY BBIOOPe MOAXONAIIETO ITTIOKOKOPTUKOMAHO-
ro Iperapara, BpeMeH! Hada/Ia JIedeHIsT; KpOMe TOro, Heob-
XOfIYIMO CaMBbIM TIIATe/bHBIM 00Pa3oM OTCIXNBATD HOSB-
JNleHMe JII0OBIX HPOO/IeM, KOTOpble MOTYT BO3HUKHYTb Y
TAaKOTO IalyeHTa. BbIcokas HACTOPOXKEHHOCTb B OTHOIIE-
HUM HOOOYHBIX 93¢ PEKTOB, CBA3AHHBIX C IIPUEMOM CTEPOU-
OB, TO/DKHA MOCTOSAHHO Hoafep>kuBaThcA. [IpodumakTrka
m0604HbIX 3¢ deKkToB 1 60ppbda ¢ HUMM [JODKHBI HOCUTD
npenynpexpatomit xapakrep [59]. CeMby JO/DKHBI ObITH
CHaO>KeHbI CTEPOUJHON KapTOil MM MOZOOHBIM YBeTOMIIe-
HIeM, I7ie YKa3aHo, 4TO pe6eHOK IPMHMMAeT CTePOMBL, [a-
Ha BcA MHQOpPMaIA, KOTopasg MOXeT OBbITb HeoOXommma
IIA OKa3aHMA eMy HEOT/IO)KHOJ HMOMOIIM IPJ OCTPBIX CO-

CTOSIHMSIX, [IEPETIOMaX, Cepbe3HbIX MH(EKIX, Ipu HeoOXo-
IVIMOCTM TPOBEIEHNUs  XMPYPIMYECKOrO BMELIATeNbCTBA
win obuieit aHacTesuyu, i MHPOPMUPOBAHMA JIHOOBIX
Bpadeli-CIIeaIICTOB, KOTOPble MOTYT OBITH 3a/iefiCTBOBA-
HBI B OKa3aH!M HOMOIIY peOEHKY.

Hayano entokokopmukoudHol mepanuu

B nuTepaTypHBIX UCTOYHMKAX HET OOIIENIPUHATHIX PY-
KOBOJICTB B OTHOLIEHM! Hayaja MPOBEJeHNS ITTIKOKOP-
TUKOUIHOI Tepanun y MaabdnkoB ¢ MJIJI, cioco6HbIX K
CaMOCTOATENILHOMY IepefiBIDKEeHNI0. 3aKIoyeHne pabo-
Yeif TPYTIIbI 9KCIIEPTOB, MOTyYeHHOE B pe3yabTaTe IpHu-
MeHeHusA Meropa RAM, 3akiaodaercsa B TOM, YTO BpeMs
Hayaja Je4eHns ITTIOKOKOPTUKOMUAAMM JOJDKHO IIOHOM-
paTbCA MHAVBUIYATbHO, HA OCHOBAHUYU (QYHKLMOHAJIb-
HOro craryca OOJIBHOIO C y4eTOM BO3pacTa M YKe
cymecTByoIux (akToOpoB puCKa pa3BuTuA Hebmaro-
npUsATHBIX H0604YHbIX 3¢ ¢dekToB. PacnosHaBaHme Tpex
a3 aBoronuy gBurarenpHoi Gyukuyy npu M (pas-
BUTHe, IJIATO ¥ yracaHMe) IOMOTaeT KIMHUIUCTY TIPU-
HATb 9TO pemenne (puc. 4). Bo Bcex caydasax [o
Ha3HaYeHUA CTEPOUNOB JO/DKEH ObITb BBINOIHEH PEKo-
MeH/IOBaHHBINI HAI[MOHANbHBIN Ka/leHJapb MMMYHHU3a-
LUK, a TaKXe BBIPAOOTaH HUMMYHHUTET K BUPYCY
Varicella-zoster.

HaymHaTh Tepanmio ITIOKOKOPTUMKOUIAMM HE PEKOMEH-
IyeTcs pebeHKy, y KOTOPOro IPOJO/KaloT GOpMUPOBATh-
csl IBUTaTelbHbIe HABBIKYM, OCOOEHHO €CIM OH MJ/Iajlle
2 net. B tunuyHoM ciydae y manbunka ¢ MJIJI jBurarennb-
Hble HaBBIKM MPOJIO/KAIOT Pa3sBUBAThCA O BO3pacTa IpH-
6nusuTenbHO 4-6 7eT, XoTA U Oosee MeNTCHHBIMM
TeMIIaMH, 4eM y ero posecHukos [81]. BosamoxxHoe pemre-
HIe O IIPUMEeHEHNN IIIOKOKOPTUKOMIOB ClIeyeT 00CyAnTh
C JIMLIaMY, OCYIIECTB/IAIOIIMY YXOf, 3a OONbHBIM, ellje Ha
paHHell CTafuy, B IpefBepun OXugaeMoil ¢asbl IIaTo B
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PasBUTUM IBUTATETbHBIX HABBIKOB U IIOC/IEAYIOLIETO UX
yracauusa. Pasy mIaTo, KOTopas MOXET IPOFOIKATHCS
BCEro JIMIIb HECKOTbKO MECHIEB, MOXKHO OIPENEeINTb I10
OTCYTCTBUIO JJa/IbHEIIIIEr0 Mporpecca B pa3BUTUU JBUTA-
TE/IbHBIX (PYHKLNUIT, HO [O MX yracaHus — IIPU HOMOLIN
IAaHHBIX aHAMHe3a VI TeCTOB Ha BpeMs (tabm. 1). Ecmu pe-
6eHKY HY>XHO 60/Ibllle BpeMeH! Ha BBIIIO/THEHME TaKNX Te-
CTOB, €C/IU OH TepsieT JBUraTe/IbHble HABBIKM (HAIpuMep,
HOJ'BEM II0 JIECTHUIIE), IEMOHCTPYUPYET MEHBIIYIO BHIHOC-
JIMBOCTD VI Yallle aJlaeT, 3TO 3HAYMT, YTO OH HAXOIUTCH B
¢ase yracanma. KIMHUINCT JO/DKEH IPEIIOKUTh HaYaTb
JledeHNe TIIOKOKOPTUKOM/AMI TIPU HaIM4nyl YeTKUX MpU-
3HAKOB HOCTIDKEHMs (asbl II1aTo, 0OBIYHO B Bo3pacTe 4—8
JIeT, €C/I TONIbKO HET CYIIeCTBEHHDIX MPUYMH (TaKuX Kak
cepbesHble, Y)Ke MMeroluecst (GpakTopbl pyucKa pasBUTHA
H0604HBIX 9GdeKToB) AOXKUAATbCA (asbl yracaHus.
Hauano mpreMa CTepoMIOB peKOMeHAyeTCs faxke B (dase
[IOJIHOTO YTacaHus WIU B MepUof, OIM3KMIT K TTOTHOI II0-
Tepe CIIOCOOHOCTU K CaMOCTOSATENbHOMY IEPeBIDKEHNIO,
OJIHAaKO II0JIb3a OT HUX MOXKET ObITh MEHBIIIE.

OTn peKOMeHJaLUM OTHOCUTENPHO BPEMEeH! Hadasa Te-
panuy IMoKOKOPTUKOUIaMH, He0OX0AMMO BOCIIPYHIMATh
KaK MUHUMajbHble, IIOPOTOBble YyCIoBIs. Hexoropsie
HPaKTHUKI TPUAEPKUBAOTCS 60/Iee arpecCBHOTO MOJXO-
73, OpasyMeBalollero paHHee Ha4yasIo eYeH s B IIePUOT,
HOSB/ICHVS TIEPBBIX KIMHMYECKUX CHUMITOMOB, HECMOTPSA
Ha OTCYTCTBME OIyO/IMKOBAaHHBIX JAaHHBIX, IIOATBEPXK/IAI0-
HIIMX TO/Ib3y Takoy crparerun. [losTomy skcmepTHas Ko-
MUCCUSL HE COYIA OIPAaBJaHBIM PaHHEe HA4Yalo Teparmu
[JIIOKOKOPTUKOU/JAMIL.

IToCKOJIbKY pellleHne O Havaje je4eHMs ITIOKOKOPTH-
KOMZIaMM IPYHUMAETCS Ha OCHOBAHUY IIOBTOPHBIX 06CrTe-
ITOBaHMII B COUETAHUM C MH(OpMAIel, TpefoCTaBIeHHON
pOAUTENAMY, TO B CTy4ae, €C/IM 9TO pelleHle IPUHIIMaeT-
Cs1 Ha IIePBOM BM3UTE GOIBHOrO, OHO TpebyeT MOBBILIEH-
HOTO BHUMAHUS, WIM HOMOTHUTENbHON KOHCY/IbTAINN
APYroro CIieluaiycTa C Lje/Iblo IOy4YeHMs albTepPHATUB-
Horo 3axmiodeHys. OIleHKa [VHAMMKM JIBUTATEIbHBIX
¢dyHKIMIT pebeHka (pa3BuUTHe, IJIATO U yracaHue) OCHOBA-
HO JVCKTIOYUTENIbHO Ha CBEJEHUAX, HPeJOCTaBIeHHbIX
IpY [epBOM BUSNUTE JUIIOM, OCYI[ECTB/IAIOMINM YXOX 32
6O/IBHBIM, [O3TOMY IPUHATHE TAKOTO POfa peEIleHMil B
OTHOILIEHNUN fieTell 10 6 /1eT TakxKe TpebyeT 0coboit 0To-
poxsoctu. Eciu pelreHne o mpueMe ITIOKOKOPTUKOWUIOB
HIPUHMMAETCS Ha IIEPBOM BM3ITE, MBI PEKOMEHIYeM Cpasy
JKe OIPeNeNUTbCs, KTO U3 Bpadeil 6yeT OTBETCTBEHHBIM
3a fja/pHelilee HabMoaeHe, 0COOEHHO e/ Bpay, peKo-
MEH/[OBABIINII TIpMeM ITIIOKOKOPTUKOM/OB, HE CMOXKET
BBIIIOJIHATD 3TY POJIb.

