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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

'TTpomomkenne «Diagnosis and management of Duchenne muscular dystrophy, part 2: implementation of multidisciplinary care» uuraiite 8 Ne 5 (20)

The Lancet Neurology. Ukrainian Edition (IIpum. ped.).

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



0630pblI

(«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).

MeTtopgbli
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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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MonoXeHne No3BOHOYHOTO Cy6MaKcMManbHble Harpy3Ki/akTUBHOCTb
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
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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.

56

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,

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

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,

57



0630pbI

58

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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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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AvarHocTuka v BeaeHne MbilevyHon gaucrpodpun
AoweHHa. YacTb 2: oKasaHne MHOronpo¢guibHOM

nomowyn’

Diagnosis and management of Duchenne muscular dystrophy, part 2:

implementation of multidisciplinary care

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*

Ins onruManbHOro BegeHus Mblmeunoi gucrpodpun [Tromenna (M) Heo6Xx0omuMM MyIbTUAMCIUIUIMHAPHDIN
TOAXO/I, KOTOPBIi OPMEHTUPOBAH HAa yIPeXXAA0LINe I IPeBeHTUBHbIE MePhl, a TAK)Ke HA AaKTMBHbIEe BMENIaTeTIbCTBA,
HallpaBleHHbIe Ha IepBUYHbIe U BTOPMYHbIE acIeKTbl 3a0oneBaHus. Peanmsanmsa cTpaTermu BCeCTOPOHHETO
BefleHIs1 00TTBHOTO MOKET MOOKUTENBHO BIVATH Ha €CTECTBEHHYIO AMHAMUKY PasBUTHUsA 3a00/1eBaHIUs U yIy4IIATh
¢yHKIMOHATbHOE COCTOSTHME, KAYeCTBO M MPOXO/LKITENbHOCTD >Ki3HM nmanuenta ¢ MJIJI. CraHmapTusupoBaHHas
IOMOIIb MOXKET TAK)Ke 06/IerYnTh MIAHNPOBAaHIE MHOTOLEHTPOBBIX KINHIYECKNX VCIIBITAHNIA M IIOMOYb BBISIBUTH
Te 006/IACTH, Ife MOXKHO YIYYLINTh YPOBEHb OKa3aHus moMouu. B 3roit yactm 0630pa MbI IpefcTaBiIsieM
BCEOXBATHIBAIOLINIT HAGOP peKOMeHAAIuIi IT0 OKa3aHuio moMoury npu MJIJI: peabmInTanOHHOIL, OPTONEAITIECKOIT,
PeCcIUpaTOPHOI, CepPAEeYHO-COCYAMUCTONM, TaCTPOIHTEPOTOTNIECKON/HYTPULIMONOIYECKOl MOMOIIM U BOIpPOCaM
BefleHIs1 60TIeBOr0 CMHAPOMA, a TAK)Ke PEKOMEHJAINN 110 MepaM IPefOCTOPO)KHOCTH B OTHOLIEHUY IPOBeTEeHUs
001IeXIPyPIUYeCKUX BMENIATeNbCTB U HEOTIOKHBIX MeponprATiii. C y4eToM peKoMeHJAIil, KOTOpbIe U3T0KEeHBI B
MEPBOIl YacCTU JAaHHOTO 0030pa, Iffe OCBEIIeHbI BOIPOCHI JUATHOCTUKM, (PapMaKOTEpamuy M ICHUXOCOIUATBHO
IOMOIIM, 3TU PeKOMEHJALNMN IO3BOAIOT OCYL[eCTBIATh AMATHOCTUKY ¥ Befenme Gonpubix MJII mocpegcTBoM

CKOOPAMHMPOBAHHOI MHOTONIPO(IIHLHOI IIOMOLIN.

BBepgeHne

B mepBoit yacTu 3TOro 0630pa BaXXKHOCTb OKAa3aHUA
MHOTONPOGUIbHON NOMOIIN HOZYEPKUBAIaCh B KOH-
TeKCTe JMAarHOCTUKM, a TakkKe (apMaKoTepameBTUYe-
CKOTO M IICMXOCOLMAJbHOTO acCIeKTOB IOMOIM IIpK
MJI; npu 3ToM BHUMaHMe aKL[EHTMPOBA/NIOCh HA TOM,
YTO HM OJMH M3 aCIeKTOB TAKOTO POfa IIOMOIIM IIpu
3TOM 3a00JIeBaHMM He MOXKeT pacCMaTpUBaTbCsA OT-
menbHO OT Apyrux [1]. Takas Mopens MOMOLIY IPUAAeT
0co6oe 3HaUeHNe IIPUBIEIEHUI0 BCEX HEOOXOZMMBIX
CHENMaNUCTOB Pa3lINYHOrO NpOGUIA I YIPeXKIar-
LIero BBIAB/IEHNA PAHHUX M3MEHEHMII BO MHOTUX CHU-
CTeMax, a TaKXXe /I KOHTPOJA IIMPOKOrO CIIEKTpa
OCJIO)KHEHUII, KOTOpble MOXXHO IpeaBuaeth npu M.
MBI IPUMEHSANIN 9TY MOZEIb IOMOLIY OOTbHOMY 1 €ro
ceMbe Ha PasHbIX CTafusAx 6onesun. B ganHoI, BTOpOII
4acTy, 0630pa MpeCcTaBIeHbl CBEAEeHUs 00 ONTUMAIb-
HOM OKa3aHUMU peabMINTalMIOHHON, KapAMOBaCKYILAP-
HOJ1, TaCTPOIHTEPOIOTMYECKOI/HY TPULMOTOTNYECKOTA,
OPTOIEANYECKON/XUPYPrUYecKoil ¥ pecnupaTOpHOIL
TOMOIIYM CHEeNMaNNCTaMi C COOTBETCTBYIOIIEi CIe-
nuannsanneii. Kak u paHee GBI UCIIONB30BAaH METOR,
ompepieNieHNA 11e1eCO06PasHOCTM OLIEHOK WIM BMe-
1IaTeNbCTB, paspaboTaHHbll Kopmopanueit RAND n
Kanudopuuiickum yuupepcurerom (Jloc-Anpxenec)

(RAND Corporation-University of California Los
Angeles Appropriateness Method) [2] (6omee geTann-
HO 3TOT MEeTOJ| ONNMCaH B yacTtu 1 gaHHOro o63opa [1]
(cm. Taxke cHOCKy 1 Ha c. 46 IIpum. ped.).

nOAAep)KaHI/Ie 1aCTNYHOCTN MbliLUL
1 NpodMNaKkTNKa KOHTPaKTYp CYCTaBoOB

TToHM>KeHHAs 9MaCTYHOCTD MBIIIIY, @ TAKXKe KOHTPAaK-
Typhl cyctaBoB npu MJIJI ABnA0OTCA pe3ynbTaTOM BO3-
HeMICTBMS PAa3IMIHBIX (AKTOPOB, B TOM UIC/Ie HIOTEPU
BO3MOXXHOCTH AKTHUBHOTO IIOTHOOOBEMHOTO [BIDKEHIS
B CyCTaBe, CTaTU4eCKOrO MO3MIMOHMPOBAHUA B IOJIO-
>KeHuu Qrexcun, gucbanaHc MBI, 06ecrednBaommnx
IBIDKEHME CyCTaBa, a Takke (MOPO3HBIX M3MEHEHMI
mblieynont Tkaun [3-8). IMopmepkaHue HOCTATOYHOTO
o6beMa IBIDKeHNUIT 1 OUTaTepaTbHO CUMMETPUN Ba>KHbI
17151 06ecIede s OTUMAIbHOTO ABIDKEHNS U GYHKLIMO-
HAJIbHOTO IIOJIOXKeHMsI 6O0/IBHOTrO, UTO, B CBOIO OYepenb,
HOJJIeP)KUBAET €T0 CIIOCOOHOCTb K CaMOCTOATEIbHOMY
HepefiBIDKEHNI0, IpPeoTBpallaeT pPasBUTIE (QUKCHPO-
BaHHBIX fedOpMaumii 11 IOAAEPKMBAET LIeJIOCTHOCTD KO-
xu [9-14].

7151 60pbOBI ¢ CyCTaBHBIMU KOHTPAaKTypamu Tpebyercst
ydacTue CIeLMaInuCcTOB B 06/1aCTI HellPOMBIIIEYHOIT IIaTO-

!'TlepBas yacTh 0630pa «/IMarHocTUKa ¥ edeHne MpliiredHoit guctpodun JioutenHa. YacTy 1: AMarHocTyka, papMaKkoTepanus 1 ICUXOCOIMaIbHAA 110~
Molib» ony6nkoBana B The Lancet Neurology, Ykpaunckoe usoanue — Ne 3 (18), 2010, c. 42-62 (ITpum. ped.).
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norun, GpusroTepaneBToB, Bpaueli-peabuInTOoNOrOB I CIIe-
IaJIVICTOB 110 OPTOIeRdecKolt xupypruu [ 15, 16]. O6srano
MOHMTOPMHT 1 IIPYMEHEHNE TPOTPaMM IO IPeJOTBPALEHIIO
Pa3BUTUA KOHTPAKTYP OCYIIECTB/IAETCA (PUIMOTEPAIIEBTOM,
OH TAK)Xe NPOM3BOAUT AfJaNTallMIO/TIOACTPOVIKY K MH/VIBM-
IyalbHBIM HOTPEOHOCTAM GONBHOTO, CTA[IN GOTIE3HM, PeaK-
LMY Ha TEPANuI0 ¥ IepeHocuMocTu. Ilomonrp, KOTopyio
OKa3bIBAIOT GOTIBHOMY 10 MECTY >KUTEIbCTBA, JO/DKHA TIPO-
BOJUTDHCA IO, PYKOBOJCTBOM CIIELIMa/IMCTa KaXK/iple 4 Mec.

MeTtogbl dusnyeckon peabunutayum
PacrarnBanue n nosmunoHnpoBaHne

Ins 9pQeKTUBHOrO paCTATMBAHNUA MBIIIEYHO-CYXO-
SKUJIbHOJT eAMHNIIBI TPeOyeTCss KOMOMHAINA BMEIIATe/IbCTB,
KOTOpble BK/IIOYAIOT aKTMBHOE PACTATMBAaHME, aKTMBHOE
pacTAruBaHue ¢ MOCTOPOHHE! IOMOIIbIO, TACCUBHOE pac-
TATUBAHNE, JAUTEIbHOE BBITSDKEHIE C MCIIOAb30BaHIEM
MIO3MLIMOHMPOBAHM, HIVHIPOBAHNA, 4 TAKXXe OPTe30B U
npmcnoc06neﬂm71 I/ BepTUKAIU3aALNN/CTOAHUA [9, 10,
12, 17-20]. TTo Mepe TOro, Kak 6oan0My CTAaHOBUTCH BCe
CIIO)KHEE CTOATb U XOIUTh, PEKOMEHYETCS MCIONb30BATh
IIpOrpaMMbl BEpTUKaIN3ALNL.

AKTHUBHOE PacTATUBaHUe, AKTYBHOE PacTATUBaHUeE C 1I0-
CTOPOHHEJ IOMOIIbI0 /MM NAacCUBHOE pacTATMBaHME C
1[e/IbI0 IIPeIOTBPAIlleHN UM YMEHbUIEHNA KOHTPAKTYpP Y
60/IbHOTO TO/DKHO BBIIOTHATHCS MUHUMYM 4—6 [JHElT B HeJl
IJIA KaXJIOTO OT/[IeIbHO B3ATOTO CYCTaBa WMIM TPYIIIbI
MblIIL. PacTaruBanue HeEOOXOAMMO BBIIOIHATH KaK JOMa
/WA B LIIKOJIE, TaK M B KIIMHUKE.