J10/IrocpOYHBIIL IpyeM IMIOKOKOPTUKOUIOB — 9TO 60JIb-
IIas OTBETCTBEHHOCTD JIA CeMbl HaleHTa. KpaitHe Bax-
HO 06CY[UTH C HUMI [IOTeHIIMaIbHbIe T060YHbIe 9 HeKTsI,
HeOoOXOIMMOCTb BHUMATEIBHO OTC/IEXXIBATD JII0ObIE HeXe-
JIaTe/IbHbIE TOCIECTBYUS, KOTOPble MOIYT BOSHMKHYTb, U
pearnpoBarh Ha HIX, @ TAK)Ke He0OXOAMMOCTb BHIMATe/b-
HOro HaOmofieHNs 3a OOMbHBIM PeGEHKOM CO CTOPOHBI
Bpaya IePBIUYHOrO 3BeHa MEIMIIMHCKOI IIOMOIIM Y CIIeIy-
QIM3MPOBAHHOI MEIUIINHCKO OpuUrasibl.
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HpumeHeHue eﬂiOKOKOmeKOlJaOB nocsie nomepu
cnocobHocmu K camocmodamesieHomy nepeBBU)KeHwo

TeM 6OBHBIM, KOTOPbIE IPUHIMAN [IIOKOKOPTIUKOV/BL,
Oyaydr CIOCOOHBIMM K CAMOCTOSITEIBHOMY IIepefBIIKe-
HIMI0, MHOTYE 9KCIIEPTHI IPOJO/DKAIOT X Ha3HAYATh U IPU
HoTepe TaKoll CIocobHOCTH [62] ¢ LebI0 COXpaHeHUs CH-
JTBl BEPXHMX KOHEYHOCTEl!, yMEHBIIEHN IIPOrpeccupoBa-
HMA CKOMNO3a ¥ 3aJIepXKKM YTacaHUsA PeClUpaTopHOil 1
KappuanbHoi GyHkuuii [19, 61, 62].

[TokasaHus K Hadaly J/edeHus] ITIIOKOKOPTUKOUAAMI
6O0/IbHBIX, HECIIOCOOHBIX K CAMOCTOSATEIBHOMY IIePeBIIKe-
HIIO, CKOpee OTHOCHTE/IbHbIe, 4eM abcomoTHble. -
(beKTMBHOCTD IMIOKOKOPTMKOMIHOM Tepalmy B OTHOLIe-
HNMM TIpefOTBpPALIeHNA CKONIMO3a VIV CTabMIu3anym
Kap/iaIbHOI VN PeCIMpPaTOPHOI (PYHKIVIL B 9TOI CUTY-
anuy HeM3BECTHA; TaKUM 00pa3oM, 3TOT acIeKT TpebyeT
HambHeliuero usydennsa. OfHAKO, OTpaHNYEHHOE KOMIde-
CTBO JaHHbIX, IIOTyYeHHBIX B Pe3y/IbTaTe MPOBeIeHNU KIN-
HIYeCKUX WCIIBITAaHNI, CBUJETEbCTBYIOT O KPaTKOBpe-
MEHHOJ cTabwmsauuy (QyHKIMOHATLHOTO COCTOSHMA
JIETKMX Y GO/MBHBIX, HAXOMSLINMXCS HA PAHHIX 9Talax CTa-
AUV TIOTEPY CIIOCOOHOCTI K CAMOCTOATEIBHOMY HepelBI-
skeHMIo [65]. Ecu manueHT 1 /M1o, ocylecTBAoLIee 3a
HIIM YXOf, Ke/IaloT HauaTb IIpUeM CTEPOUJIOB, TO eXKeHEeB-
HBIil TIpUeM CTePOUJIOB MOKa3aH B CIydae CTaOMIbHOIO B
(bYHKIMOHANIPHOM OTHOIIEHMY TedeHMs 3a00/NeBaHUA.
E>xemHeBHBIII ITpMeM CTEPONJOB TaKyKe ITOKa3aH Y MY Ha-
manyt GyHKIMOHAIBHOTO yracauysi. OfHaKO B 9TOI IPyII-
Ie CIefyeT CTPOrO YYMTBIBATh BIMAHIE YKe CYILIeCTBYIO-
myx GaKTOPOB PUCKA, TAKUX KAaK HapyLIeHUsA HOBEIeHN,
PYCK IepeioMa WM O)KMpPeHue; a To6o4Hble 9 deKThI Tpe-
6ytor ckpynynesHoro HabmopeHus. HescHo, 6yner mn ad-
(bexTUBHA Tepamus IIIOKOKOPTUKOMAAMH Y GONBHOTO €O
3HAUNTE/TBHBIM OTpaHMYeHIeM (QYHKINIT PYK WIN C BBIpa-
JKEHHBIM IIOP@KEHIEM JIETKHUX (TaKOro, KTO y>Ke Hy)XJaeT-
Cs1 B HOYHOII IByXYPOBHEBOII BCIIOMOTATe/IbHON BEHTHUIA-
LMY C TIOJIOXKUTENIbHBIM JiaBieHyeM). Hamrune maTonorum
IO JJAHHBIM 3XOKapamorpadum iy CUMITOMBI CepAedHO
HEJOCTATOYHOCTH He SIB/IIIOTCS IPOTUBOIOKA3AHIAMY K
IPOBEEHNIO TePalny [ITIOKOKOPTUKOMAAMY, OXHAKO JC-
[0/Ib30BaHIEe IIIOKOKOPTUKONMIOB IPJL HATININN BBIPaXKeH-
HOJT Kap/{IOMMOIIATUI MOYKeT HeCTH B ce6e OOMbIINIT PUCK
pasBuUTHs HOO0YHBIX 9 HeKTOB.

Cxemel npuemau 0o3el eﬂiOKOKOmeKouaOB

Brisop, monydennslii npu ucnonb3osanuu Merona REM,
yKa3bIBaeT, YTO €KeHEBHbII IpueM ITIOKOKOPTUKOUIOB
IpeIOYTUTeNIbHee a/IbTePHUPYIOLIEil CXeMbl (TO eCTb IIPH-
€M Jepe3 JIeHb, IIPYeM BBICOKON [03bl Ha BBIXO[HbBIE UM
yepenoBanue 10 guen npuema npenapara ¢ 10 mam 20 gus-
MM IIPOITyCKa; Tab1. 3). HoBble jaHHbIe, KOTOpbIe OYAYT IO-
JIy4eHbl B MIPOAO/DKAMIMXCA B HACTOALEe BpeMA WU
OyAyLINX MCCIENOBAHNUAX, MOTYT IPUBECTI K M3MEHEHUIO
9TUX peKOMeHpanuit [82].

CunTaercs, 4TO HPefHN3OH (IIPEHU3O0NOH) U Aedrasa-
KOPT MEIOT CXOJJHOE JIeVICTBIE, I HU OfIIH U3 HUX HE NMe-
€T ABHOIO IIPEUMYILEeCTBAa B OTHOLIEHMM BIMAHMA Ha
yracaHue JBUTATeIbHOI, PECIMPATOPHON UMM CepAIevHO
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Hayvano repanun K

MpepunsoH

0,75 MI/Kr B CyTKN

Mpenapat nepBoi AMHUK, B Cyyae,

€C/IN HeT yiKe CyLLeCTBYIoLWMX Npobnem

C BECOM U/Unn NOBEAEHUEM, MPY Hannyun
KOTOPbIX NpeanoyTuTenbHee AednasakopT

JAednasakopt

0,9 MI/Kr B CYyTKI

PaccmaTpuBaiiTe, Kak npenapat nepsom
SIIHUV, ECAIN YXKE CYLLeCTBYIOT MPobnembl
C BECOM U/vN NoBeAeHnemM

Bospacr <2 ner

YnyuiieHue (TUMMYHO): HauMHaTb feyeHre
'K He pekomeHpyeTca

Mnato (peaKo): TwaTenbHoe HabnoaeHe
YracaHue (He xapakTepHo): paccmoTpute
BO3MOKHOCTb Apyroro guarHo3a nin
HanMuma ConyTCTBYIOLIEN NaTONOrN

Bospacr 2-5 net
He peKoMeHAayeTca
neyenve MK

HauvHaTb neyeHve MK

Ynyuwerue: Hayano Tepanum MK
Mnato: pekomeHAyeTCA HaunHaTb

YracaHve: HaCTOATENbHO PeKOMeHYeTCs

Bospacr 26 ner

YnyuiweHue (pefKo): paccmoTtpute
BepoATHocTb MB

Mnato: HacToATENbHO pekomeHayeTca
HauvHaTb neveHve MK

YracaHue: HacToATENbHO PeKoMeHayeTca
HauvHaTb neyeHve MK

EOﬂbeIe, HecrnocobHble K CcamMocCToATEe/IbHOMY
nepeaBuKeHNIO: NOAPOGHee CM. B TEKCTE

+ Heo6X0AMMO NPYHATH BO BHUMaHUE BO3PacT, yHKLMOHaNbHOE COCTOsAHME (yNyylleHwe, MNaTo, yracaHue), yxe CylecTsytowme GpakTopbl pucka,

B3alMOOTHOLLEHVA Bpaya C Cembel

« Y6epuTtech B TOM, 4TO 4O Havana npuema K BbIMosHeH KaneHgapb MMYyHV3aLmm

MoHUTOPMHI N0604HbIX 3¢ deKTOoB 1 APYrnx paKkTopos, Hanp

The p onp rK

| Ecnu no6oyHble 3¢ deKTbl B JOCTaTOUHON CTEMEHN NEPEHOCATCA MNaLEHTOM N KOHTPONMPYIOTCA

A 4

30 mr/cyT unu pednasakopt — 36 mr/cyT)

MocTeneHHoe yBennueHmne [o3bl B COOTBETCTBIM C POCTOM A0 AOCTVKEHSA MakcMManbHOro Beca 40 Kr (MpeaHn30H —

—>| Ecnu Ha 3Tane GyHKUMOHANbHOrO yracaHua 1 Ha cy6LieneBoi Ao3e, To yBENNYUTb [03Y 0 LieNeBoi

A 4

I'Ipop,onmaTb AaXke Ha 3Tane notepu 60J1bHBIM CMOCOBHOCTY K CaMOCTOATe/IbHOMY NepeaBMKEHNIO —
[ANA 3afeP>KKN Pa3BUTUA CKONNO3a, 3aePXKKN YXYALLeHUA GYHKLMOHAMbHBIX MOKa3aTenel Ierkvx u,
BO3MOXHO, 33[I€PXKKW Pa3BUTUA CEPLEUYHON HELOCTAaTOYHOCT

| Ecnn nobouHble 3¢ dekTbl He KOHTPONIMPYIOTCA B [JOCTaTOYHON CTENEHW 1 He NePeHOCATCA NaLMeHTOM, TO HEO6XOAVMO U3MEHUTH cxemy npuema MK

L’| Heo6xoA1MO CHU3UTB CYTOUHYI0 103y Ha 25—33% 1 OLIeHUTbL COCTOAHME 6ONBbHOrO Yepes 1 Mec |

I—’| Ecnu no6ouHble abdexTb no-npeXxHemy He KOHTPOSIMPYIOTCA B IOCTaTOYHON CTEMEHN 1N He NePEHOCATCA NaLMeHTOM |

A 4

PaccmoTpuTe BO3MOXKHOCTb CHUMXEHUA [JHEBHOM [03bl elle Ha 25%;
MUHUManbHaa 3GdeKTUBHaA 103a NPEAHN30HA COCTaBNAET NPUGAN3UTENBHO 0,3 MI/KF B CYyTKN

| Ecnu Habop Beca/noBepeHve sABAAIOTCA OCHOBHBIMI Mpo6emMamul, PaccMOTPUTE BO3MOXXHOCTb 3aMeHbl Ha fiedrasakopT
W Ha CXeMy C Ha3HauYeH1eM BbICOKMX 403 Ha BbIXOAHbIE (cM. Tab. 3)

A4

Ecnu naumeHT u/unm ero popuTenm CKNOHAKTCA K NOSHOMY OTKa3y OT JIeYeHMs, PacCMOTPUTE BO3MOXKHOCTb
MCMNOMb30BaHUA UHTEPMUTTUPYIOLLEeR cxembl 10/10 nnmn 10/20 (cm. Tabn. 3).

Puc. 4. AnropuTm Ha4ana v j o Bep, F'K-repanum npn

1HOU gucTtpodum [ [59, 68, 80]

MNMoppo6Hee 0 MOHMTOPUHTE NO6OUHbIX 3PpdeKToB cM. Tabn. 2. MAB=mbiweyHan guctpodus bekkepa. [K=rniokokopTnkonabl.

dynkimit mpr M [19, 20, 59]. Be6op ImokokopTIKonaa
3aBMCUT OT Ha/IN4Ms pa3pelleHns Ha ero UCIONIb30BaHue,
IieHbl, COCTaBa ¥ [IYalla30Ha BBIABICHHBIX II0OOYHBIX -
dexros (puc. 4) [19, 20, 59]. [IpenHN30H HETOPOTOIL U JO-
CTyIIeH B Tab/meTKax ¥ XupKux popmax. ledasakopt tam,
I7ie OH [JOCTYIIEH, JOPOXe I €T TabIeTKy MeHbIIe 110 pas-
Mepy, a ero xuakue GOpMbI JOCTYIIHBI He Be3fie. Y HEKOTO-
pbix 6onbHBIX [JedIasakopTy MOXKeT ObITh OTHAHO
IpeflIoYTeHNe Iepefi NPEeIHM30HOM B CHUIYy BEPOATHO
MeHblIIero prcka Habopa Beca [19, 20, 59, 68, 70, 83].
PexoMeHfj0OBaHHAs HadalbHAs [03a A/l IPEFHMU3OHA Y
ManpanKoB ¢ MJIJI, CIIOCOGHBIX K CAMOCTOSITEIBHOMY IIe-

pensipkennio, — 0,75 MI/KT B CyTKU, a [/ ne@masaxop-
ta — 0,9 MI/KT B CyTKH, IpueM yTpoM [19, 20, 59]. V Heko-
TOPBIX OONBHBIX HAOMIONAIOTCS IIPEXOfsliyie MOBefeHYe-
CKMe HapylueHus (HampyuMep, IUIePaKTUBHOCTD, 9MOLMO-
HaJIbHas1 1a0MIbHOCTD) B T€YEHVE HECKOIBKIX YaCOB IIOCTIE
npuema mnpemnapara. [l Takux fereii HasHauYeHMe Ipera-
para 1ocje HOMyfiHsA, TI0 BO3BPAIEHNM U3 LITKOIBI, MOXKET
OBITH IIPEAIIOYTUTEIBHBIM. B 06111eM, 6071€€ BBICOKIIE 03Dl
IIIOKOKOPTUKON/IOB He NPUBORAT K 6Gorbpieit 9 dexTus-
HocTu. CYuTaeTcs, 4To0 MUHUMabHasA 3¢ deKTrBHas f03a
MpefHN30HA, TPV Ha3HAUYeHMN KOTOPOIT OTMeYeHa HeOOoIb-
mas (XOTs ¥ He MAKCUMAa/IbHO BO3MOXKHAS [IJISI 9TOM J[O3bI)
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Cxema npuema

Jo3sa npegHnsoHa*

Mo3a ped pra*

K iTapuin

Mpu Hanu4uM NO6OYUHbBIX
3¢dekrToB

Yepes aeHb

HazHaueHune BbICOKMX 103 Ha
BbIXOfHblE

WNHTepmutTMpytowan

0,75—1,25 Mr/Kr B cyT: Yepes
nieHb

5 MI/KF B CYT: KaXKAyio MATHNLY
n cy660Ty

0,75 Mr/Kr B CyT: B TedeHun 10
[iHeW1 yepepyeTcA ¢ 10-20
[HAMK 6e3 npriema npenapara

2 MI/KT B CYT: Yepes fieHb

[lo cux nop He nsyyanacb

0,6 mr/Kkr B cyT: ¢ 1-20 gHun
1 HUYero B ocTaBLUMecA
[HV Mecsua

MeHee 3¢pdeKTVBHO, HO OMNpaBAaHo,
KOraa npu exenHEeBHOM nprieme
pa3BuBaloTCA NO6OUHbIE 3ddeKTbI,
KoTopble He yaaeTcAa 3GPeKTUBHO
KOHTPONIMPOBATb WU OHU He
NepeHOCATCA NaLneHTOM

CywiecTByeT MeHbLUe JaHHbIX 06

3 PEeKTUBHOCTIN B CPAaBHEHUN C
exefjHeBHOI CXeMOol npuema.
PaccmoTpuTe Kak anbtepHaTvBy
exeiHeBHOI cxeme, 0cO6eHHO ecnn
ecTb npobnembl ¢ HA6opom Beca 1
noBeAeHVemM

MeHee 3¢pdeKTrBHa, HO MOBOYUHbIX
3$PeKTOB MeHbLLE.

PaccmotpuTe Kak HavmeHee
3pPEKTUBHYI0, HO, BEPOATHO, Nyyllie

Hy>HO yMeHbLaTb J03Y, ecnn
no6ouHble 3pdeKTbl
HEBO3MOXXHO KOHTPONIMPOBaTh
VAN NaLMEHT UX He NepeHOCUT

Hy»KHO yMeHbLIaTb 403y, ecn
no6ouHble 3GpdeKTbl
HEBO3MOXHO KOHTPONIMPOBaTh
VN MALMEHT UX HE MEPEHOCUT

Hy>KHO ymMeHbLaTb 403y, ecn
no6ouHble 3GdeKTbl
HEBO3MOXHO KOHTPONIMPOBaTh
VN MALMEHT UX HE MEPEHOCUT

BCEro nepeHoCnmMyto Cxemy npexae
YeMm MOJSIHOCTbIO OTKa3aTbCA OT
NevyeHnAa cteponpgamu.

*Hn OAVH N3 NpuBefeHbIX Anana3oHOB 03 He 6bin OAHO3HAYHO NPUHAT Kak ONTVYMasbHbIN.

Ta6nuya 3. A

pHart cxembl Y

pTUKongammn

Hosb3a edenns, cocrasyuget 0,3 mr/kr B cyTkn [20, 64]. Ha
OCHOBAHNUM OOBIYHBIX [JO3UPOBOK, HPMMEHIEMBIX Y TeX,
KTO HPOJIO/DKAET MPUEM CTEPOMIOB C IIePHOJa COXPAHHOI
CIIOCOOHOCTH K CaMOCTOATEIBHOMY IIePefIBYDKEHIIO, MOX-
HO BBIOpaTh 03y B mpepenax 0,3-0,6 MI/KT B CYTKH.
JJaHHBIe MIN KOHCEHCYC TPYIIIBI 9KCIEPTOB B OTHOLICHNN
OITVMAJIbHOI 103bI IIIOKOKOPTUKONU/0B GO/IbHBIM, HECIIO-
COOHBIM K CaMOCTOATEIbHOMY IePeIBIDKEHNIO 1 HUKOTAA
He [I0/Iy4aBIIM CTePOUJIbI, OTCYTCTBYIOT.

Y 6O/BHBIX, CIOCOOHBIX K CAMOCTOATETBHOMY IHepeBI-
JKEHUIO, JI03y ITTIOKOKOPTUKOUJIOB OOBIYHO MOBBIAOT IO
Mepe pocTta pebeHKa, ¥ COIYTCTBYIOLINE JIEYeHUI0 T000Y-
Hble 9()(PEeKTDbI IEePEeHOCATCA MAlMEeTOM U aleKBaTHO KOH-
Tpo/mpyoTcs [82] 10 JOCTIDKeHNUA NalMeHTOM Ipu6In3u-
TesbHO 40 KT Beca IpU COOTBETCTBYIOILEN MaKCUMaIbHO
To3e IMpelH130Ha IpubmanTenbHo 30—40 mr/cyT (1o faH-
HbIM rpymnsl uccneposarereit CIDD [Clinical Investigators
in Duchenne Dystrophy study group] MakcumanbHas go3a
cocrassia 40 mr; Pandya S., Heomy6muKoBaHHbIe JaHHbIE)
U MaKCUMa/lbHOI fo3e fedasakopra 36—39 mr/cyt [62].
ITompocTKM, HECIOCOOHBIE K CAMOCTOATEIBHOMY IIepefBI-
JKEHMIO, ITPOJIOJDKAIONINE IIOy4YaTh IIOCTOSHHOE JIeYeHMe
IJIIOKOKOPTUKOMAMI, OOBIYHO MIMEIOT Maccy Tena 6oree 40
KT 11 CHIDKEHUe I03bI Ha KMJIOTPaMM Beca 4acTo JOIYCTUMO
10 0,3-0,6 MK/KT' B CYTKM /I IPEJHU30HA 1 Jediasakop-
Ta, IPY COXPaHEHNUN 3HAYUTEIbHOI 9 PEeKTUBHOCTHU Tepa-
muu [61, 62]. AnbTepHAaTUBHBIA IOAXOJ — He IOBBIIIATDH
703y TTIOKOKOPTMKOMZIOB IO Mepe pPOCTa B3POC/IEHNA
60/IbHOTO, TOePXKMBas HaYa/IbHYI0 103y. KakoBa addex-
TUBHOCTb 3TOTO IIOAXOfjA I €ro AMana3oH HOOO0YHBIX 3¢-
(eKTOB 0 CPABHEHUIO C TOYKON 3peHMs OGONMbLIMHCTBA
(4TO HO3Y C/IemyeT yBeMUMBaTh II0 Mepe POCTa), HEM3BECT-
HO. B paboueit rpyme 9KCIepToB CIOKUIOCh MHEHIE, YTO
y GOJIbHBIX, IIOTyYAIOIIMX OTHOCUTEIBHO MAJIYIO 03 ITIIO-
KOKOPTVMKONJOB (MEHbIIYIO, 4eM HayajIbHadA [103a B pacye-
Te Ha 1 KT Macchl Teja), y KOTOPBIX IIPU 3TOM Hab/TI0OfjaeTCsa
byHKIMOHANMPHOE yracaHue, HEOOGXOFVMO PaccCMOTpPEThb