PerynsapHoe pacrArupaHue roeHOCTOIIHOIO, KOIEHHOTO
U Ta300e[pPEeHHOr0 CYCTaBOB HEOOXOMAMMO KaK Ha CTafuu
COXPaHHOII CIOCOOHOCTI GONBHOTO K CaMOCTOSATEIBHOMY
HepeBIDKEHNIO, TaK ¥ Ha CTA[IUM YTPAYeHHOI CIIOCOOHO-
CTM K CaMOCTOATeIbHOMY nepenBipkenuro. Ha cragum
yTpadeHHOI CIOCOOHOCTH K CAMOCTOSITE/IBHOMY ILIepelBI-
JKEHUIO JIOIO/THNUTEIBHO BO3HUKAET HEOOXOAMMOCTD B pe-
TyIAPHOM pPaCTATMBAHMM BEPXHUX KOHEYHOCTEN, B TOM
YyCle JIMHHBIX crubaresieil majblieB, a TakKe 3allsACTb,
JIOKTEBOTO U I/IEYeBOTO CYyCTaBOB. JlOIOTHNTENbHbIE 00/Ta-
CTH, KOTOpbIe TPEOYIOT PaCTATMBAHISA, MOTYT OBITH BBISB-
JIeHBI IIPY MHAVBIUAYaIbHOM 00CTIeT0BaHUI 6OIBHOTO.

BcnomoraTtenbHble YCTPOI‘/'ICTBa AnAa KoMmneHcauyvun
YTPa4YeHHbIX ¢yHKI.IVII‘/'| ONOpPHO-ABUraTesibHOro
annapara
Opme3ssbi

C uenpi0 IpefoTBpalleHNsi 06pa3oBaHUsA KOHTPAKTYP
[PUMEHSIOT OPTE3bl B COCTOSHMY TIOKOS, TO3ULMOHNPOBA-
HIf€ CYCTABOB U IPOTrPaMMBbl BepTukamusanuu. Opress ro-
nenb-crona (AFO?), mcnompsyemble B HOYHOE BpeMs,

2Hy>KHO MMeTb BBUJY, YTO BO MHOIMX CTpaHax (Harpyumep, B COelMHEHHOM
Koponesctse) TepmuH «pusnorepanuisi» nogpasymMeBaeT IPex e BCero ak-
THMBHOE ICIIO/Nb30BaHye (GU3IIecKoll peaGuIuTaLyy 1 ayke MaHyaIbHOI
Tepanuy Hapsy C IPUPOAHBIMU U MCKYCCTBEHHO CO3JaHHBIMMU (DUBNYECKI-
M1 paKTOpaMu BO3HEICTBIS (TEIIO, 3/IeKTPUYeCTBO, 1a3epHOe U3ITyYeHNe I
IIp.) A/Is1 BOCCTAHOBJICHNS HAPYILEHWIT B {BUTaTeNnbHOI cdepe (IIpum. ped.).
3AFO (ankle—foot orthosis) — opres Ha romeHocromHslit cycta. KAFO
(knee-ankle—foot orthose) — opres Ha KO/IEHHBIIT U TO/IEHOCTOIIHBIIL CYCTa-
BbL. B pycckosisbryHOIT TepMuHOIOrMI 06e aGOpeBMaTyphI Yallie BCEro mpu-
MeHs0TCs 6e3 epesona (ITpum. nepes).
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MOTYT IIOMOYb HPENOTBPATUTH WM MUHMMUSUPOBATH Y
60/bHOr0 HPOrpeccpoBaHyie SKBUHYCHBIX KOHTPAKTYP;
JICIIOIb30BAHIE 3TIUX OPTE30B OIPABIAHO TAKKe I Ha IIPO-
TsKEHUM BCelt ero xusuu [6, 17-19, 21, 22]. AFO mo/mKHb
OBITb MHAMBUAYAIbHO MOZOOPAHBI M M3TOTOBJIEHDBI Tak,
4TOOBI 06ecrednTb KOMPOPT U ONTUMATbHOE TO3ULINOHN-
pOBaHIe TOMICHOCTOITHOTO CycTaBa. IIpuMeHeHMe OpTe30B
korneHo-roneHb—crona (KAFO* Hampumep, ¢uxcaropos
VIV IIVIH [JIS1 BCEJl HOTH) [ IIPEJOTBPALeHNsT KOHTPaK-
Typ u fiepopMarmit MOXKeT ObITD IIOIe3HO KaK Ha MO3[IHel
CTafMy COXPAHHON CIIOCOGHOCTM K CaMOCTOSITE/IBHOMY
HepeBIDKEHNIO, TAK U Ha paHHel! CTa[{iM yTPadyeHHO CII0-
COOHOCTU K CaMOCTOATENLHOMY IepefiBIKEHIIO, obecIie-
ynMBasg OONBPHOMY BepPTUKAIM3ALMIO U OIpaHMYEHHOe
CaMOCTOATENIbHOE IIePeBIDKEHNE B TEPANEBTIIECKIX Iie-
71X [23], HO MOTYT I/IOXO IIePEHOCUTHCST GOMIBHBIM B HOU-
Hoe Bpems [6]. VcmonmbsoBarne AFO B fHeBHOe BpeMms
MOXeT OBITh OIPABIAHO y GONBHBIX, KOTOPbIE MIOCTOSHHO
HOJIb3YIOTCS KpecTIoM-KaTankoit. [llnHnpoBanye pyk B co-
CTOSTHMY IIOKOA OINPAaBJAaHO Yy OONBHBIX C KOHTPAKTypOil
IUIMHHBIX cCrubaTeeil aablieB.

lMpucnocobneHus 011 sepmukanusayuu

Vcnonp3oBaHMe MACCUBHBIX MPUCIOCOOIEHNIT 1is1 06e-
CrieyeHys BEPTUKAIBHOTO TIOTIOXKEHVIsI/BepTUKAIN3ALUY Y
6OBHBIX 6€3 KOHTPAKTYP WK C JIETKVMY KOHTPAKTypaMu
6enpa, KOTEHHOTO CycTaBa WM TOJEHM SIBISIETCS HEO6X0-
IVMMBIM KaK Ha MO3JHeIl CTafuu COXPAaHEHHON CIOCOOHO-
CTU K CaMOCTOHTeHI)HOMy HepeHBI/I)KeHI/IIO, TaK 1 Ha paHHeIZ
CTaJMi HOTEPU CIOCOGHOCTI K CAMOCTOATEIbHOMY Iepe-
nBokeHno. Kpome Toro, eCTb MHOTO CTOPOHHUKOB TOTO,
94TOGBI IIPOJO/DKATH VICIIONB30BATh NTACCHBHBIE IIPICIIOCO-
Onennst st obecredeHVs] BEPTMKAIBHOIO IIOJIOKEHVIs/
BEPTUKATN3ALNY VI MOTOPU30BAHHbBIE KPEC/Ia-KaTalKu C
BO3MO>XHOCTBIO HOHHQP}K&HI/IH BepTI/IKaHbHOI‘O II0JIOJKEHU A
Ha MO3[HEll CTafuM MOTepy GOMBHBIM CIIOCOGHOCTI K ca-
MOCTOSITE/IBHOMY IIEPENBIDKEHNI0 B TeX CIydYasx, KOrha
KOHTPAKTYPbl He HACTOIbKO BBIP)KEHHBIE, YTOOBI IIPeIIsT-
CTBOBATH HO3VIOHNPOBAHNIO, I B CIIydae, eCu 6OIbHbIE
YYBCTBYIOT Ce0s1 KOM(OPTHO IPK VICIOIb30BAHUY JAaHHBIX
npucnocobnennii [24].

Xl/lpyprvmeCKoe BMellaTenbCTBO Npn
KOHTPaKTypaxX HMKHUX KOHeYyHocTemn

B HacTosLIee BpeMs He CYLIECTBYET TAKMX CHUTYaLMIi,
OpM KOTOPBIX XUPYPrudeckoe JedeHMe KOHTPAKTYp
HIDKHUX KOHEYHOCTel ObUIO Gbl BCErga OJHO3HAYHO I10-
KaszaHo. I/ TexX c/y4aeB, KOIZla, HECMOTPsI Ha BbINOJIHE-
HYe YIpaXHEHMII 10 MOJJepXKaHMo 00beMa ABVDKEHUI
U LIVHUPOBaHME, Y OONBHOTO BBLIAB/AIOT KOHTPAKTYpBI
HIDKHIX KOHEYHOCTENL, CYLIeCTBYIOT OIIpefie/ieHHbIe CIje-
HApUM, IPY KOTOPHIX MOXKET OBITH PACCMOTPEH BApPUAHT
IPOBefeHNsI XMPYPIUIeCKOro BMeUIaTenbcTBa [15, 25—
32]. B Takmx crydasx HOAXO[ ZO/DKEH ObITh CTPOTO MH-
IVIBULYATbHBIM.

Yarire Bcero XMpypruyeckoil KOppeKIum 1 gaxe mocye-
AYIOIEMY OPTe3MPOBAHNIO/IIMHIPOBAHNIO HOAIEXAT TO-

*Cm. cHOCKY 3 (IIpum. nepes).
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JICHOCTOIIHBIE CYCTaBBI U, B HECKOJIbKO MEHbIIIEN CTEIIEHI,
KOJICHHBIE CYCTaBBI. BefIpeHHBIIl CyCcTaB IUIOXO pearupyer
Ha XMPYprudyeckoe BMeIIATeNbCTBO, HAIIPaBIeHHOE Ha
yCTpaHeHue (GpUKCUPOBAHHBIX (IEKCUOHHBIX KOHTPAKTYP,
U He MOXKeT OBITb IMOABEPTHYT 3P HeKTUBHOMY OpPTe3UpPO-
BaHMIO/ IUVHNPOBaHNIO. XUPYprudeckoe BHICBOOOKIeHME/
yCTpaHeHUe WM YIIMHEHNe ITOSCHUYHO-TIOAB3IONIHON
MBIIIIBI M ApYruX crubarerneit Gempa MoryT emje 6oree
0C/IabUTH STV MBILIIIBI U IPUBECTY K TIOTEPE GOIBHBIM CIIO-
COOHOCTU XOINTD, AaXKe IpPU YCTPAHEHUM KOHTPAaKTyp. Y
6O/IbHBIX, CIIOCOOHBIX K CaMOCTOSTEIbHOMY IIepefBIIKe-
HUI0, fepopmanus 6efpa 4acTo KOPPUIHMPYETCsi CAMOCTOSI-
TEIbHO, KOIZiA KOJIEHHBle U TOJIEHOCTOIHbIE CYCTaBbI
YHAeTCs BEPHYTb B HOPMaJIbHOE IIOTIOXKEHe/BBIIPSAMNTD;
9TO CBSI3AHO C TeM, 4TO OefpeHHas (PIeKCus 1 MOsCHIIHBII
JIOpA03 MOTYT MMETb KOMIIEHCATODHbII XapakTep M He
HY>KaTbCsI B KOPPEKLIMIL.

B Hacrosilee BpeMs CyIeCTBYIOT pasHOOOpasHble Xu-
pyprudeckye mOfXO/bl, OFHAKO HYI OJMH M3 HUX He MOXET
6BbITh PEKOMEHIOBAH C OO/IBIINM IPEANOYTEHIEM YeM [IPY-
rue. Bei6op BapraHTa OllepaTMBHOTIO JiedeHusA OyeT 3aBu-
CeTb OT MHVIBU/Iya/IbHBIX 00CTOATENIBCTB, OfIHAKO BAXKHYIO
pO/b MOXKeT mMrparh TOT (GaKT, Ha Kakoil cragmu 3abose-
BaHMs MPOBOJAUTH XUPYPIUIECKOE BMELIATEIbCTBO, — C
COXPaHHON MM yTPayeHHOI CIOCOOHOCTBIO K CaMOCTOSI-
TEIbHOMY IIepeJBYDKEHMIO.