http://neurology.thelancet.com N2 3 (18), 2010

BO3MOXHOCTb KOPPEKLMM HO3bl [/ COXpaHeHMA (yHK-
uunit. Jlo3a IJIIOKOKOPTUMKOUOB IOBBIIIAETCA 0 LIeNEBOIA,
mocrte 4ero (depes 2—3 Mec) IIPOBOAUTCS TIOBTOPHASL OLeH-
Ka I10/Ib3bl ¥ TIEPEHOCUMOCTH JiedeHN:A. B OT/leIbHbIX CITy-
YasgxX MOXKET TakoKe ObITh OIPABJAHO yBeIMYEHNUE O3Bl 3a
IIpefienibl CTAaHJAPTHOI 1I€/IeBOIL [/IsSI TOTO, YTOOBI OIpefe-
JINTH BO3MOXXHOCTD HPOJIIEHNUS CHOCOOHOCTY K CAMOCTOSI -
TeIIbHOMy nepe,uBmKeHmo 34 CYET JOIIOJIHUTEIbHOTO Hapa-
IIMBAaHMA CUJIbI, OGHAKO B HACTOAIee BpeMs OTCYTCTBYIOT
JlAHHbIE UM COIVIACOBAaHHOE MHEHNE B II0/Ib3Y 3TOI IO31-
nun. TeMm He MeHee, yBemIdeHNe JJO3bI ITTIOKOKOPTUKON/OB
MOXKET TaKXKe YBEIMYUTb PUCK PasBUTUA MOOOYHBIX 3-
q)eKTOB, 7 3TO cne,uyeT HpI/IHI/IMaTI) BO BHUMAaHNeE.

KoHmponb nobo4Hbix 3¢phekmos

TiaTeNbHBIN KOHTPO/Ib MOOO0YHBIX 9 HEKTOB, CBA3AHbIX
C IPMeMOM CTEPOUJIOB, ABJIAETCA PENIAIOIIMM C MOMEHTa
Havajla IIOCTOAHHOI Tepanuu ctepoupamu. HecmoTpsa Ha
TO, YTO B HACTOsAIee BpeMsl Tepamusi CTEPOMAaMIU IIpef-
CTaBsIeT COOOII OCHOBY MEIMKAMEHTO3HOTO JIeYeHNs
M]I]I, oHa He [O/DKHA HA3HAYATHCS MIOOBIMM BpadyaMI, Bbl-
OpaHHBIMIU CITy4YallHBIM 06pa3oM, WM IPefIPUHNMATBCS
CaMOCTOATENBHO CeMbell MalieHTa. Takoe JedeHne JOMmK-
HO HaxXONUTBHCS IO KOHTPOJEM K/IMHUKM, OOJIafaromieit
HeOOXOMMbIM YPOBHEM KOMIIeTeHIn. VIcXogHble HaH-
Hble, HeOOXO/MMbIe IS BeIleHNsI B3POCIIEIoIero pebeHka ¢
M]I], mony4aiouiero MOCTOSHHOE JIeYeHMe ITIOKOKOPTH-
KOMJaMI, MOTYT IOMOYb ONpeNeNNTb H03y IIperapara u
YacToTy Ipuema (puc. 4). B tabj1. 2 npuBeeHbl OCHOBHbIE
o6ouHbre 3¢ eKThI, KOTOPbIe HEOOXOAMMO OTCIEXXIBATH,
a TaKkKe BMELIATeIbCTBA, (PQEeKTUBHbIC B OTHOIICHUM
60pb0bI ¢ aTMMU TO60YHBIMY 3 derTamu.

ExeHeBHas1 cxeMa IIpueMa ITIIOKOKOPTUKONIOB OIIpaB/a-
Ha, eC/IU JIBUTaTe/IbHble QYHKIMN pebeHKa CTaOWIbHbI MM
Haxo#ATcA B (ase yracaHus, a TakoKe ecau HOOOYHbIe -
(beKThI, pa3BUBILNECS B pe3y/IbTaTe IplieMa [IIOKOKOPTIKO-
UJIOB, afeKBaTHO KOHTPOMPYIOTCS ¥ HOPMAJIbHO IHepeHo-
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Pamka 1. OueHKa ncuxocoumnanbHOro GyHKUMOHMPOBaHUA

SMoLUMOoHaNbHOe perymnposaHmelcnocoGHocrh npeopoJsieBatb TPyAHOCTA

KOpOTKI/IVI CKPUHWUHT SMOLUMOHAJIbHOIo COCTOAHUA HAaCTOATENIbHO
peKkoMeHayeTCA NPOBOANTb Ha KaxKAOM BU3SUTE U, KaK MUHUMYM, €XXerogHo

HabnioaeHve 3a cnoco6HOCTbIO YNPaBAATH CBOMMU SMOLMAMU MOXKET BbITb
HedbopMasnbHbIM MO CBOe NPMpoe U He TpebyeT NpoBefeHUs BCECTOPOHHEro
obcnegosaHuA

MoeT 6bITb onpaesAaHHbIM 1 NOJIE3HbIM NCMNOJIb30BaHME COKPaLLleHHbIX
BapMaHTOB CTaHAAPTU3NPOBaHHbIX OLLEHOYHDbIX LWKal

OLEeHKY MOXET NPOBOANTb COLManbHbI PAaBOTHMK UM CNeLManmncT B 0651actu
MCUXNYECKOro 3A0POBbA NN LPYro COTPYAHUK KIMHUKN, UMt
[O0CTaTOYHbIE 3HAHWA 1 ONbIT B 3TON 061acTy (Hanprmep, nevyalyuii Bpay,
MeANLMHCKaA cecTpa)

HEI‘I'IPOKOTHVITI/IBHaﬂ OLleHKa

[eTanbHoe nccnefoBaHme NCUXMYECKOro PasBuUTnUA (netn <4 net) nnn
HeVIpOI'ICI/IXOJ'IOFVIHECKOE nccnepgoBaHue (getn =5 ner) PEeKOMeHAYIOT NPOBOANTD
npuy NOCTaHOBKE 1IN BCKOpPeE nocsie NoCTaHOBKU AMarHo3a, u no Od)VILWIaJ'IbHOFO
Ha4asla O6yLI€‘HVIﬂ B WWKoONe

Heoﬁxo,qmmo MCNONb30BaTb CTaHAAPTU30BaHHbIE TeCTbl, OCHOBAHHbIE Ha
BbINO/IHEHM 3aJaHNI 1 OLLeHOYHbIE LWKasbl pO,D,VITeHb/I'IaLWIeHT

[lomkHa NpoBOANTLCA HENPOMCUXONOTOM U APYrMM CNELMANNCTOM,
VIMEIOLLMM OMbIT UCCNIeA0BaHNA GYHKLMIA FOIOBHOTO MO3ra 1 NMCUXMYECKOTO
pa3BUTKA Y 6ONbHBIX AeTei

Peub n A3bIK (apTUKYNAumA)

WccnenoBaHme ¢ Lesblo peLleHns BOMpoca O HamnpasieHUN Ha KOPPEKLMIO peun 1
APTUKYNALMN HEO6XOAMMO ANA:

ZeTell MNajLWero BO3pacTa, B OTHOLIEHUM KOTOPbIX €CTb MOA03PEHME Ha
3afePXKKY Pa3BUTUA Peun 1/unv apTUKynALuy (BbISBIIEHHYIO NMLIOM,
OCYLLECTBNALWMUM YXOZ 3a 60NbHBIM, UV MO MHEHMIO APYrOro CreLmanicTa)

MauMeHTOB CTapLUEro AeTCKOro BO3pacTa, y KOTOPbIX €CTb MPU3HaKKM yTpaThbl Ui
HapyLIEHNA KOMMYHMKATBHbIX CNIOCOBHOCTEN

Paccrpoﬁlcrsa AYTUCTNYEeCKOro gnanasoHa

CKpVIHWHT Heobxoaum ana Tex aetenn ¢ MAL, y KOTOPbIX MOA03PEBAIOT 3aAePKKY
Pa3BUTUA peYn, Hannume NoBeLeHYECKUX OrPaHNYEHNIA U CTEPEOTUMNNIA U
HapyLUeHne counanbHoOro GYHKLMOHUPOBAHMA (BbIABNEHHBIE TULIOM,
OCYLLEeCTBNALLMM YXOA 3a 60/IbHbIM, UM MO MHEHWIO JPYroro CrneLmanmcra)

Heob6xoarMo 06paTUTbCA K OMbITHOMY CreLManucTy Afis AeTanbHoro
ob6cnefoBaHnA U HabngEeHNA NO NOBOAY PACCTPOVCTBA Ay TUCTUYECKOTO
[vana3oHa Npu NoNoXMTENbHbIX Pe3ybTaTax CKPUHMHIA UK B CllyYae
COXPAHSAIOLLMXCA MOJO3PEHMN

CoumvanbHas paboTa

Heobxoanmo obcnefoBaHvie ceMby 1 L, OCYLLECTBAAIOLMX YXOA 33 60NbHbIM,
CrnewLmanncTom CoLManbHOM CIy»Kobl

CreymnanucT coumnasnbHoM Cny»6bl — 3TO CoLManbHbIA PABOTHUK KIVHUKK 1A
LAPYrov CneuyanicT, AOCTaTOYHO OMbITHbIV 1 KBaNNGULMPOBAHHbIN, YTOODI
OLEHNUTb CMOCOBHOCTb MaLMeHTa K perynaumm CBoMX SMOLUY 1 MPEOLONIEHNIO
TPYAHOCTEW, U MOBAVATb Ha HUX. DTO CMELMannCT, KOTOPbI UMeeT JOCTYN K
dUHAHCOBbBIM pecypcam, MporpaMmmam 1 CETAM COLVANbHON NOAAEPKKM 1
LOMKHBIA YPOBEHb MOHUMaHNA N OCBEAOMIIEHHOCTM B Bonpocax MO

MAO=mbiweyHas guctpodus [ioweHHa.
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cATcs nanyeHToM. Ec/ mpy exxeffHeBHOM IIpueMe pas3ByBa-
I0TCI  HEKOHTpOJNUpYeMble  W/WIM  HelepeHOCUMBIe
1mo604Hble 9((eEKThI, KOTOpble He YCTPAHAIOTCA XOTHA Obl
OJIHOKPAaTHBIM YMEHbIIIEHIEM JI03bl, B 3TOM CIy4ae 000CHO-
BaHa 3aMeHa CXeMbl IIpreMa Ha a/IbTePHUPYIOLYIO (Tab/L. 3).
OpHako ecmu mo604HBIe 3(dEeKTbl ITOKOKOPTUKOUIOB
aJleKBaTHO He KOHTPOIUPYIOTCS /UM He IePeHOCATCA, TOT-
Jia yBelYeHue JO3bl IIIOKOKOPTMKOMIOB B COOTBETCTBUM C
HAbOPOM MacChl TeJTa WM 110 IPUYMHE YTacaHMA IBUIaTe/lb-
HOJI pYHKLUM AB/IAETCA HEOUPAaBIAHbIM M CHIDKEHME O3B
HeOOXOIMMO BHE 3aBMCHMMOCTYM OT TOTO, CTaOM/IbHA JBUTa-
Te/IbHas1 GYHKIA WK yracaeT. DTO OTHOCUTCA KO BCeM CXe-
MaM IIpyieMa. PeKOMeH/I0BaHO CHU3UTB [J03Y IPUOIU3UTENb-
HO Ha 25-33% C IIOBTOPHOIT OLICHKOII COCTOSAHMSA OOTBLHOTO
110 TenepOHY MM BO BpeMsA €ro BM3UTA B KIMHUKY 4epes
1 mec. Ecr mMeeT MecTo 0OX1mpeHue, TO Bpad JO/DKEH pac-
CMOTpeTh BO3MOKHOCTD 3aMeHbl IIPeHI30Ha Ha Aedriasa-
kopT (Tabm. 2). He pekoMeHIyeTCs1 OTKA3bIBAaThCS OT Tepa-
MY TTTIOKOKOPTUKOVIAMM, JaXKe eC/y o60uHbIe 3 deKThI
HEKOHTPOJIpYeMble Vi/ IV HeIIepeHOCUMBIE JI0 TeX MOP, Mo-
Ka He OyZeT pousBefieHO, KaK MUHUMYM OffHOKPAaTHOE CHU-
KEHIe JI03bI U 3aMeHa CXeMBI IIpyieMa Ha a/IbTePHYPYIOLIYIO.
ITO OTHOCUTCSI KaK K OO/IBHBIM, C COXPAHSAIOLIENCS C10CO6-
HOCTBIO K CAMOCTOATE/IbHOMY IIePefIBIDKEHIIO, TAK U C yTpa-
4yeHHOI1. OJfHaKO ec/V KOPPeKIVs HO3bI ITTIOKOKOPTUKOU/IOB
M/VM CXeMBI IIpyieMa Hed(PeKTVBHbBI B OTHOIIECHUN ajieK-
BaTHOCTY KOHTPOJISI HAJ{ OCHOBHBIMM HOOOYHBIMU 3¢ dek-
TaMI ¥ B OTHOILIEHNY UX NEPEHOCHMOCTH, TO JIeYeHMe TIII0-
KOKOPTHKOUZAMI HeOOXOAMMO IPEeKPaTUTh BHE 3aBUCHMO-
CTH OT COCTOSIHNA JBUTaTenbHOM GyHKImn. Takue perueHnsa
HeoOXOIMMO NPYHYMMATh UHAMBU/YAIbHO, BMECTe C pebeH-
KOM U €TO ceMbell, TaK KaK OIpeJie/ieHue TIepeHOCUMOCTI
060YHBIX 9((PEKTOB 110 CPABHEHMIO C JOCTUTHYTOI IIO/Ib-
301 — 9TO /IM4HbIT BeIOOp. Ha puc. 4 u B Tab1. 2 IpuBeyeHbI
[OIOTHUTEIbHBIE CBEMEHIS, KACAIOIIMecs: CIelnduIecKux
IIOC/IEAICTBII TePAIiy [IIOKOKOPTUKOMUIAMY, M PeKOMeHa-
1y 110 6opbbe ¢ HUMIL

Opyrve npenapatbl 1 nuwieBbie 06aBKN

ITpuMeHeHMe OKCAaHAPOIOHA, AaHAOOMNYECKOTO CTEPON/A,
He OBUIO PaclieHEHO KaK HeOOXOmMMOoe WM Haljexaliee,
KaK B COUYETaHMM C ITIIOKOKOPTMKOMIHOI Tepamueit, TaK 1
IIpU ee OTCYTCTBUM. Be30macHOCTh 6OTYIMHOTOKCHHA A B
Ka4yecTBe CPefICTBA JIeUeHMA WM IpefloTBpaIleHNsA KOH-
TpakTyp y mun ¢ MJIJI He mccmeoBana M He CUMTAETCA
Hajiexaieit. He 6bUm co3aHbl peKOMEH/ ALY OTHOCH-
TeJIbHO IpMMeHeHuA kpearnHa. B xome PKV, kacaromuxcs
npuMeHeHus KpeatuHa ripu M]IJI, ero nonap3a He fJoKasaHa
[84]. Ecniu y 60/1bHOTO, IPMHUMAIOIIETO KPEAaTHH NMEITCS
IIpU3HAKM HapyIIeHNs QyHKINIT T0YeK, He0OOX0AMMO TIpe-
KpaTuTh IpyeM 9TOi 0OaBKI.

Takne mo6aBku, Kak Ko3H3MM Q10, KapHUTUH, aMUHO-
KUCTOTBl (IIyTaMVH, aprHUH), IIPOTMBOBOCHAINTENb-
Hble/aHTMOKCUFAHTBI (pbIOMIT >Kup, BuTaMuH E, sKcTpakT
3€JIEHOTO Yasi) 1 ApYyrie, UCIOIb3YI0T HEKOTOPble POAuTE-
M M peKOMEHJYIOT HeKOTOpble Bpaun. Tak Kak JaHHbBIe
JUTEpaTyphl WAV KOHCEHCYC MHEHMI SKCIIePTOB, ION-
TBEPXK/JAOLIMe O/Ib3Y 3TUX 100aBOK, OTCYTCTBYIOT, TO MbI
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Pamka 2. nCIIIXOCOLWIaJ'IbeIe BMellaTe/NibCTBa

Mcnxorepanus

» O6yyeHvie poguTenein: peKoMeHAOBaHA 1A SKCTePHaNbHbIX MOAeNel NoBeAeHWs (HanprMep, HEKOHCTPYKTMBHOE/pa3pyLLIMTeNibHOE NoBeeHne
N KOHONUKT poanTenb-pebeHoK)

+ /HguBupyanbHas Tepanua: pekoMeHAO0BaHa /1A HTEPHabHbIX MOAenei noBefeH s (HanpumMep, H13KaA CaMoOLIEHKa 1 Aenpeccus,
TPEBOMXHOCTb M 06CECCMBHO-KOMMNYNbCYBHOE PACCTPONCTBO, HECMOCOOHOCTb PEryNNPOBaTb SMOLIMM U NPEOSoNeBaTb TPYAHOCTM)

° prnnosaﬂ TepanunAa: pekomeHgoBaHa npu ,D,e(l)I/ILII/ITe counanbHbIX HaBbIKOB

- CemelHan Tepanus: peKoOMeHAoBaHa Npu HeCnocobHOCTV PerynmpoBaTb SMOLM 1 MPEeooseBaTb TPYAHOCTH, @ TakXKe KOHGIMKTe Mexay
poauTenamm n pebeHKom

- [NpuknagHow NoBefeHYECKN aHanM3: PEKOMEHO0BAH /1 cneunduyecKkrx Mogeneil NoBeAeHs, XapaKTePHbIX NPy ayT3Me

MepankameHTO3Hble BMeLIaTeNnbCcTBa
» CeneKkTuBHbIE NHMMOUTOPbI 06PATHOIO 3aXBaTa CEPOTOHMHA NPW AeNpeccuu, TpeBore, 06CeCCMBHO-KOMMYIbCYBHOM PAcCTPOVCTBE
» CrabunmsaTopbl HACTPOEHMA NPY arpeccui, 3106HOCTU/3MOLMOHANBHON ANCPErynALn

+ CTMMynATOPbI NPV PAacCTPONCTBE NOBEAEHUA C 4edULMTOM BHUMAHVA U TMMEPAKTYBHOCTbIO

BmeluaTtenbcTBa, HanpaBieHHbIe Ha yy4lleHne coLanbHbIX B3auMoAencTBnmn

« [loBblleHMEe MOHMMaHWA 1 OCBEAOMIIEHHOCTY B OTHOWeHu Ml cpeau WKonbHOro nepcoHana

» NHbopmmpoBaHve posecHukos o MA

« TpeHUpoBKa coLuanbHbIX HAaBbIKOB (HampaBNeHHasA Ha KoppeKLuio AeduLmTa B 3TON 0611acTu)

» MogandnumpoBaHHble/afanTMpPOBaHHble BUAbI CNOPTa, IETHUE Nareps 1 MOSIOAEXHble Fpynnbl/MporpamMmbl

+ XypoXecTBeHHble rpynmbl, FUNnoTepanis, akBatepanus, UCNosb30BaHNe CNyXebHbIX cobak, MPOrpaMmbl O6LLEHVA C TPUPOAON, a TaKKe
VNHTEpPHeT/YaTbl 1 np.