PaHHAA CTagnA COXPAHHON CNOCOGHOCTN
K CaMOCTOATe/IbHOMY Nnepe/BMKeHNI0

Jlo HacTosIIero BpeMeH! MPORO/DKAIT IIPOBOJUTH BMe-
IIaTe/IbCTBA, HAaIlpaBjIeHHbIe Ha 60pbOy ¢ PAaHHUMIM KOHT-
PaKTypaMy, BKIOYas yAJIMHEHUE IMATOYHOTO CYXOXKIIVA
(ax//UIoOBa CYXOXKIINSI) HPM SKBUHYCHBIX KOHTPAKTYpax,
VIUIMHEHMe IOJKOMIEHHOTO CYXOXKWINS IpU (HIEKCOPHBIX
KOHTPAKTypax KOJIEHHOTO CyCTaBa, BBICBOOOX[EHIUe IIe-
penHeit 6epeHHOI MBILILBI IPU (IEKCOPHBIX KOHTPAKTY-
pax 6enpa 1 axke MCCedeHUe MINOTHOMAIBHOTO TSKa IpU
abIyKTOPHBIX KOHTpaKTypax Oefpa y OONbHBIX 4-7 neT
[25, 26]. HekoTOpble KIMHUKIY [faXke PeKOMEHAYIOT BBIIION-
HATD TaKle BMeIIATe/NbCTBA O Pa3BUTIS KOHTPAKTYP [25,
26]. Onnako ator noaxon 6sU1 paspaboran 20—25 et Ha-
3ajl, KaK IOMBITKA COaTaHCHPOBATh MYCKY/NIATypPy HIPH XO-
polreil MbINIeYHON Cute [25], ¥ B HAcTOsLiee BpeMs
IIPOKO He IPAKTUKYeTCH, XOTsA MO-TIPeKHEMY Y Hero eCThb
CBOVI CTOPOHHVIKIL.

MpomexxyTouHaa cTapnAa coxpaHeHHOMN
CMOCOGHOCTM K CAaMOCTOATENIbHOMY
nepeaBmKeHNI0

BMermrarenbcTBa Ha 9TOV CTAfyy HAIpaB/IeHb HA IPOJ-
JIeHUe CIIOCOOHOCTH 6O/IBHOTO K CAMOCTOATEIbHOMY Iepe-
JOBVDKEHUIO, TAaK KaK UISMEHECHHDBIC KOHTpaKTypaMI/I CyCTaBI)I
MOFyT OI‘paHI/I‘{I/IBaTb CHOCO6HOCTb K XOXIOECHUIO, [Oa>Ke
eC/ B 1IEJIOM MYCKy/IaTypa KOHEYHOCTell obmagaer ho-
cTatouHoil cuytoit. CyIjecTBYIOT [OKa3aTelbCcTBa, II03BO-
JISAIOIYIE TIPENIIONIOKUTD, YTO CIIOCOOHOCTD K XOXKEHMIO
MOXeT ObITh IpOf/IeHa Ha 1-3 roma 6marogapst Xupyp-
TMYeCKOMY BMeIIaTenscTBy [15, 25-27, 30-32]. Onnako

CTIOXHO JOCTUYb KOHCEHCYCa B OTHOIICHMM IPOBENeHINA
XUPYPrUIecKoll KOPPEKIMI KOHTPAKTYP C LIe/IbI0 IIPOJIIe-
HUS CIIOCOOHOCTM K CaMOCTOSATEIBHOMY IIepelBIDKEHNIO,
IIOCKO/IBKY C/IOKHO OOBEKTMBHO OLICHNUTH IIOTyIeHHBIE
pesynbraTel. HeomepupoBanHble 60/bHbIE, KOTOPBIE He HO-
JTy4al0T KOPTMKOCTEPOMMBI, MOIYT IIOTEPATb CIIOCOOHOCTD
K CaAMOCTOATEIbHOMY ITIepefIBIDKEHNUIO B TI060M BO3pacTe.
CrnenoBaTenbHO, UCIONb30BAHNE CPEJHETO BO3PACTa, KaK
KPUTEpUA CPaBHUTEIBHOIN OLEHK!U OIPEee/IeHHOIO BMe-
IIaTe/bCTBA, CTATUCTIYECKN HEPEIEBAHTHO B TeX CIy4asdx,
KOIJla CpaBHMBAETCs HeOO/bLIOE KOMNYECTBO OONBHBIX.
Mbl OOHapY)XIIM, YTO JIMAIIb He3HAUMTeIbHOE KOJIMYe-
CTBO paboT MOCBAIIEHbI TOMY GaKTY, YTO CIOCOOHOCTD K
CaMOCTOATEIBHOMY IIePEIBIDKEHMIO CKOpee IIOCTENeHHO
CHIDKAETCsI Ha IPOTsDKEHNN 1-2 JIeT, YeM BHEe3aIHo yTpa-
4yyBaercA. JTO 3aTPYAHAET OLEHKY IPOJ/IEHUA CIIOCOOHO-
CTU 6O/IPHOTO XONUTH B CTydae HMPOBefeHNsI KaKOTo-1mu60
OIIpefie/IeHHOTO BMeIlaTeNbcTBa. [IpojieHne cnocobHocTn
K CaMOCTOATEIbHOMY IePeBIDKEHMIO 32 CUeT MCIIONb30Ba-
HMA KOPTUKOCTEPOU/IOB B HACTOAIIVII MOMEHT ellje 6oree
YBE/IMYMBAET HEONPENe/IeHHOCTb B OTHOIIEHUM LIEeHHOCTHU
XUPYPIUIECKUX BMEIIATeNIbCTB II0 MOBOAY KOHTPAKTYp. C
Y9eTOM BbILIECKA3aHHOTO MOXXHO IIPeIIOXKUTD OIpeNIe/eH-
Hble peKOMeHJALNY, KOTOpble HaIlPaBjIeHbl Ha IPOJ/IeHNe
Ieproja XofabObl BHE 3aBUCHMMOCTHU OT KOPTHKOCTEPOUJ-
HOJT Tepanuu. JJo MPUHATHA PeIleHNs O NPOBENEHUN XI-
PYPIUYecKoro BMeLIAaTeIbCTBA HEOOXOAMMO INPUHATH BO
BHIJMaHIIe MBIIIEYHYIO CUTY I 00beM ABIDKEHMIT B KOXKIOM
OT/Ie/IbHO B3TOM CYCTaBe.

ITomxoabl K XMPYPIUUeCcKIM BMeLIaTeIbCTBAM Ha HVYDKHIX
KOHEYHOCT/IX, HallpaBJIeHHbIe Ha HOJep>KaHye CIOCOOHO-
CTU XOJMTb, BKITIOYAIOT OMIaTepalbHble MHOTOYPOBHEBBIE
BMenIaTenbCTBa (6eIpo—KoIeHO—ToIeHb 1160 KOTIEHO—TO-
JIeHb), OmarepanbHble OJHOYpPOBHEBbIE BMEIIATENbCTBA
(rormeHb) 1, peaKo, yHIIaTepaJIbHble OFHOYPOBHEBbIE BMe-
HIaTe/nbCTBa (FOJMEHb) IPU ACUMMETPUYHOM BOBJICYEHUM
[15, 25-32]. K omepaTuBHBIM BMeLIATENbCTBAM OTHOCUTCS
YIUIHEHME CYXO)XIIVA, NepeMelleHIe CYXOXIINA, TeH-
moroMus (paccedeHue CyXOXKIIMA) HAPAAY C BBICBOOOXK-
IeHyeM cycTaBa u3 GpuOpPO3HBIX KOHTPAKTYp (TOTeHb) WIn
yhaZeHneM IVIOTHBIX (GuOPO3HBIX TsDKeil (MIMOTHOMAID-
HBIJI TSDK Ha JIaTepajIbHOM MOBEPXHOCTU OT Ta300edpeH-
HOTO CycTaBa Ji0 KojmeHa). OHOypOBHEBOE OIlepaTMBHOE
BMeIIATeNIbCTBO (HaNpuMep, KOPPEKIUA 3KBUHYCHOM Je-
dopmanyn cromer >20°) He MOKa3aHO, ecn (reKCOpHbIe
KOHTPAKTYPbl KOJIEHHBIX CycTaBoB 10° miu 6oree, a cuma
KBajpulienca — % oT MCXOIHON MM MeHee. DKBMHYCHas
medopmanusa cTombl (XOXJAeHMe Ha HOCOYKAX) M Bapyc-
Hble fgedopManuy (BbIpaKeHHAsi MHBEPCHUs) MOTYT ObITh
CKOPPEKTMPOBAHbI IOCPEINCTBOM YIIMHEHMA IIATOYHOTO
CYXOXIIUA ¥ HePeHOCa CyXOXKUIMA 3afjHell Oonburebep-
L[OBOJI MBILIIBI Yepe3 MeXKOCTHYI0 MeMOpaHy Ha 0pcoJIa-
TepaIbHYI0 CTOPOHY CTOIIBI C LI€/IbI0 CMEHBI IIOfOLIBEHHOIT
drexcun-nHBepcuy, obecrednBaeMoit GpyHKIe 3a/jHel
6071b11e0epIIOBOIl MBIIIIE, Ha OPCUQIEKCUIO-9BEPCHIO
[15, 27-29, 32]. YanuHeHMe MOIKOIEHHOTO CyXOXXnnus, B
1[e/I0M, HEOOXOIMMO B CIIy4ae, ec/u (IeKCOpHast KOHTpakK-
Typa KoJIeHa TIpeBbInraeT 15°.
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Ilocne ypanuHEHMA M TIEPEHOCA CYXOXMIUA MOXKET
BO3HUKHYTb HEOOXONUMOCTb B IIOC/IEONepaIYIOHHOM
TMIICOBAHVN/IINHUPOBAHNM — 3Ty BO3MOXHOCTD
ClIefyeT NeTalbHO PACCMOTPETh ellje 4O IMPOBEJeHUS
omepanuu. Ilocre TeHOTOMUN HEOOXOZMMOCTb B IIO-
C/IeOTIePALMIOHHOM TUIICOBAHUM/IIVHUPOBAHUU BO3-
HUKaeT Bcerfa. Ecnu xmpyprudyeckoe BMeIIaTeNbCTBO
BBITIOJTHEHO C I[e/IbI0 COXPAHEHNA CIIOCOOHOCTI XOIUTD,
He0OXOAMMO, 4YTOOBI MALMEHT Hadaja JBUIATLCA IpPU
[IOMOIIM HPUCIOCOOMEHNsT /sl XOAbOBI VINM KOCTHI-
Jiell Ha IePBbI UM BTOPOI JeHb IOC/e OIePaluu /s
IpefoTBpallleHns HajbHelllell aTpoduy BCIeACTBHUE
6e3feiicTBUA MBI, HIDKHMX KoHewHocTelr. ITocre
XMPYPIUYECKOTO BMeEIIATeNbCTBA OOMBHON JJOTKEH
IMpOAO/KATh XOANTh Ha NMPOTSKEHUNM BCETO Mepropa
MMMOOMIN3ALNY KOHEUYHOCTY ¥ peabuIuTanuy mocie
cuATHA rumnca. Heo6xoamMa CKOOpAMHUPOBAaHHAs pa-
60Ta KOMaH/bl OIIBITHBIX CIEL[MAINCTOB, COCTOAIEI U3
XUpYpra-opTomesa, peabuanTonora 1 CrennanucTa mo
U3TOTOBJIEHNIO OPTE30B.

Mo3pHAA cTaguA cCOXpaHHOI CNOCOGHOCTM
K CAaMOCTOATE/IbHOMY NnepeaBuKeHNIo

Hecmorpst Ha MHOroOGeIaoN e IpeBAPUTEIbHbIE Pe-
symbrathl [30-32], Xmpyprudeckue BMelIaTe/lbCcTBA Ha
HIO3/THEIl CTaJyl COXPAHHOI CIIOCOOHOCTM OOMBHOTO K Ca-
MOCTOATETbHOMY IEPEIBVYIKEHMIO B LIeIOM IIPOJEMOHCTPH -
poBamu CBOK Hed()(HEKTMBHOCTb M JIMLIb 3aTPYAHANN
OLIEHKY IPEeNMYIeCTB, KOTOPbIe JAI0T 60/Iee CBOEBPEMeH-
Hbl€ Y PAaHHJ€ BMeIIaTeNbCTBA.

PaHHAA cTapusa yTpaueHHOoI Cnoco6HOCTH
K CAaMOCTOATENIbHOMY NnepeaBIKeHNIo

B panHeil cTajuy yTpayeHHO! CIHOCOOHOCTM K CaMo-
CTOf{TeHI)HOMy Hepe,[[BI/[)KeHI/IIO B HeKOTOprX KJIMHUKAX
6OJIbHBIM BBIIOHAIOT PaCIIPEHHbIE XUPYPrUYecKiie BMe-
IIaTeTbCTBA B OTHOLIEHNY HVDKHUX KOHEYHOCTEN U TUTICO-
BaHJe/IIVHUPOBaHIE C [1e/IbI0 BOCCTAHOBUTD CIIOCOOHOCTD
K CaMOCTOATE/IbHOMY HEePeBIDKEHNIO B IIpefieNiax 3—6 Mec
[oCIe ToTepu Crocob6HoCT XoauTh. ORHAKO, B LIE/IOM,
9TOT NOAXO0T HeaPEKTHBEH, U €ro IPUMEHEHE B HACTOS -
1jee BpeMsi He CUUTAIOT 11€71eCO0OPasHBIM.

Mo3pgHAA cTafnA yTpayeHHOoI CNOCOGHOCTY
K CaMOCTOATEeIbHOMY nepeaBumXeHuo
Berpakennste, 6omee 30°, okBuHyCHble Hedopmarum
CTOIBI MOTYT OBITH CKOPPEKTUPOBAHBI IIyTeM Y/IMHEHIS
IIATOYHOTO CYXOXKWIVMsI VUIM TEHOTOMMM, a BapyCHbIe Jie-
¢dopmanmy (ecnu TakoBble MMEIOTCS) KOPPUIMPYIOT M-
TeM IepeMelleHNs CYXOKIIUA 3ajjHell 60ple6epoBoit
MBIIIIBI, €r0 YA/IMHEeHneM Wi TeHotomuei. ITogoOHoe
BMEIIATE/TbCTBO BBINIONHACTCA J/I yCTpaHeHMsA crerdu-
YeCKUX CUMITOMATUYECKUX HAapYIIeHWT, OOBIHO A/ 06-
JerdeHysi 60N M CHATYUS HAIPsDKEHMs, 1 0becredeHust
60/IbHOMY BO3MO>XKHOCTY HOCUTD 00YBb, a TAK)Ke MIPABIUIIb-
HO pasMelaTh HOTM Ha IIOfCTaBKaX Kpecia-KaTanku [27,
28]. TakuM 06pa3oM, 9TOT IIOAXOf, He PeKOMEHAYETCs s
PYTVMHHOTO IPMMEHEHNS Ha IIPaKTHUKe.
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AFO He mokasaHbl [/ UCIIONb30BAHMS Ha CTAUM CO-
XPAHHOII CIIOCOOHOCTM OGONBHOTO K CaMOCTOATETBHOMY
HepPelBIDKEHNIO, TIOCKOTIbKY OOBIYHO OHM OTPAHUYMBAIOT
KOMITICHCATOPHbIE [BJDKEHNs, KOTOPble HeOOXOMMMBI M
9bPEKTUBHOTO CAMOCTOATEIBHOTO TIePeNIBIDKEHN, CO3/a-
IOT JIOIIOJTHUTEIbHYIO HarPy3Ky BECOM, YTO MOXKET 3aTPY/i-
HATD IepefBIDKeHMe OONBbHOTO, a TAKXKe YCIOKHATb €ro
Nof’beM C Ioja. B mepuon mo3jgHen cTagum COXpaHeHHOI
CIIOCOOHOCTH K CAMOCTOATENbHOMY Nepefpikenmo KAFO
¢ GUKCHPOBaHHBIM KOTEHHBIM CYCTABOM MOTYT IIPOI/INTD
HIepUOJ] CAMOCTOATENHLHOTO TIePeIBVKEHNA, HO UX MCIIOIb-
30BaHIE He PAaclieHNBAeTCA KaK HeoOXoiMoe.

Vcnonb3oBaHue JIETKOBECHOTO PYYHOTO IIPUCIOCOOIIe-
HUA JUIA NIE€PEIBVDKEHNA Ha PaHHei CTafuy COXPaHEeHHOM
CIIOCOOHOCTM K CAMOCTOATEIbHOMY IEePeIBIDKEHNIO ABJIA-
eTCs LeIeCOOOPasHbIM, IIOCKOTIbKY IIO3BOJIAET PeOeHKY
CIIPABJIATBCA C CUTYALMAMH, KOTOPble TPeOYIOT IepefBy-
>KEHIA Ha 6OJIbIINe NUCTAHLIUN Vi IIPEBBIIAIOT BO3MOYKHO-
ctn peberka. Ha mospHeit craguu cCOXpaHHOI COCOOHOCTI
K CaMOCTOATENbHOMY IIepPeBIDKEHUI0 HEOOXOAVMMBIM SB-
JIIeTCA MCIIONb30BaHME Y/IbTPATIETKMX PYYHBIX Kpeces-
KOJIACOK, OCHAIIEHHBIX >KeCTKUM CHUIEHMEM U CIIMHKOIL,
6marofapst KOTOPBIM Y 60TLHOTO HOJIEP>KIBACTCA CHMMe-
TPUYHOCTL TIO3BOHOYHMKA I HEWTpPaJbHOE IIONIOXKEHMe
HIDKHIX KOHeYHOCTeil (HeoO6XomuMo, dYTOOBI Kpecmo-
KOJISICKa 6bII0 060PYZOBAHO PA3BIDKHBIMI OIIOPAMI [IsL
Hor). Ha panHelt cTagnu yTpadyeHHOI CIOCOOGHOCTH K ca-
MOCTOATE/IbHOMY IIePelBVYYKEHNIO PyYHOE KPec/lIo-KaTaiKa
C MHAVBNYaTbHO TOJOOPAHHBIM CHUIeHIEM ¥ BO3MOXKHO-
CTBIO PETyMPOBKM YITIa HAK/IOHA CIIMHKY MOXET CIIYKUTD
B Ka4eCTBe HeOOXO[VIMOTO TOTIOTHEH VA K MOTOPU3MPOBaH-
HOMY Kpec/Ty-KaTaJKe.

ITo Mepe 0611ero CHIDKEHMsI BO3SMOXKHOCTHU K II€peBH-
JKEHMIO y OOJNBbHOTO, CIefyeT OTHaBaTh INpeIIOodYTeHNue
MOTOPM3MPOBAHHOMY Kpeciy-KaTayke. CefloBaTebHO, I0-
CTaBIIMKM peabVINTALMIOHHOIO 000PY/I0BaHNA K Hadaslb-
HOJ1 KOHUTYpaLuy MOTOPM30BaHHOTO KpeC/Ia-KaTalKu Bce
Yale PeKOMEHAYIOT JOIOTHUTEIbHbIE TIPUCIIOCOOTEHNA €
MOTOPM30BAaHHOM HAaCTPOMKONM IIONIOXKEHUA U MHAUBUY-
aJIbHOIL PETryINMPOBKOI CUAEHNS, KOTOPble BKIIOYaIN Obl
HOJITO/IOBHMK, KECTKOE CHJIeHMe I CIVMHKY, OIIOPbI /A /Ia-
TepaIbHON (VKCAIMY TYTOBUIIA, MEXaHM3MBI JIS PETY/IN-
POBKU yITIOB HAK/IOHA CIIMHKY KPec/ia, BBICOTBI CUAEHNA U
[IOfIbeMa OIIOp JIsl HOT (C OTKUHBIMM (B CTOPOHBI, BBEPX I
BHI3) HO>KHBIMIL OIOPAMI /IS O0/Ierd9e sl epeMele s
60/IbHOTO B Kpec/o U 13 Hero). HekoTopble peKOMeHAYIOT
Kpec/a ¢ MOTOPU3MPOBAHHBIM IIO/IbeMOM TY/IOBMIIA B Bep-
THUKAJIbHOE 110710KeHNe. JIonomHnTeIbHbIe MHANBUYaTbHO
nopo6paHHbIe MOAM(UKALIMM /IS KpecIa MOTYT IIPefiCTaB-
JATb co60I MOAYIIKY, CHIDKAIOIE JaBjIeH)e Ha TO/NOBY,
HAIPaB/IAOLIIe YCTPOICTBA /s Oefiep 1 OTKUIHBIE afayK-
TOPBI /IS KOJIEHet.

ITo Mepe CHVDKEHM:A CUIIBI BEPXHMX KOHEYHOCTEH He-
00X0aMMO 00pamatbcsi K CIELVAINCTy IO peabummura-
LVIOHHOMY OOOpY[IOBaHMIO C II€/IbI0 BBIOOpa METOJOB,
KOMIIEHCUPYIOLIMX YTPAaTy GYHKIUM PYK — KOMIIBIOTEp-
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HBIX WM HepudepudecKnx yCTPOICTB yIpaBIeHNs, TAKUX
KaK CHCTeMa YIpaB/IeHVs IIPK ITOMOIIY KacaHUs S3bIKOM,
yIIpaB/ieHye TPy HOMOLIM OffHOJ KHOIKM M aBTOMaTude-
CKM IepeMelIaloIierocss Kypcopa, MHQpaKpacHas ykaska
JWIN yIIpaBjIeHue B3rigoM [33-35].

Jpyrue npucriocobmeHus s afanTanym, KOTopble pu-
MEHSIOT Ha MO3JIHel CTa/iy COXPAHEHHOII CIIOCOOHOCTH K
CaMOCTOATEIPHOMY TePENBIDKEHNUIO U Ha PYTUX CTAfUAX
C YTpadeHHOI CIIOCOOHOCTBIO K CAMOCTOATEIbHOMY Iepe-
IBIDKEHUIO, MOTYT BK/IIOYATh B ce0s mogHmuMaromuiicsa (e-
PEHOCHBII) HaKOJIEHHBIIT HOFHOC C PUKCUPOBAHHBIM CHU3Y

cnaboctb

Tepanua roKoKop-
TMKOMAAMM

Kotopblie
NPUBOAAT K:

nepenomam
(BNVHHBIX KOCTENn
1 MO3BOHKOB)

ocTeoneHun

ocTeonoposy

Knupockonmosy

6011 B KOCTAX

CHVDKEHMIO KauecTBa
KU3HM 6ONBHOTO

« llenoyHas dpocdartasa

«YposeHb 25-OH
ButammHa D (B
BeCeHHUIA Nnepuoa nnn

Mpo6nembl, cBA3aH- p y ANA ycT BMellaTenb-
Hble C COC coc KOCTHOVI TKaHW CTBa, HanpaBJieHHble Ha
KOCTHOV TKaHU ynyuLieHne COCTOAHNA
KOCTHOM TKaHu

®dakTopbl, Mpen. n Knp B
B OCHOBeE Hapy patop y TeNbCcTBa
HUIi coC nce nccnefoBaHMNin KOCTHOM
KOCTHOVI TKaHu TKaHu*
MoHWKeHHas CbIBOPOTKa KPOBU A3PA ckaHuposaHme’ Butamun D
NOABUXHOCTb .

« Kanbuwin « WicxopHoe nccneposaHve «MNpwn gokasaHHOM
MbliweyHas « Docdatbl npoBoaAT: nedunyute BuTammHa D

y 60MbHbIX B BO3pacTe

3 net u crapuie;

nepep Havyanom Tepanun
MIOKOKOPTUKOMAAMU.