+ [MobyxnaeHre 601bHOrO K CAMOCTOATENIbHOCTY 1 3aLLMTE CBOUX MHTEPECOB

BmewatenbcTtBa oGpasoBaTeanoro XapakTepa
o Heﬁponcmxonormqecr(oe o6cne,qosaH|/|e npn yCTaHOBJIEHUW AArHO3a 1 nepea Havyasaom noceweHns WKOsbl
0 MHAMBMAyaﬂbeIe nporpamMmmbl o6yqu|/|$| B HayasibHbIN nepunoa noceweHmaA WKosbl

° MepOI‘IpVIFlTI/IFl, HanpaeBJieHHble Ha KOMIMeHCauuio BbIABTIEHHbIX HapyLIJeHVIVI

MeponpuAaTus, HanpasJ/ieHHble Ha MOMOLLb NaLNEHTY N ero cembe

» KooppaunHatop okasaHums NOMOLL: CNY>KUT TOYKO KOHTaKTa A1A YAOBNETBOPEHNA MHGOPMALIMOHHbIX MOTPEOHOCTEN CeMbM, COCTaBNAET
pacnuvcaHme 1 KOOPANHMPYET KOHCYbTaLMUK, CNOCOOCTBYET OOLLEHMIO MeXAY KNUHULMCTaMU U T.4.; BOJKEH ObITb CMELNANMCTOM, MEoLUM
[OCTaTOYHbIV YPOBEHb 3HAHWNI 1 OMbITa B OTHOLLUEHWM KIIMHNYeCcKon nomolyy npy MAJA

« Cnyx6a MegMUMHCKON NOMOLLY Ha AOMY: AO/MKHA MPUBMEKATbCA, EC/N 30POBbE 60/IbHOrO NOABEPraeTCs PUCKY B CBA3M C HEBO3MOXHOCTbIO
obecneyeHns 4OCTAaTOYHOWN MEAULIMHCKON MOMOLLbIO B UMEIOLLNXCA YCIIOBUAX UM 0BCTOATENbCTBAX; MOXET OblTb YMECTHO 1 B APYTrUX
cMTyaumaAx, Korga nuua (yuperkaeHuns) okasbiBatoLme MefMLMHCKY0 MOMOLLb B HACToALLee BpeMA He MOTyT B AOCTaTOYHOW CcTeneHn
YAOBNETBOPUTL MOTPEOHOCTH 6OSIbHOTO B Takol MOMOLLM

+ [NpeemMcTBEHHOCTb 3TaMoB: MOOLPEHVE CAMOCTOATENBHOCTU 0BPALLEHNA 33 MEAULIMHCKON NMOMOLLbIO, NP HEOOXOAMMOCTY obneryeHme
nepexopa K Apyrov 6purage cneumanicTos, a Tak»Ke co3faHne BO3MOXKHOCTEN NONyYeHNA 06pa3oBaHNA 1 PaboTbl

«+ [MannnatnBHaA NomoLLb: onpaBaaHa Ana KOHTPonsA 60w, B Clyyae HEOOXOAVMOCTY; SMOLIMOHaNbHAA 1 AyXOBHAA NOAAEPKKa; peKoMeHAaLmn
MO JIEYEHMIO U NMPUHATUIO PELLEHWNI B OTHOLLIEHW OKa3aHUsi MOMOLLN

» Xocnuc: Heobxoaum AnA 60sbHbIX B TEPMUHANBHOM COCTOSAHUM

MAO=mbiweyHan anctpodua [ioweHHa.

He JlaeM peKOMEeHJALMII TI0 UX IIPUMeHEHNI0. DKCIIepTHbIe
KOMICCUM TaK)Xe He OLEHMBAaIM IIO/Ib3y JeYeHUs TeMU
IperapaTaMy, KOTOpble IOTEHI[MaTbHO MOIIM OBl M3Me-
HIUTDb TedeHMe 3ab0eBanys (HapuMep, MeHTOKCUPUUINH
UM PasnMYHbIe CPEICTBA PACTUTENTBHOTO IPOMCXOXK[e-
H1iA). Takire BOITpOCHI ObIIN OIIPeJieNieHbl KaK 00/1acTh, Tpe-
Oyrolas JIOIOTHUTEIbHBIX VCCIENOBAHNUIL. DKCIepPThI
OfoOpI/IV aKTUBHOE IIPUBJICYEHNE CeMell K AesATe/IbHOCTH,
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KOTOpasg TIOMOraeT paclVMpuUTb M YCOBEPIIEHCTBOBATH
npencrasienusa o Ml — Hanpumep, CO3JaHKue peecTpoB
" IpOBEAEHNE KIMHNIECKNX MUCTIBITAaHUIL.

ﬂcmxocoqmanbuaﬂ nomMolLlb

MenuniuHckas nomols 6ompHoMy MJIJT n ero cembe 6y-
JeT HemoNHON 0e3 obecreyeHrss MM IICMXOCOLMATbHOTO
6narononyuns [85, 86]. Jnsa MHOTMX pOAuUTeNeil CTpecc,
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KOTOPBIil BBI3BAaH ICHXOCOLMANTBHBIMM IPOOIeMaMu MX
pebeHKa, IIpeBbIIIaeT CTPeCC, CBA3AHHBIN ¢ GM3NYeCKUMU
acnektamu 6omnesnu [87]. [Torpe6HOCTN 6OIBHOTO Bapbu-
PYIOT B 3aBUCUMOCTH OT BO3pacTa 1 cTafuy 6omesHn (puc.
2), HO CYIIECTBYeT HECKObKO OOIMX YTBePXK/eHMIA, KOTO-
pble [ieliCTBUTEIbHBI A/I1 BCEX.

MJI]T — MHOTOYpOBHEBOE 1 MYIbTUCUCTEMHOE 3a00re-
BaHMe. buonornyeckne daxkTophl (BKIHOYAA HEJOCTATOU-
HO€ KOJIMYeCTBO AUCTpOodMHa u/1m ero n3opopm, a Tax-
e ToC/Iefiylollee BIVAHME 9TOTO fedMULUTa Ha pa3BUTHE
u QyHKIMOHMPOBaHNe IOJIOBHOTO Mo3ra) [88], counanp-
HbIe 1 9MOLMOHANbHbIe HaKTOPbI, PaKTOPBI, CBA3aHHBIE C
NedeHyeM (Hampumep, IIIOKOKOPTUKOMIDI), BCe OHM MO-
TyT BHOCUTD CBOIO JIEIITY B COCTOSTHME TICUXNYECKOTO 3710~
poBbsA M conyanbHoe (QyHKUVOHMpoBaHue [5]. XoTs
GOJIBIIVHCTBO NICUXOCOLMAIbHBIX IIOCTECTBUII He YHU-
kanpHbl It M, y 60mbHbIX M]I]] IOBBIIIEH PUCK BO3-
HIKHOBEHI:A NMPo6IeM Takoro poga. TpyaHOCTH IICHXOCO-
I[1aIbHOTO XapaKTepa, KoTopble HabmopaoTcsa mpu M,
HeoOXOIMMO paspellaTb Ipy IOMOIIM TeX >Ke MeTOJ0B/
BMeIIATe/IbCTB C OKa3aHHON 3 PeKTNBHOCTDIO, YTO WUC-
MO/IB3YITCA B oOmelt monynAauuu [89], ¢ BbIpa>keHHBIM
AKIIEHTOM Ha IpPeJOTBPAIEHNN U PaHHEM BMeLIaTe/lb-
CTBe, TIOTOMY 4TO TAKOIl IIOLXOJ MaKCHMA/IbHO YIydlIaeT
HIOTEHIIMAJIbHBII Pe3yIIbTar.

B 1emoM, IcMxocolyanbHas ajanTalys MaJbiiKOB C
MJI]T cXofHa ¢ TAKOBOJL IIPU APYTUX XPOHUYECKMX 3a6071e-
BaHuAX [90]. OpgHako cymecTByIOT crennduyeckne obma-
CTH pucKa, TpeOymoue ocoboro BHuMaHus. TpygHOCTH
COLMANbHOrO QYHKIMOHMPOBAHMA MOTYT OBITh CBSI3aHBI C
pedunutoM crenydUIecKNX KOTHUTUBHBIX HABBIKOB: Ha-
BBIKOB COLIMA/TILHOTO B3aMMOJENCTBYA, CIIOCOOHOCTU Jie-
JIaTb BBIBOJIBI, OCYIIECTB/IATD IEPCIeKTUBHOE IIAHNPOBA-
HHUe U Y/IaBIMBaTb SMOLMOHA/IbHBbIE OTTeHKN. [eduumt
TAKOTO POJa VMeeT OMOTIOIMYEeCKYI0 OCHOBY, B TO BpeMs
Kak nocnencteysa MJIJI (To ecTh orpaHnyeHnsA GU3NIECKO-
O XapaKTepa) MOTYT IIPUBOANTD K COLMAIbHOI M30MIALIN,
COLIMANIbHOMY OTTOPYKEHVIO ¥I OTPaHIYEHHOMY HOCTYITY K
001IeCTBEHHOI JIeATeNTbHOCTI. TUIINYHbIe HAPYLICHUA pe-
Y1 U apTUKYIALK (KOTOPBIe 3aTParuBaloT Pa3BUTHE PeYH,
KPaTKOBPeMeHHYI0 BepOajIbHYI0 IaMATh U IpoLiecc obpa-
60Tky poHeTHdYeCKOT MHPOPMALMN), TAK >Ke KaK M 3a-
ilep)KKa KOTHUTMBHOTO PasBUTHUA (BK/IIOYAIOIas Hapyllle-
HUA VHTeUIeKTa ¥ cHenmduyecKye paccTpoiicTBa
00y4eHMs), XOpOIIO U3BeCTHBI [91-94]. Taxoke HOBBILIEH
PUCK Pa3BUTUA NOBEIEHYECKNX PACCTPOICTB M VHBIX IICU-
XOHEBPOJIOTMYECKMX HAPYIUEHMIL: PACCTPONCTB ayTUCTU-
YeCKOro AManasoHa, pacCTPONCTBA C AedUIMTOM BHUMA-
HVA U TUTIEPAKTUBHOCTBIO U 00CeCCUBHO-KOMITY/TbCUBHOTO
paccTpoiictsa [95]. MoryT BCTpedaThCsl TPYAHOCTY B PETy-
nvpoBaHuM amounit u genpeccus [5]. IIpobmemoit Takxe
MOXeT OBITh TPEBOXKHOCTb, KOTOPas yCIIMBaeTcst Ha (oHe
KOTHUTVBHOTO Ae(pUINTa, BBIPOKAIOMIETOCS B CHIDKEHNUN
IMOKOCTY MBILUIEHUS M CIIOCOOHOCTel K ajanranym (To
eCTb Ype3MepHas PUTHIHOCTb MBICIMTEIBHOTO IIPOLiecca).
ITogo6HbIM 06pasoM mepuUUT T'MOKOCTM MBILUICHUS 1
SMOIMOHA/IBHON PETY/IAIMN MOKET ObITh IPUYMHON He-
TaTUBYCTIYECKOTO/BBI3bIBAOIIETO IIOBEJIEHUA U 9KCIUIO-

3MBHOCTHM XapakTepa. IloBbIlleHass pacpoCTpaHEHHOCTD
menpeccun cpean popureneit nauuenTos ¢ M/ nmoguep-
K1BaeT He0OXOMMOCTD MPOBeeH s 00CIeJOBaHNA I OKa-
3aHMs MOJIEPXKKN Beelt ceMbe [96].