Heobxoaumo ero
HasHaueHue B KauecTse
neyeHus

« Bcem getam B cnyyasx,

2 pasa B rop) « [oBTOPAIOT eXerogHo y Koraa He yfaetca
« Paccmotpetb 60bHBIX FPYNMbl PUCKa: nojAAepXnBaTh
HEeobXoAVNMOCTb: Cnepenomamu B HOPMarbHbIl ypoBeHb
MarHuii n yposeb MTI aHaMHese; BuTamunHa D,
nonyyarnLmx paccmoTpeTb
Moua MIOKOKOPTUKONAbI B HeobXoANMOCTb
TeyeHue AnNUTeNbHOro Ha3HauyeHus BUTaMMHa
« Kanbuuin (Ha npegmet BpeMeHU; D B KauecTse
KanbLuitypun) npu BennuMHe AOMONHEHNs! K
+ Harpui Z-nokasatens nocTynaioemy
+ KpeatuHun J[I9PA <-2 c nuiwen
PeHTreHorpadpusa o
nossououupmz* Kanoymit

« Ecnv npu knuHuyeckom
ob6cneaoBaHNN MK B
X0fie NeYeHNA BbiABNEH
Kundockonmos

« Mpy Hanuuum xanob Ha
6011b B CMIVHE C Lienbio
BbIABNEHUA
KOMMPEeCCYOHHOTO
nepenoma No3BoHKa

« MoTpebrenue Kanbuyus
1 BO3MOXHOE ero
AONOsHUTENbHOE
Ha3HaueHue JOMIKHO
OCYLECTBAATLCA NOCTE
KOHCynbTauum
C AMeTONoroM

OnpepeneHne KOCTHOro
BO3pacTa (peHTreHo-
rpaMma nieBoro
3anacTba)’

[InA oueHKu 3aaepxKn
pocTa (y 60nbHbIX, Kak
nofyyaloLnx, Tak 1 He
Oy YaIoLLNX FIOKOKOP-
TUKOWAbI)

Bucdocponatbi

« HasHaueHue
BHYTPUBEHHO NOKa3aHo
npw nepenome
MO3BOHKOB

« HasHaueHue
nepopanbHo C Liebio
neyeHns nnu
npodunakTukn
0CTaeTCA CNOPHbIM

Puc. 1. TakTKa BeieHVA B OTHOLUEHWU COCTOAHUA KOCTHOW TKaHN
NHdopmauma, npeAcTaBneHHas Ha 3TOM PUCYHKe, NMOy4YeHa He C MOMOLLbIO MEeTOAa onpeaeneHuns
Lienecoobpa3HOCTH OLEHOK MV BMELLIATENbCTB, pa3paboTaHHoro Kopnopauviein RAND n
Kanndopruitckum yHnsepcutetom (Jloc-Anpxenec) (RAND Corporation-University of California Los
Angeles Appropriateness Method), a uckniounTensHo B pesynbTaTe 06CYKAEHUA AAHHOTO BONpoca
aKkcneptamu. I3PA — fiByXaHepreTuyeckas peHTreHoBcKas abcopbumometpus. MTI — napatrpeongHbin
FOPMOH. *Bce oLieHKM U306pakeHNI JOMKHbI BbIMOMHATLCA B YUPEXAEHNN, CNTOCOOHOM MPOBOANTL
TaKu1e NCCnefoBaHNA U MHTEPNPETUPOBATb NOJTyYeHHble pe3ynbTaTbl C y4eTOM Bo3pacTa 60/1bHOrO.
TO3PA — nyywwmi (Mo cpaBHEHNIO C 06bIYHON peHTreHorpadvein) METOA AN BbIBEHVS OCTEONEHNN
nnu octeonoposa. Pesynbratbl [1SPA ana oLeHKn MUHEPanbHOro CoflepXKaHnsA KOCTen Uin coctasa Tena
HeobXOAVMMO NHTEPNPETUPOBATb Ha OCHOBaHMM Z-MOKa3aTens y feTell 1 T-nokasaTensa y B3pocsbix

(B CpaBHEHWV C KOHTPOJBLHON FPYNMNON COOTBETCTBYIOLEro BO3pacTa 1 nona). *PeHTreHorpadus
MO3BOHOUHWKa (3aAHAA/NepeaHAn 1 60KoBasA NPOEKLM) MPYMEHAETCA NPU HaNMYKMM CKONNO3a, 60nn B
KOCTAX 1 KOMNPECCMOHHbIX NepenomoB. [peanoUTnTeNIbHO NPOBOANTL €€ B MONOXEHUM CTOA, 0CO6EHHO
eCNN KNMHUYECKUM NPOoABNeHreM ABNiAeTca 60b B KocTax. OaHaKo, nonesHas MHGopmaLima MOXeT 6biTb
nonyyeHa Npu NPoBeAeHNIN NCCNeA0BaHNA B NMONOXKEHNN CUAA — Y GONbHDBIX, KOTOPbIE He CMOCOOHbI
BblAEPKMBATb HAarpy3Ky BECOM B MOJNOXeHMM CToA. *OnpefeneHne KOCTHOro BO3pacTa OMKHO
BbIMOSTHATLCA Y 6OMBHBIX C 33fiePXKKOi POCTa (POCT <5% nepueHTUNA ANA AaHHOTO BO3pacTa Uin
nokasatesib JIMHENHOTO POCTa COMHUTESNbHBIN). MK HANUUYMKN OTKNOHEHNA OT HOPMbI (>2 CTaHAAPTHbIX
OTKIOHEHWIA HVXKE CPeIHEro 3HaUYeHNA) HeOOXOAMMO HanpaBeHne K AeTCKOMY SHAOKPUHOOTY.
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HAIOTHNUTEIeM, MOJIeTMPYIoM (GopMy HOfIeXalleit Ho-
BEPXHOCTH, IIUTbEBas CUCTEMA I INThs €3 y4acTus pyk
U/MM Bpalalomniica CTOMMK (IOKasaH B CIy4ae, eciyn
60/IbHOIT He MOXKET MOJJHECTHU PYKY KO PTY, WU €CIM CHIa
ero Ouierica MeHee ¥s OT MCXOJHOI), aBTOMaTUYECKN pe-
ruaupyeMas 1o BbICOTe€ KPOBaTb, OCHALlEHHAsA IOMYLIKON
WM MaTpPacoM IS CHATUA IaBJeHUs Ha TOJIOBY M IIO3BO-
HOYHYVK, IIPUCIIOCOOIEHNS I KyIaHus U 000pyfoBaHIe
I/ BaHHBIX KOMHAT U YCTPOJCTBA A TPaHCIOPTUPOB-
K1 6O/IPHOTO, B TOM YNCTIe TUAPABINYECKNIl IO bEMHIIK,
MeXaTaxXHbIT mudT (1ebenKa), TPOCHL /I COCKaTb3bIBa-
HUSI/CIIyCKA U [IpyTHe MPUCIOCOOIEHNs I YIpaBIeHNs
OKpY>Kalolllell CPeJioil.

PekomeHpauny B OTHOWEHUN GpU3NUYECKNX
Harpysok

Cy1iiecTByeT OrpaHMYeHHOE KOMIMIECTBO JICCIe[OBAHMIL,
IIOCBSILCHHBIX M3y4eHUIO BOIIPOCA O THIIE, YaCTOTe ¥ MH-
TEHCMBHOCTY (DU3MYECKMX HArpPy30K, KOTOPbIE ABJIAIOTCA
onuManbHbiMu ipu MJIJT [36—48]. Muorne pekomeHza-
LM OCHOBAHbI Ha 0011e113BeCTHOI MATOGU3OIOTUY U MC-
C/IelOBAaHUAX Ha J>KMBOTHBIX, KOTOpPbIE JIeMOHCTPUPYIOT
MHAYLUPYeMOe COKpalljeHIeM IIOBPEXX/eHIe MBIIII[bI TIPU
puctpoduHonarusx [49].

HekoTopble KIMHULUCTBI PEKOMEHAYIOT IPUAEPKN-
BaTbCS CyOMAKCUMaIBHOTO YPOBHS a9POOHBIX HArpysok/
CyOMaKCUMa/IbHOII MBIIIEYHON aKTMBHOCTY, OCOOEHHO
Ha paHHell CTaguu pasBUTHs 3ab0/MeBaHNs, KOIKA OCTa-
TOYHasI CUJIA BbIlIE, B TO BpeMs KaK APYyTiue aKIeHTUPYIOT
BHIJIMaHJe Ha HeOOXOIMMOCTH 136eTaTh IepeHapsDKeHIs
U IepeyTOMIIEHNs, KOTOpble BBI3BIBAIOT CMabocTh [44].
CuoBas TpeHMPOBKA BBICOKMM COIIPOTHBJICHUEM U 9KC-
LIEHTpUYecKre YIpaKHeHNA HelleecooOpasHbl Ha IIpo-
TSDKEHUM BCell )KM3HU OOJIBHOTO B CBSA3YM C OHACHOCTDIO
BBI3BIBAEMOIO COKpAIL[eHJeM MOBPEKAEHNUs MBIIIEYHO-
ro BOJIOKHA. Bo usbexxaHue arpoduu BcmencTBue 6es-
JEICTBMA MBIIII, a TAKKe PA3BUTHUA APYIUMX BTOPUYHBIX
OCJIOKHEHUIT, KOTOPble OTMeYaloTCs P OTCYTCTBUM (u-
3MYECKOI aKTUBHOCTMU, HEOOXOAMMO, YTOOBI BCE MaJIbuM-
KI, CIIOCOOHBIE K CAMOCTOATENbHOMY IIepeIBIKEHNIO, VTN
Ma/IbIMKI Ha PaHHe CTafuy IOTepU CIOCOOHOCTHU K ca-
MOCTOSITE/IBHOMY IIepefBIDKEHNIO Pery/LIPHO 3aHNMAJINCh
YKpeIIeHNeM MBI B CyOMaKCMManbHOM (JIeTKOM) pe-
KMMe, B TOM YJCJIe BBIIOTHANN KOMIIEKC YIIPa>KHEHUIT B
6acceifHe U IPyIIIOBbIe BOCCTAHABIMBAIOIINE YIPKHEHNA
peKpealyiOHHOI HalpaBlIeHHOCTU. IInaBaHume, KOTopoe
MOXeT IPMHOCUTD IIO/b3y GONBbHOMY 67aromapsi aspo6-
HOMY XapaKTepy HAarpysku U TPEHUPOBKe pPeCIpaTop-
HOJI CHCTeMBI, HaCTOATEIBHO PEKOMEHJyeTCsl OOIbHbBIM,
HaulHasg C paHHell CTajMy COXPAHEHHON CIIOCOOHOCTM K
CaMOCTOATEIbHOMY IepPeIBIDKEHNIO 1 3aKaHYMBasA paHHel
CTajjiell yTPaueHHON CIOCOOHOCTM K CaMOCTOSATEIbHOMY
HepenBIDKeHNI0. [IpOfo/DKaTh 3aHMMATbCS IIIaBAHIEM
TaKXKe MOXKHO U Ha CTaJuM MOTEPY CIIOCOOHOCTM K CaMo-
CTOATETbHOMY NePeiBIYKEHIIO HaCTONbKO, B 3aBICHMOCTI
OT TOTO, HACKOJIBKO 3TO OyfieT 6e30I1aCHO ¢ MeMIIMHCKOM
TOYKM 3peHNs. [JOIOTHUTEIbHYIO O/Ib3Y MOTYT HPUHECTH
CHJIOBbIE TPEHMPOBKIM MaJIbIM COIIPOTVB/ICHUEM U YTy4lle-
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HIte (YHKIMOHATIBHOTO COCTOSHMA BEpXHel YacTy TeJla.
BrIpaskeHHas MbILIeYHAsA 60O/b VIV MUOITIOOMHYPUA B Te-
YyeHe 24-4 OC/Ie ONpee/ieHHOI (GOPMBI YIIpaXKHEHNUIT AB-
JIAIOTCA TMPU3HAKOM YPE3MEPHOI HAarpy3Ky U BBI3BAHHOTO
COKpallleH)eM IOBPEeX/EHNs MBIl — B TaKOM ClIydae
PEXUM aKTUBHOCTH JJO/DKEH ObITh u3MeHeH [50].

n0MOll.|b npuy NaToJIorMv onoOpHo-
ABUraTtesibHOro annaparta
MomoLwb Npu NaToNnorny NO3BOHOYHMKA

Y 60/bHBIX, KOTOpbIe He MOIYYal0T IIIOKOKOPTUKOUBL,
BEPOATHOCTb Pa3BUTHUA BBIPAKEHHOTO IPOrpeccUpyIolle-
Tro CKO/IMO3a COCTaBJIsIET HpI/I6}'II/ISI/ITeIIbHO 90% [28, 51],
a BEpOATHOCTb KOMIIPECCMOHHOTO Ilepe/ioMa II03BOHKOB,
BBI3BAHHOI'O OCTEOIOpo30M, Majia. IlokasaHo, 4TO exe-
JHEeBHas TepanMs ITIOKOKOPTUMKOMJAMU CHIDKAeT PUCK
pasBuTHs cKommosa [52, 53], OZHAKO PUCK IepesioMa Io-
3BOHKOB Bo3pacTaet [54, 55]. Ha jaHHBII MOMEHT Bce elwje
HESICHO, CHIDKAIOT /M IJIIOKOKOPTUMKOM[IBI PUCK PasBUTUA
CKO/MO3a B JOJITOCPOYHOI MEepCIEeKTUBE, UM JKe IPOCTO
3a[lep>KMBaIOT ero Bo3HUKHOBeHMe. K okasaHmio momomm
Ipy TIATOJIOTMM II03BOHOYHMKA [O/DKEH IIPUBJIEKATbCSA
OIIBITHBIIA CIIMHA/IbHBIN XUPYPT. [JaHHasA IIOMOIIDb 3aK/II09a-
€TCs B MOHUTOPYHIE CKOMNO03a, MOAJep>KaHNU CUMMETPUN
IIO3BOHOYHMKA M Ta3a, BBIIPsAM/IEHNE I03BOHOYHMKA 32
CYeT ONTUMM3ALMM CUCTEMbI yCa[KM IAllMieHTa B Kpecye-
KaTaJjike, a TakkKe (B YaCTHOCTH, Y OO/NbHBIX, IPUHIMAIO-
IMX ITIOKOKOPTUKOM/BI) MOHUTOPUHTe OOJIe3HEeHHBIX
IIepe/IOMOB TeJl IO3BOHKOB.