O6cnegoBaHnA

KiioyeBbIMI MOMEHTaMU [/ IIPOBefeHMsA 00CIenoBa-
HMA ABJIEETCSA BpeMA BCKOPe II0C/Ie YCTAHOB/ICHNUSA TUArHo-
3a (B OIENeNIEHHBIX CIy4asgX MOXeT INOTpe6oBaThCA
IIPOMEXYTOK B 6-12 Mec [/IsI TPOBEIeHNsI HEKOTOPBIX 00-
CIefoBaHMIT, KOTOPBIE TO3BO/LIIOT YTOYHUTD UATHO3), IIe-
pe HadaZoM IIOCELIeHMs IIKOJAbl M IIPY M3MEHeHUM
YHIMMOHAIBHOTO COCTOAHMA. XOTA He KaXKJ0Jl KIMHUKe
MOTYT OBITh JOCTYIIHBI BCe IIepeuNiCIeHHbIe 00C/IeJoBaHMsA
7 BMelIaTenbCTBa (paMka 1 u 2), Mbl HaJieeMcsl, YTO 3TH pe-
KOMEH/JALIMY CMOTYT C/IY)XUTb PYKOBOJCTBOM I 3aIOJI-
HeHysi mpo6eoB B KBamuduxanmuu
IIepCOHAsIa U, IPY HeOOXOAMMOCTI, IOMOIYT IIOHATD, Ka-
KUX CIeNMaIMCTOB HAfl0 NpPUBJIEYb LA KOHCYIbTALMIL
Heo6xopymblit 06beM 00cIeoBaHMIT JOIDKEH OXBAaThIBATD
cdepbl SMOIMOHAIBHOTO PErYIMPOBAHNA U CHOCOOHOCTH
IIPEOJi0/IeBaTh TPYAHOCTY, HEIPOKOTHUTUBHOTO (QYHKINO-
HUPOBaHMA, Pa3BUTIE PeUM U A3bIKA (APTUKY/IALNN), BO3-
MOXXHOTO ~ Hamu4mMsA  3a00MeBaHMII  ayTMCTUYECKOTO
[MaIa3oHa ¥ COLMAIbHON moamep>kku. Heobxomum pery-
JIAPHBI CKPUHMHI TICHXOCOLMATBbHOIO 671ar0COCTOSHMA
6071pHOTO, pOfUTENeit 1 CUOCOB.

KIMHNYECKOTO

BmewartenbcrBa

KoHkpeTHble BMelIaTeNbCTBa OYAyT 3aBUCETh OT VHANU-
BIUJIya/IbHOI HEOOXOAMMOCTH, HO MX IIepedeHb JOJDKEH I0-
TEHIMAJIbHO  YZIOBJIETBOPATb  LIMPOKWUIT  JMaIla3oH
norpebHOCTeI. [I/151 ICMXOCOLMAIBHOTO 30POBbsI 60BHO-
ro/ceMby KpajiHe Ba)KHO OIIPENIeNIUTBCA C TeM, KTO OymeT
OCYIIeCTBATh KOOPJMHAIMIO TOMOIIN B IletoM. Takoit Ko-
OpAVHATOP, MMEMLINIl HOCTATOYHbBI OIBIT U YPOBEHb
KOMIIETEHTHOCTY B 00/1aCTM HEPOMBIIIEYHBIX 3ab0/IeBa-
HUIT, MOXeT OBbITh IIOJIE3HBIM ITOCPEHUKOM, CIIOCOOHBIM
YHOBHeTBOPI/IT]) HOTPC6HOCTI/I IIanyeHTa  CeMbI B CIIe M-
anbHOI MHpopmanuu [86]. Heobxomumo npunep>xmuBarbcs
CTpaTernyl aKTUBHON IpO(MIAKTUKY, HAIpaBIeHHON Ha
OKasaHue IIOMOII CEMbsM U OONbHBIM C IIe/TbI0 U36eXKaThb
COIMA/IbHBIX IPOO/IEM M COLMAIBHON M30/LALNM, KOTOPbIe
BO3HMKAIOT B CBA3M C 3a00/IeBaHueM (paMka 2).

Yro6bl mpeopoeBaTh BO3MOXHBIE IPo6IeMbl B 06pa-
30BaHMN, it Beex aereit ¢ MJIJT HeoGxopumo paspabo-
TaTb I/IH}II/IBI/IHYHHBHI}II/“I IIJIaH 06y‘leHI/IH BMeECTe C UuX
poxpuTensamu u yunrensmu. Kpome toro, 310 moMoxxeT oT-
perynmpoBarb Te BUABI AeATeNbHOCTI (Hampumep, pusu-
YecKoe BOCIUTAHNE), KOTOPBIE IPJ OTCYTCTBUY KOHTPOJIA
MOI‘YT OKa3bIBAaTh BpenHoe BOSI[eI/“ICTBI/Ie Ha MI)IHIC‘{HYIO
CI/ICTeMY pe6eHKa nmm MOI‘YT HPI/IBeCTI/I K HOBI)IIHGHHOMY
pacxoply 9Heprum/yToMnIeHnIo (HalpyuMep, AJIVHHBIE IIe-
e mepexonbl Ha oben u ¢ obefa) WM COMPSDKEHDbI C
ONACHOCTBIO (HAampyuMep, aKTUBHOCTb Ha JETCKON IIIO-
Iafike) ¥ ¢ TPYAHOJOCTYIHOCTBIO /I 60/BbHOTO pebeHKa
6e3 mocroponHeit nomoru. IToompenne caMoOCTOsITENb-
HOCTI 60]II)HOI‘O n mmoMoib B HPI/IHHTI/H/I CaMOCTOATE/Nb-
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HBIX pelIeHNiT TaK)Ke HeOOXOMMBI I BXOAT B CTPYKTYPY
OKa3aHM MEIUIIVTHCKON ITOMOIIIN.

ITcuxodapmakomornieckie BMeNIaTenbCTBa PaccMaTpu-
BAIOTCS TPV HEOOXOAUMOCTH JIeYeHVIsT IICUXITIECKIUX Hapy-
LIEHUII YMEPEHHOM U TsDKEIOM CTEeNeHM TAXKECTH, Kak
4acTh KOMIIZIEKCHOTO 7Ie4e0HOTrO II/IaHa, BK/II0YAOIIero He-
00XoaMMble BUIDbI IICUXOTEPANNMU ¥ BMEIIATE/NbCTBA MH-
(dopManMOHHOrO XapakTepa. [IpMMEeHAIOT CTaHJApTHBIE
CXeMbl Ha3HA4YeHNs JIeKapCTBEHHBIX IperapaToB C JIONO/-
HUTETbHBIM YY€TOM COCTOSHUA CEPHEYHO-COCYAUCTON CI-
creMbl 60/IBHOTO, JIEKapCTBEHHbIX B3aMIMOJENCTBUIL I 110-
60uyHblXx 3¢QeKkToB TpyM KOMOMHALMM C  APYIUMU
npernaparamy (HampumMep, Habop Beca Ipy IpueMe ITTIKO-
KOPTUKONJIOB), @ TakKe OOIEero COCTOAHMUSA OONbHOTO.
HacrositennbHO peKOMeH/{0BAaHO TIjaTe/IbHOe HAOIIOfieH e C
CHUCTEeMATUYECKNM OOCIEOBAHNEM, B TOM YUC/Ie TIPUBIIE-
YeHue MPOGUIbHOTO CIHELMAINCTa [/ KOHCY/IbTAL[UI, ec-
JI BO3HUKAET HEOOXOMUMOCTbD.

ITo Mepe HagO6HOCTY HEOOXOAMMO IpuberaTh K majma-
TUBHOI HOMOLIM JUIA NPefOTBpAlleHNns UIn O0JIeryeHus
CTpajaHWil, I YIY4IIeHUs KayecTBa XXM3HU OONBHBIX C
M]1]I. B nononuenue K MepONpuUATHAAM, HalIPAB/IEHHBIM Ha
oGeryenue 6omu, KOMaH/bl TA/UIMATUBHON ITOMOLIY TaK-
JKe JIO/DKHBI ObITh B COCTOSIHUM OCYIECTBJISITD 9MOLIMO-
Ha/JIbHYI0 M JYXOBHYIO IOAJEP)KKY, IIOMOTaTh CeMbAM B
oIlpefie/IeHNN 1ieflell IeYeHNs ¥ IPUHATUM TPYSHbBIX MefIU-
LMHCKIX PeIIeHNIl, ClIocOOCTBOBATh B3aMMOIEIICTBIIO Ce-
Meil ¥ MeJVIMHCKMX Opurag, a TakXe OKas3bIBaTh
MOAJEPIKKY B CBA3U C TOPEM, YTPATOil ¥ TOCKOIL 110 yMep-
hiemy.