MOHUTOPMHT CKONNO3a JO/KEH OCYIIEeCTBIATHCA B XO-
Ie KIMHNYECKOro HaOIIofieHVsi Ha IPOTSDKEHUM CTaguu
COXPAaHEHHOI CIIOCOOHOCTM K CaMOCTOSTEIbHOMY Ilepe-
IBVDKEHNUIO, NP 9TOM peHTreHorpadusi MO3BOHOYHMKA
OIlpaBJlaHa TO/NbKO B C/Ty4ae BbIABIEHNUA CKOMMosa. Ha cra-
IUY yTPaThl 60IbHBIM CIOCOOHOCTH K CAMOCTOATEIBHOMY
HepeBIDKEHNIO KIMHMYeCKoe 00C/IejoBaHue Ha MpefMeT
CKOJIIMO3a SIBISIETCA HEOOXOAMMBIM BO BpeMs KaXKOro
BU3NUTA TAKOTO HalueHTa. PeHTreHorpadus Bcero mos3Bo-
HOYHMKA C JCIIO/Ib30BaHMEM CHUMKOB B IlepefiHe3ajiHell,
a TaKke 6OKOBOJ IPOEKINY, II0Ka3aHa B KAYeCTBE OCHOB-
HOTO MCCTIefIOBAaHMA I BCeX IAIIEHTOB, Y KOTOPBIX B
6mKaiiiee BpeMsi MOXKHO OXXMJIaTh BO3SHUMKHOBEHIME 3a-
BUCUMOCTM OT Kpecna-KaTajnku. CHUMKM B IepefHe3afl-
Hell IPOEeKIUM PEKOMEH/1yeTCs BBIIIOTHATD €KEeTOIHO Ipu
VICKpUBJIEHNV II03BOHOYHMKA MeHee 15-20°, u Kaxpble
6 Mec npu uckpuieHnu 6onee 20° BHe 3aBUCUMOCTHU OT
Tepanuy ITIIOKOKOPTUKOMIAMH, [O CO3PEBAHUA CKesleTa.
ITpoMexXyToK MeXx/y IpoBefeHMeM peHTreHorpapum 6o-
nee 1 rofia yBe/M4MBaeT BEPOATHOCTb TOTO, YTO IIPOrpec-
CUpOBaHMe CKO/MO3a OCTaHeTCs He3aMedeHbIM. Ilocre
CO3peBaHus CKeJleTa pelleHye 0 HeoOXOAMMOCTH TIPOBefie-
HUS peHTreHorpaduy NPMHUMAETCsI CHOBA, Ha OCHOBAaHNNI
KJIMHUYECKON OILleHKU.

Crabunmsanys MO3BOHOYHMKA BBITIONHSIETCA C IEIbIO
€ro BBIIPAM/IEH)s, IpeNoTBpallleHns [ajlbHelleil oe-
¢dopmanny, ycrpaHeHnsa 00/, CBSA3aHHOI C IepeoMaMiu
II03BOHKOB II0 IIPMYMHE Pa3BUTHA OCTEOIOPO3a, a TAKXKe
I 3aMefleHVs yracaHus (YHKIuM fgbixanus [28, 56].
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Iepenusas crabunmsanus 1M03BOHOYHMKA mpu MJIJT He-
nenecoobpasHa. 3amHAA CTabWIM3aLyUA IO3BOHOYHMKA
OIIpaBJjaHa TONBKO Yy OOJbHBIX, HECIIOCOOHBIX K CaMo-
CTOATENTbHOMY IepelBIKEHNIO, Y KOTOPHIX MCKPMBJIEHVE
[03BOHOYHMKA 6071ee 20°, 1 TeX, KTO He IIONy4aloT ITIOKO-
KOPTUKOMJBI U YK€ JIOTDKHBI TOCTUTHYTh COCTOSHMA 3pe-
JIOCTU TO3BOHOYHMKA [28, 57, 58]. ¥V GonbHBIX, KOTOpBbIE
HOJTyYaIOT ITIOKOKOPTMKOWU/IbI, XMPYPrudecKas cTabumm-
3aIMsA TaKKe MOXKeT OBbITb OIpaBJaHa B CIydae, eCm JC-
KpUBJIEHIE TIPORO/DKAET MPOrPECCUPOBaTh, OOYCIOBIEHO
IepelIoMaMi [TO3BOHKOB 1 COXPAHSIOLIENCs 600 HOCIe
ONITUMMU3ALUY MENMKAMEHTO3HON Tepamnuu, I/ yKpere-
HIS KOCTeli, BHE 3aBMCUMOCTH OT 3PEOCTH CKe/eTa.

IIpn pemenyn Bompoca 06 o6beMe XUPYPridecKoii cTa-
OuIusanuy 1A KOppeKInu CKOIMo3a B cIyyae, ey mepe-
KOC Tasa paBeH 6omee 15°, HeOOXOXMMO BBIIOTHATD
KOPPEKIMIO U cTabumm3annio ¢ Gpukcamyert KocTeil, Hadu-
Hasgd OT BEPXHETPYJHOTO OT/leNIa M 3aKaH4YMBasg KPeCTI[OM
[59, 60]. B ciy4ae oTCyTCTBMs IPU3HAKOB [IEpeKoca Tasa
TaK)Ke MOXHO PYKOBOJCTBOBATbCS STUMM PEKOMEH/alV-
MM, HO (uKcanma [0 YPOBHA IATOTO IOACHUYHOTO
no3BoHKa Oyger Ttoxe sddexTnsHa. VicmonbsoBanme
TOpPaKo-TI0MbaTbHO-CAaKpaIbHOTO OpTe3a Hellernecoobpas-
HO B Cydae, eCly JO/DKHA BBIOMHATBCA XUPypruyeckas
KOPPEKLNs, OJHAKO MOXKET pacCMaTpUBAThCA B KadecTBe
aJIbTEPHATHUBEI I GONIbHBIX, KOTOPBIM HEBO3MOYKHO BbI-
HOJIHATD CTaOMIN3AIINIO IIO3BOHOYHMKA.

Momouwyb, HanpaBieHHaA Ha ynyylleHne
COCTOAHUNA KOCTHOW TKaHM

IToppepskaHye ONTUMATbHOTO COCTOSHMA KOCTHON TKa-
HY — Ba)kKHas 4acTb nomoupt 6onbHbIM MIJT Ha mporTs-
JKeHUM Beelt ux KusHn. OmyO6/IMKOBaHbI Ba IPENbILYIINX
KOHCEHCYyca 110 JaHHOMY Bompocy [61, 62]. Ha puc. 1 mpex-
CTaB/IeHbl (AaKTOPBI PIUCKA, BO3MOXKHbIE 0OC/IE[OBAHNS 1
crpareruu nedenns jyisi 6onpHbix M. 3HaHMe TOTEHIN-
QIBHBIX TPO6/IeM, CPEfCTB /ISl MX OLEHKU U BO3MOXKHBIX
BMEIIATe/TbCTB OYeHb BAYKHO, OJJHAKO IPEeIIOUTUTeTbHbIM
ABJIAACTCA TAaKXKe y4yacTue B HAOMIOIEHUM MECTHOTO CIIe-
[[MA/IICTA 10 MATOMOIMM KOCTHOI TKAHU U IIPOXOXK/EHVe
9HIOKPUHOIOIMYECKOro 0o6cmefoBanms. Ira 06/1acTb B
HacTosilllee BpeMsl HYXX/IaeTCsl B IPOBEMIEHNU JOIIOJHM-
TeJIbHBIX UCCIEOBAHMI JUIA YCTAHOBJIGHMA KpUTEpUeB
HaVTydIIeit IIPaKTUKIL.

Momowb Npu nepenomax

ITepenomsr — 4acroe sBrenue npu ML, u Ha ¢ome riro-
KOKOPTVMKOMIHOI Tepamyuy HabTIofaeTcs yBeludeHne 1ux
9acTOThl BO3HUKHOBeHUs [63]. IIpuHnMMas Bo BHUMaHme
PEeKOMEH/IalMl  PYKOBOJICTB MO 0e30IIaCHOI aHecTe3mn
npu MJI]JI, mpoBefieHNe BHYTPEHHeI (QUKCAIMM ONpaB/ia-
HO B CTy4ae TsKEIbIX I1ePEeIOMOB HIDKHMX KOHEYHOCTel
y OONbHBIX, CHOCOOHBIX K CAMOCTOATENIBHOMY IIepeBH-
JKEHMIo, i obecriedeHust ObICTPOil peabunuranum U
MaKCHMaJIbHOJ BO3MOXXHOCTHM COXPaHEHMUS CIIOCOOHOCTU
K IepelBIDKeHNI0. Y OOIbHBIX, He CIIOCOOHBIX K CaMo-
CTOATENTbHOMY IepelBIDKEHII0, HeOOXOAMMOCTD BO BHYT-
peHHell QuKcanym He HaCTONbKO octpas. IlImHuposaHue
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CocToAHMe NnaumneHTa

CnocobeH k camocTon-
TesIbHOMY nepeasu-
>KEeHUIo, BO3pacT 6 neT
v cTaplie

He cnocobex
K CamocCToATe/IbHOMY
nepeaBmxXeHno

| OXEJ] B cupauem nonoxeHun

MeTopabl o6cnep TCA

pble p Yacrora npoBepeHus
NPOBOAVUTB NPY KaXKA0M BU3NTE B KNINHUKY

obcnefoBaHna

Kak MuHumym, 1 pa3s
Brog

Onpe,qenenme CTeneHun HacblWweHna
remorno6uHa Kncnopogom npu
nomowun I'IyﬂbCOBOVI OKCUMeTpumn

‘CD)KEH B CYAAYEM NONOXEHUN ‘

Kak MyuHumym, 1 pa3s
B 6 mMec

‘I‘ICB npu Katune ‘

MakcrmanbHoe AaBneHne Baoxa
1 BbloOXa

He cnocobeH k
CamMoCTOATENbHOMY
nepe/BKEHUIO MC
no6oe 13 cnepyoWUX
COCTOAHNI:

* NoJo3peHne Ha
Hannyue
rmnoBeHTUNAUNN

Vzmepenue cogepxatus CO,
B KOHUe CMOKOWHOro BbloOXa B

Kak muHumym, 1 pas
Brof

+ OXES <50% ot
pacyeTHom

« IPUMEHeHune y
nayveHTa
BCMOMOraTe/bHOW
BEHTMNALUN B
HacTosLee Bpema

[ PekomeHAOBaHHbIN METOA 06CNefAoBaHNA
] ObcnepoBaHne Ha yCMOTpeHMWe cnelmanicTa

\4

nepuog 60APCTBOBaHNA C MOMOLLbIO
KanHorpapum*

Puc. 2. 06cnepgoBaHMe AbixaTenbHON cUCTEMbI (B YC

anctpodueir lioweHHa

X cTauy ) 6 0 o

P

OXEJT — dopcrpoBaHHas kM3HeHHas eMKoCTb nerkux. *Kpome Toro, nsmeperue cogepxanus CO,
B KOHL|e CMIOKOWHOTO BblfjoXa B Nepunof 60apcTBoBaHNA y 605bHbIX ¢ DXKEST <50% OT pacyeTHO Takxe
HeobXOAMMO KaxKAblii pas, KorAa y Takoro 60/1bHOro BbIABAAOT pecnmpaTopHyto nHdekumio. NMCB —

NMMKOBaA CKOPOCTb BblgoXa.

MogpobHee 06
AmepuKaHCKOI akagemun
neaunatpun

cm. http://aapredbook.
aappublications.org/

Moppo6Hee 06 nHPopmauun
LieHTPOB No KOHTpOIO U
npodunakTuke
3a6onesanuii (CLUA) B
OTHOLIEHWNN BaKLMHaLuN
npoTuB rpunna

cm. http://www.cdc.gov/flu/
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b0 TUIICOBaHME HEOOXOMMMO OOIbHBIM, HE CIIOCOOHBIM
K CaMOCTOATEbHOMY TEePeIBIDKEHNIO, I IIeIeco00pasHO
y OONbHBIX, CIIOCOOHBIX K CAMOCTOATENbHOMY IIepeBH-
)KEHIIO, eC/M OHO obecreunBaeT Hambosmee OBICTPBIA 1
Hay6os1ee 6e30IaCHbII IYTh K OBICTPOMY CPAlIleHMIO IIepe-
JI0Ma, @ TAK)Ke He OrPaHMYMBAET CIIOCOGHOCTD GOMBLHOTO K
HIEPEfBYDKEHNIO B XOJI€ JICYEHIIAL.

Momowb Npu naTonornun gbixateabHoOM
cncTembl

Lenp okasaHus HOMOLM B OTHOIIEHUM [bIXATesb-
HOJI cHCTeMBbI 60/BHOTO — 00€eCIeYnTh CBOEBpEeMEHHOE
NpefoTBpallleHNe ¥ JiedyeHMe OCIoXKHeHuil. JJokasaHo,
YTO CTPYKTYPUPOBAHHBINA IPEBEHTUBHBIN ITOAXON K OKa-
3aHUIO0 IOMOIIM GONBHOMY C HapyIIEHUsMU HbIXaHIS,
KOTOPBIIT BKIIIOYaeT B ceOsI CHCTEMBI 0OIErYeHNs OTKAIl-
JMBAaHMUA M HOYHYI0 BEHTWIALMIO JIETKMUX, IIPOJIeBaeT
XKM3Hb TAKUM IanueHTaM [64—66]. [To Mepe yxynuenus
COCTOAHUA BCIE[ICTBME IPOTPeCCUpyIolell MOTepyu Cu-
JIBI [{BIXaTe/bHBIX MBI, 6onbpable M]IJI mopBepskeHbl
PUCKY PasBUTHUA PeCMPATOPHBIX ocnokHeHuit. K aTum
OCJIOKHEHMAM OTHOCUTCA HENpPOAYKTUBHBIN Kalllelb
[67-75], cHUKeHMe BEHTUIALUN JIETKMX B HOYHOE Bpe-
M, PACCTPOJCTBO JbIXaHNUA BO CHE U, YTO HEMAJIOBaXKHO,
IbIXaTelbHAsI HEJOCTATOYHOCTh BO BpeMsi 6OApCTBOBa-
Hus [76-84].

PykoBozicTBa IO BeIeHUIO TALMEHTOB C HapyLUIEHUAMU
IbIXaTenbHOI cuctemsl ipu MJIJT paHee yxe my6nmKoBa-
nnch [85]. B cocras 6purajipl, 3aHMMAIIECs Tpobiema-
MU CO CTOPOHBI bIXaTeJIbHON CUCTEMBI JO/DKEH BXOIUTD
Bpady, a TakKe CIeLMaNNCT, 0OyIeHHBII HaBbIKAM U TaK-
TUKe NPOBeeHNs] HeMHBA3UBHOM BEHTVU/IALMM JIETKMX (a
TaK)Xe MCIOb30BAHNIO CBSA3AHHBIX C Heil MHTep(eiicoB)
[36, 86—91], TexunkaMm mopmep>kaHNs PYHKIMOHATBHO-
ro obbema merkux [92-94], MaHya/nbHBIM ¥ MeXaHMde-
CKUM MeTofuKaM obyerdenus oTkauuimpauus [95-102].
IleHHOCTD 06C/IENOBAHMIT U BMENIATENbCTB TO/DKHA W3-
MEHSATHCS 110 Mepe M3MEHEHNs COCTOSIHNS MaiyeHTa (puc.
2 u 3, pamka 1). Ha cTagum coxpaHHOI CIIOCOOHOCTH K
CaMOCTOSTENILHOMY II€pefiBIDKEHNIO MIHUMATIbHBI 00b-
eM MCC/IeJOBAaHuUI IJIf OLeHKM QYHKLMU JIeTKuX (Takas
KaK OI[eHKa pOPCUPOBAHHOI )KU3HEHHO eMKOCTH JIETKMX
(PXKET), KoTOpyIo IPOBOAAT, KAK MMHUMYM, 1 pa3 B To)
103BO/IsIeT HOIBHOMY 03HAKOMUTBCS ¢ 000pyAOBaHMEM, &
6purajsia MOXKeT OLIeHUTb MaKCUMaIbHble pyHKIIMOHATbHbIE
BO3MOXKHOCTH IbIXaHMA, KOTOPBIE TOCTUTHYTHI Y AHHOTO
60mbHOr0. OCHOBHASA IIOTPEOHOCTD B OKa3aHNUM ITyIbMOHO-
JIOTMYECKOI TIOMOLIY BO3HUKAET B IEPUOJ, TOTEPU 6O/b-
HBIM CIIOCOOHOCTY K CAMOCTOSTEIbHOMY IIepeIBIDKEHNIO.
Paspen, MOCBAIIEHHBIN IETOYHOI HATOMOTUY, BKIIOYEH
B pUC. 2 TEepPBOIT YacTU HaHHOTO 0630pa’, U MMOKa3bIBaeT,
KaKue 00C/IeloBaHus U BMeIIaTeIbCTBA He0OX0AMMO Ipu-
MEHSITh Ha PAa3/IMYHBIX CTAAVSIX Pa3BUTHUs 3a00/IeBaHNS, a
TAKXXe COIep>KUT IUIaH JIeMICTBUII IO OKAa3aHMIO IOMOILMN
IIpM IATOIOTMN JIBIXaTe/IbHOJ CHCTEMBI, KOTOPOTO CIIefy-
eT IpUAEepKUBAThCA MO Mepe HapacTaHMS TsDKeCTHU 3a-
6oneBannus [1]. HecMoTps Ha TO, YTO TpyIIa 9KCIEPTOB
IpK3HaeT TOT (aKT, YTO BCIOMOTaTe/IbHAA BEHTUIALNA
ITOCPEACTBOM TPAXEOTOMMUM MOXKET IIPOJIEBATh >KM3Hb
60/IbHOTO, IpefIaraeMast HIKe CXeMa HaCTOSATENbHO PEKO-
MEeHJyeT OT[jaBaTh IIPeJIIOYTEH)e HeYHBa3BHbIM BapyaH-
TaM BcroMorarenbHolt BeHTwsinuu. Ocoboe BHUMaHUE K
COCTOSTHUIO JIbIXATeIbHOI CHCTEMbI 60OBHOTO HEOOXOINMO
YAEIATH B IIEPUOJ, OIM3KMII K 3aI/IaHMPOBAHHOMY XMPYP-
IMYeCKOMY BMEIIATeNbCTBY (CM. faee).

Vmmynnsaums 23-BaeHTHONM THEBMOKOKKOBOI IIO/IMCA-
XapMAHOIT BaKI[MHOI IOKa3aHa OONbHBIM B BO3pacTe 2 JIeT
u 6onee. ExxeropHas MMMYHM3ALMsI TPUBAJIEHTHON MHAK-
TUBMPOBAHHON IPOTMBOTPUIIIO3HON BaKI[MHOJ IOKa3aHa
60/IBHBIM 6-MeCSYHOTO BO3pacTa 1 crapiie. VI ITHeBMOKOK-
KOBasI BaKIMHA, U IPOTUBOTPUIIIIO3HAsI BAKIIMHA SIBIISIOT-
CSl HAKTUBMPOBaHHBIMY, NIO3TOMY MX MOXXHO Ha3HauaTh
6O/IbHBIM, IIOMTYYalOUINM [IIOKOKOPTUKONABI, OFHAKO MM-
MYHHBIIl OTBET Ha BAaKLMHAIL[MIO MOXXET OBbITh OCIabiieH.
COBpeMEHHYI0 [eTalbHYI MHPOPMALMIO, KacaloUlyocs
TIOKa3aHNUI, IPOTUBONIOKA3aHUI M pacHMCaHNsA BaKIMHA-
L[YM, MOYKHO IOJIYYUTDb U3 PA3IMYHBIX ICTOYHUKOB, B TOM
qI1c/le B AMEepPMKAHCKOIT akagemun neguarpuu (American
Academy of Pediatrics) n IlenTpax mo KOHTPO/IIO ¥ HPO-
¢unakruke 3a6onesanmit (CIIIA) — CDC (Centers for
Disease Control and Prevention).

*Cm. puc. 2 «Crazuu 3a60/eBaHys 11 OKa3aHue [OMOIIM» B IIEPBOIT 4acTy
JaHHOTO 0630pa, onmy6mkoBanHoro B The Lancet Neurology, Ykpaumnckoe u3-
danue — Ne 3 (18), 2010, C. 45 (ITpum. peo.).
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B neprop Hanmnuust MHQEKLUY, B JOMOTHEHNE K METOfIaM
00JIerYeHNs OTKAlLIMBAHNIO, KOTOPbIE OCYIIECTBIAITCA
IIpY TIOMOIIY MaHYa/lbHBIX ¥ MEXaHMYEeCKUX CPefiCTB, He-
006X0fMMO Ha3HayeHNe aHTUOMOTUKOB BHE 3aBUCHMOCTHU
OT HACBIIIEHNSA KPOBY KUCTIOPOJIOM B CIydae, eCIy Haju-
qye MHQEKIUM MOATBEPKIEHO TIPK II0CEBe, a TaKKe 6e3
ydeTa pesy/lbTaToOB IIOCEBA, €C/IM II0Ka3aTeab ITyIbCOBO
OKCUMETPUM OCTAETCA HIDKe 95% Ipy HOpMa/bHbIX YCIIO-
BIAX. JIONOMHUTETbHAS OKCUT€HOTepaNNA JO/DKHA IIpUMe-
HATBCA C OCTOPOXKHOCTDIO, IIOCKOIbKY OHa, 6€3 COMHeHN,
MOYKET YCTPAHATb TMIIOKCEMUIO, HO IIPU 3TOM MACKUpyeT
IepBOIPUYMHY €€ PasBUTHUA, TaKyl KaK aTeleKTas VN
runoBeHTIANIMI0. OKCUTeHOTepanus MO)KeT HapyllaTh
(YHKIMIO [IBIXAaTENbHOTO LIEHTPA M YCUIMBATD TMIIEPKAIl-
Huto [91, 95, 103]. B ciy4ae, ecmu y 6ONBHOTO BBIsBIIEHA
TUIIOKCEMM, KOTOpas 00yC/I0B/IeHa ITUIOBEHTUIALIEN, 3a-
TIepXKKOJ CeKpeTa JbIXaTelIbHBIX IyTeil M/MIM aTeleKTa-
30M, HEOOXOAVMO IPUMEHEHNE PYYHBIX M MEXaHMYECKUX
MeTOJ[0B 00JIeTYe N OTKALIMBAHMIO, @ TAKXKe MOJIfIepXKKa
HEMHBAa3MBHON BEHTWIALMEN [66]. 3aMeHa 9TUX METOJOB
OKCHUT€HOTepaIierl MOXeT ObITh OIacHa [66 .