3aknouyeHune

PexoMeHpmarum, mpefcTaB/lIeHHbIE B IBYX YaCTAX JAHHOTO
0030pa, ABJIAIOTCA UTOTOM MEXIYHAPOJHOTO COTPYLHIYE-
CTBa 9KCIIEPTOB-K/INHUIIMCTOB, Iie/lb KOTOPBIX 3aK/II0YaeT-
cs1 B JJoHeceHMy MH(QOpMALM 06 ONTVMAIBHOI TOMOLIN
npyu MJIJI. Ilo npuynHe HElOCTATOYHOTO KOIMYECTBA JaH-
HbIX B oTHOMIeHMyt MJI]I, monmy4densix B xoze PKU (pacmpo-
CTpaHeHHasA CUTyalusA B 00nacTyu penkux 3abojeBaHmii),
I BBIPAaOOTKM PEeKOMEHJALNII 10 HOBOAY TOTrO, KaKue
KAMHUYECKNe BMEIIATe/TbCTBA SBISIOTCS HaIeXKalnmmu/
HEHAJJIOKALIMI 1 HeOOXOAMMBIMIU ObUI BBIOPAaH XOPOLIO
3apeKoMeHoBaBINit cebs Meton. Meron REM numeer He-
KOTOpBIe IIPENMYIeCcTBa B CPAaBHEHNUM C PYTUMM MeTOJa-
M, OCHOBaHHBIMU Ha JOCTVDKEHNV KOHCEHCyca — HaIlpi-
Mep, METOJIOM JIOKa3aTe/IbHOTO T'eHepUpPOBaHUA BOIIPOCOB
VI aJlpeCHONl PACCBUIKM, METOHOM y4eTa He3aBVMCHMBIX
MHEHHII, 32 KOTOPBIM CJIefiyeT TPYIIIOBOe 00CYX/eHIe U
METOJIOM MHOTOPayHIOBBIX wmrepaumit [35]. Jomon-
HUTENbHBIM TIpenmyiiecTBoM REM ABnsAeTcs nmposeneHme
CUCTEeMaTNYeCKO OLEHKY YeTKMX KIMHIUYIECKUX CIleHapu-
€B, MaKCYMAa/IbHO KOMMPYIOMIMX IPOIlecC MPUHATUA pellle-
HUs B K/IMHUKE BO BCE €r0 CI0KHOCTH.

9T0 mepBas 4acTh PeKOMEHJALMII 0 OKA3aHUIO MeM-
LMHCKOM IoMoIy nanuenTam ¢ MJIJI, cosganHble npu mo-
MOIIIM 9TOTO METOJA. B Hel chenaH akIeHT Ha TOM, 4YTO
MHoronpoduibHas nomoip npu MJJT nomkHa O6bITh 06-
mie’t 3a00TOJ BCEX CIENMANNCTOB, & TAKXe MPOJOIKEHO
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CTparerus novcka n Kputepuu oréopa

Monck peLeH3npyemMbIx IUTEPATYPHbBIX NCTOYHUKOB OCYLLECTBASICA MO KIHOUYEBbIM
cnosam «Duchenne» (dtoweHH) nnn «<muscular dystrophy» (MblweyHasn
anctpodus), nnv 060Mm cnoBam BMeCTe, B COYETaHUM C 0gHUM 13 410 apyrux

MOUCKOBBIX TEPMUHOB, MMEIOLLMX OTHOLLEHME K NMOJIHOMY CMICKY MHCTPYMEHTOB
[ONA OLEHKM NoKasaTenen 1 BMellaTenbCTB, UCNob3yembix npy BegeHnn MAMO.

lMosHbIN CMNCOK TEPMUHOB, UCMOJIb30BaHHbIX MPU MOMUCKE, AOCTYMEH MO 3anpocy.
Bbinu ncnonb3oBaHbl cnepytowme 6a3bl gaHHbIx: Medline, Embase, Web of Science

1 Cochrane Library. MepBoHauyanbHbIMI KpUTEPVAMM BKIOUEHUA ABNANNC:

Hann4yune pesrome nccnegoBaHuna, nposeaeHHOro Ha YyenoBeke, OI'Iy6J'II/IKOBaHHOFO

Ha aHrMNCKOM A3bike B nepuog ¢ 1986 no 2006 rr. Kaxgaa paboyas rpynna B
npouecce 06CyXAeHUA, 3aKTIOUNTENIbHOW OLEHKN 1 MPU HanvcaHnum
peKkomeHaaLmi TakxKe NCNob30Basa Havbosee BaXHble CTaTby, OTHOCALYMECS K X

AncumnanHe 1 onyoankoBaHHble o 1986 r., a Takxke ¢ 2007 fo cepenmHbl 2009 rr.

00CyXKJieHNe JieTasiell JUarHOCTUYeCKOl, papMaKoornye-
CKOII U TICMXOCOLIMAIbHO IToMOII. TouHast reHeTmyecKas
IMaTHOCTMKA SABJIAETCA 30/I0ThIM CTAaHJAPTOM MOCTAHOBKM
nmarHosa MJI]I, 1 B JaHHOJT paboTe MbI pEKOMEH/yeM U3bl-
CKaTh BO3MOXXHOCTb €€ NPOBENEHMA BO BCEX CIydasx.
BBupy Toro, 4o B OyAylieM BO3MOXKHO IIPOBEfieHNE JIede-
HUA, CIEI(UYECcKOro I OIpefie/ieHHO MyTanmu (Ha
CETOIHALTHMIT IeHb IPOXOAAT KIMHMYECKMe VICHbITaHus |
u II ¢assl), Hazpema HEOOXONUMOCTD ITOBCEMECTHOTO JO-
cryna nogo6Hoit TexHonoruu [41]. TTo Mepe u3MeHeHMiT B
TeHeTUYECKIX TEXHOIOTUAX, B 9aCTHOCTH, II0 Mepe Pa3BM-
THA BBICOKO9((DEKTUBHBIX METOJIOB IMATHOCTUKY, TaHHBII
A/ITOPUTM JIO/KEH CTaThb TIPOIIe.

OcHOBa MeMKaMeHTO3HOII TepaIiy B BefleHI OONTbHBIX
¢ MJI]l — npuMeHeHNe KOPTUKOCTepouoB. [laHHbIe, TIO-
nydeHHble B Xofie PKV, moaTBepXIa0T HeOOXOMMMOCTD UX
UCIONb30BaHNUA [19], HECMOTPA Ha TO, YTO CXEMBI JIeUeHNA
B Pa3HBIX CTPAHAX U KIMHNMKAX O9€Hb OTINMYAIOTCA IPYT OT
apyra. JlanbHerinne KIMHUYECKME UCTIBITAHNA TIIIOKOKOP-
TUKOMUIOB 11 METOLOB 60pb0ObI ¢ 1X mo6ounbMu 3ddexTa-
MU, BEPOATHO, PACIIMPAT HAllM 3HaHMA B OTHOIIEHUU
OIITVMMAJIbHOTO TIPUMEHEHMs ITUX Tperaparos [60, 82]. B
TOXe BpeMs, NPUBEJEHHbIE HaMJ PEKOMEHJALN [Af0T
OCHOBY IIpUMMEHEHMUA ITIOKOKOPTUKOUJIOB, KOTopas ole-
CIieqnBaeT OOMBIIYIO COMOCTABUMOCTD, — 9TO Ba)KHBIIT MO-
MEHT He TOJIbKO [/Li1 IIOMOIIY GOIbHBIM B HACTOsAIEe Bpe-
Ms, HO U /Il TTTAaHMPOBAHNUs MHOTOLIEHTPOBBIX KIMHUYE-
CKUX VICIIBITAHUII HOBENIINX METOOB JIEYEHNUs, KOTOpbIe
JOIYCKAIOT JICIIONb30BaHMe CTEPOUIOB B KauecTBe 6a3o-
BOJI Tepanuy B CTPYKTYPe CTaH/IaPTHOI IIOMOIIN.

Hecmorps Ha TO, 4YTO MHOXKECTBO PabOT yKa3bIBAIOT Ha
BaXHOCTD ist 60mpHbIx MJIJ] 1 ux cemeil mpo6emMbl I0-
BeleHUeCKMX HapyLIeHuit, a Takke HpobreM oOpasoBa-
TEJILHOTO XapaKTepa, IMIIb eV HIIHbIE Iy OIMKALVN TIpef-
JIararoT NMPaKTUIecKre PYKOBOACTBA MO OKa3aHMIO MCHUXO-
COLMA/IbHON TOMOLM B Takux cnydasx. ObecredeHne
HOMOLIM B OTHOLIEHMM TIPO6/IeM TaKOTo Poja YacTo Ipef-
CTaB/IA€T 3HAUUTENIbHbIE TPYAHOCTY JIA CTPYKTYPBI, OpU-
€HTUPOBAHHOI Ha OKa3aHME YMCTO MENMIIVHCKON IOMO-
my. OfHaKo, TaHHbIE PEKOMEHJALMY YETKO OINpPENENAIT
STOT 97IEMeHT KaK LIeHTPA/IbHbIN B BeeHUM TAKUX 6O0/b-
HBIX, JIefas aKIeHT Ha NPEeBEeHTMBHBIX BMEIIATeTbCTBAX.
ITpenmonaraeTcs, 4TO OLeHKa BJIMAHNA 9TUX Cep ITOMOLIN
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0630pbI
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6yzeT BaKHOIT 3ajjaueil 10 Mepe MPOJBIDKEHNSI B CTOPOHY
NPOBEJEHNSA KIMHNYIECKUX VCIIBITAHNIA.

Bo BTOpoOIt Yacti aToro 063opa [34, cM. cHocky 1 Ha cTp.
42] obcysxpaeTcs pob CHENMaINCTOB PA3INYHON CIIelya-
mmsauuy (peabuInTONOroB, CIELNAaIICTOB 110 3a00/IeBaHN-
SIM  CEpJIeYHO-COCYIMCTON CUCTEMbI, TaCTPO3HTEPOJIOrOB,
IMETOJIOTOB, OPTOIIELOB, XMPYProB 1 IIY/IbMOHOJIOTOB M [Ip.)
npu MJIJI. Takum o6pasom, 06a 0630pa BMecTe MOTYT 5B-
JIATHCS COBPEMEHHBIM U JOCTATOYHO BCEOOBEMIIIOLINM Py-
KOBOJICTBOM II0 OKa3aHMIO TOMOIIY TIPY 9TOM 3a60/IeBaHNIL.
Bknap aBTopoB
Bce aBTOpbI BHEC/IN CBOWI HTENNEKTYasbHbIV BKNaA B AV3aiiH
nccnenoBaHuA, C60p, co34aHuve U nHTepnpeTaynio JaHHbIX, HanncaHmne
0630pa, a Takxe B NpuHATYE peleHns o nybnvkaumn. K. Bushby npn
nomoluy R. Finke Hanucanu yepHoBoI BapuaHT 0630pa, pefakTiposani
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