Kappunonornyeckasa nomoub

[Tatonorus ceppua y 6ompabix MJJT Hambomee wacto
IIpOSIB/IACTCA B BUJIE KapAMOMMOIATUN W/MIN CepAedHO
APUTMUN [104-106]. B MMOKap/ie, 10 NAHHBIM 6norncnu,
BBIAB/IAIOTCA YYaCTKM TMIIEPTPOGUN MUOLUTOB, aTpodum
u ¢pubposa [107]. IIporpeccupyromas Kapa1OMIOIATI B
HAaCTosIlIlee BpeMsI SIB/ISIETCsI OCHOBHOI IPMYMHOI 3a607Te-
BaeMOCTM U cMepTHOCTY Ipyt MIJ] 1 MbIIIEYHOI AUCTPO-
¢un Bexkepa, 0c0O6eHHO ¢ TOTO BpeMeHH, Korja ObUIN 10-
CTUTHYTBI OIIpefie/ieHHble YCIIeXV B JIeUeHMM MaTONOrNu
MBI U TTOAfepKanny QYHKINM erkux [65, 85, 89, 108].
EcrectBennoe Tedenue naronorun cepaua npu M myx-
JaeTcs B JabHENIIeM M3y IeHIN, I, IIABHBIM 00pa3oMm, He-
06xonmuMo 6ojee TOYHOE OIpefie/ieHNe MOMEHTa ee BO3-
HUKHOBEHMsI C IIOMOILIbI0 (o0Jiee HOBBIX TEXHOIOTMI
BU3ya/lM3aluy;; TeM He MeHee, OUeBMHO, UTO ITaTOJIOTHSA
MIOKap/ia BO3HIKAET 3a/I0JIT0 JIO TOSABIEHUA KIMHUYIECKUX
cumnromoB [ 104, 109-112].

TIpu TpaULIMOHHOM IIOXOfe, KOTZIa Bpad TOJIbKO pearu-
pYeT Ha y>Ke BO3HMKIINME >Kamo0bl, GOTIbHOI He MPOXOLNUT
00CIeoBaHysl Y KapAKonIora BIVIOTh O MO3IHUX CTafuii
3a007IeBaHNs, KOI/ja KIMHIYECKIe IIPOsB/ICHNUS Kapanaib-
HOJI JMCHYHKIMM CTAHOBATCSA OYEBMIHBIMM, YTO IPUBO-
INT K TO3JTHEMY Hadajay JiedeHMA M HeOIaronpuATHBIM
ucxopam [104]. Knunndeckue nposiBieHNs cepAedHoIl He-
BOCTaTOYHOCTHU (YCTAaOCTh, MOTEPsl Beca, pBOTa, OONb B
JKUBOTe, HapylleHue CHa I HECIIOCOOHOCTD CIPAB/IATHCS €
[IOBCEIHEBHBIMU BUJJAMI JIESITEIBHOCTI) YaCTO OCTAIOTCS
HepacIO3HAHHBIMU [0 CaMbIX MO3THMX CTafuil 3abomeBa-
HUSA, TIOCKONBbKY HPUMINCBIBAIOTCA OTPAHMYEHMAM, KOTO-
Ppble CBSI3aHBI C CKEJIETHO-MbILIEYHOIT mTatororueit [ 104].

Ha ceropgusHuii ieHb OIyO/IMKOBAHO /iBa B3aVMOJ[OIIOI-
HAMMNX PYKOBOACTBA II0 OKa3aHUIO KapAMOIOTMYeCKOI
nomouyt 6ompHbIM MJIJT [104, 113]. B cocras 6puraps,
OCYIEeCTBIIAONIEN BefieH1e 60IbHOT0, He0OXOUMO BKIIIO-
4yaTh Kap[uo/Iora, KOTOPbI [JO/DKEH B3aMMOJEICTBOBATb
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CocTosiHue 6onbHOro Metopbl 06cnepoBaHus, KOTopble
pekomeHAayeTcA NPpoBOAUTD

B fJOMaLIHNX yCNoBUAX

Bo Bpemsa oCTpbiX pecnnpaTopHbIx
HPeKUUin B cnyvae, ecnn
ncxofHbIi nokasatens MCB npu
Kawne <270 n/mMmuH*

Mynbcosas okcumeTpus (ecnn
BO3MOXHO)

WcxopHbiii nokasatens MNCB npu
Kawne <160 n/mvH B nto6oe Bpema

TIpU3HaKW/CUMATOMbI OueHKa rasoobmeHa Bo Bpems
rUnoBeHTUAALMM' | cHa' (B SOMALLHNX YCNOBUAX 1NN
B nabopartopun)

WcxopHas OXKEN <40% ot
pacuyeTHom n/unu conepxaHme
CO, B neprog 60apcTBOBaHNA B
KPOBM UNI B KOHLIE CMOKOWNHOro
BblfjoXa >45 MM pT. CT. u/unn
MCXOAHbIN NoKasarenb SpO,

B nepuop 6ogpcTBoBaHNsA <95%

OueHKa razoobmeHa BO
BpeMmsA CHa* (B JOMaLLHNX WK
nabopaTopHbIX YCIOBUAX)

OXKEJT <1,25 n (y no6oro
NOAPOCTKa M 6ONbHOTO
NOXMOro Bo3pacra)

[ MpoBeaeHue 0b6cnefoBaHNsA HACTOATENBHO PEKOMEHAOBAHO

] HacToATenbHO pekoMeHayeTca paccMOTpeTb HEOBXOANMOCTbL NPoBeAeHUA
obcneposaHus

Puc. 3. 06cnepgoBaHMe AbixaTenbHOWN CUCTEMbI (B AOMALLIHUX
ycnoBuaAx) 60/1bHOro MbileyHoil ancrtpodueri lioweHHa

OXEN — dopcnpoBaHHas KI3HEeHHasA eMKOCTb nerkux. Spo, —
HacblLeHne reMornobrHa K1CnopoAoM Mo fAaHHbIM NySbCOBOW
okcmetpun. NMCB — nukoBas CKOPOCTb Bblgoxa. *Bce ykasaHHble
noporosble 3HayeHua MNCB npu Kalune 1 MakCManbHOro JaBfieHnA Ha
BblOXE NMPUMEHVMbI K MO POCTKaM CTapLIero Bo3pacTa 1 B3pOC/biM
naumeHTam. TIpU3HaKN/CMNTOMbI TMMOBEHTUNALMI BKIIOYAIOT
YCTanoCTb, UCMHO3, YTPEHHWUE N NOCTOAHHbIE rONIOBHbIe 60K,
HapyLueHne cHa (YacTble HoUHble NPobyxAeHNA [>3 pas], TpyAHOCTb
Npoby*aeHns), NOBbILIEHHYIO COHNNBOCTb, NPOBYXAeHVe OT ANCMHOS
UIN TaxnKapanmy, TPYAHOCTb KOHLIEHTPaLMM BHUMaHWS, a TakKe YacTble
HOYHbIe KoLIMapbl. *HacToATeNbHO pekoMeHA0BaHa AByXKaHalbHas
OKCMMETPUA-KanHorpadpusa B AOMaLUHNX YCIIOBUAX, OAHAKO PEeKOMEHAYIOT
1 ipyrue METOAMKM, B TOM YMC/Ie OKCUMETPUIO BO BPEMA CHa B AOMALLHNX
YCNoBYAX U nonncomHorpaduto. Metop Bbi6opa Toi 1N NHON METOAUKMN
onpefenaeTca ero AOCTYNHOCTbIO B MECTHBIX YC/IOBUAX, HANMUYMEM OnbiTa
€ero NpoBefieHNA 1 IMYHLIMU NPEANOYTEHNAMMN KNMHNLUCTA.

C GOZBHBIM M €ro ceMbeil C MOMEHTAa IOATBEPIK/EHMs
IMarHO3a C 1Ie/Ibl0 He TOJIbKO oOecrednTb Hab/ofeHe Ha
IpefMeT KapAMOMIOMIATHIL, HO ¥ YCTAaHOBUTD B3aVIMOOTHO-
LIeHNA IS JONTOCPOYHOrO MOANEP>KaHUA ONTUMATIbHOTO
COCTOSHMA CePHEeYHO-COCYAUCTON CYCTEMBI IalVeHTa.
VcxopHoe obcnenoBanyie GyHKIMOHATBHOIO COCTOSIHUSA
CepAlia [O/DKHO ObITh BBIONHEHO IIPM YCTAHOB/ICHUM
IMarHo3a WV XKe B BO3pacTe J10 6 JIeT, 0COOEHHO ec/u 9T
BO3MOXKHO 0€3 IIpuMeHeHNs cefaiuin. PenieHne Bompoca o
BBIIIONHEHNY OOC/IeNOBaHNsI y GONbHBIX MIAflIe 6 JeT ¢
VICHIO/Ib30BaHMEM CeIalliM IO/DKHO IIPUHYMMATBCA C yYeTOM
001IIer0  K/IMHMYECKOTO0 COCTOSHMs. PeKOMeH[0BaHHOe
nposefeHre axokapauorpaduaeckoro (9xoKI') mccreno-
BaHNA TIPYM YCTAHOBJIGHMN JVArHO3a MIM B BO3pacTe [0
6 n1eT 6BUTO IPU3HAHO HEOOXOAVMBIM, HECMOTPSI Ha TO, YTO
naronorus mo gaHHbIM OXoKI' y pmerert mmapme 8-10 ner
BCTpevaeTcs penko. OfHAKO ecTh Cydal, KOrfa IaToJIo-
TUIO BCe-TaKy OOHAPY)KMBAKOT, ¥ 9TO MOXKET IOB/IUATH Ha
MIPUHATIE KIMHNYECKNX pelleHNiT, B TOM 4MCyIe Ha pelle-
HIe O Havajie IPOBefleHNs Tepanuy KOPTUKOCTEPOnaMu
WM IUTaHUpoBaHme m060it aHecresun [114]. VicxopHas
9xoKI, nmomyyenHas B 3TOM BO3pacTe, TaKXKe HO3BOJLAET
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Pamka 1. BmelwuaTenbCcTBa B OTHOLUEHMWY AbIXaTeNlbHOW CMCTEMbI, MOKa3aHHble 60/IbHbIM MbllLeYHOW AncTpoduen
[oweHHa

Lar 1: noaaep»aHne GpyHKLMOHANIbHOro 06bema nerkux/meTos rny60Koro HanoHeHUA Nerkmux

K nogaepaHuio GyHKLMOHaNbHOro o6bemMa Ierknx/meTogy rny6boKoro HamonHeHUaA nerkrx (Mpu nomoLuy
CaMOHaAyBaLMNXCA PYUHbIX AbIXaTebHbIX MELUKOB UAN MeXaHNYecKknx nHcyddnatopos-skccyddnaTopos) npuberatot
B Tex cnyyasx, korga OMEJT <40% oT pacyeTHOMN.

LLlar 2: meToAbl PyYHOrO 1 MEXaHNYECKOro 06N1eryeHns oTKalBaHuA

[laHHble MeTofbl HEOOXOAMMBI B ClyUasx, Koraa:

+ MMeeTCA pecnupatopHas MHeKUmMsA, a UCXoAHbI nokasaTens MNCB npu Kawne <270 n/mMuH*

+ MCXofHbIN nokasatenb MCB npu Kawwne <160 n/MUH MY MakcMMarbHOe faBrieHNe Bbigoxa <40 cM BOAHOrO cTosba
» uncxopHasa OXEJT <40% ot pacyeTHou nnm <1,25 1y NoApOCTKOB CTapLUero Bo3pacta/B3pocibixX

Lliar 3: BeHTUAALNA Nerknx B HOYHOE BpemsA

BeHTURALWA Nerkmx B HOYHoe Bpema’ rnokasaHa 60/bHbIM, Y KOTOPbIX MMEITCA KaKne-nmbo 13 HKenepeuncieHHbIX

HapyLeHunn:

+ MPU3HAKMU WK CUMATOMbI TMAOBEHTMAALMMN (OCOBEHHO BbICOK PUCK Y 6051bHbIX ¢ OMKEST <30% OT pacyeTHOW)

* UCXOAHbIN nokasatenb SpO, <95% w/vnn cogepkaHne CO, B KPOBU MM B KOHLIE CMOKOMHOTO Bblfoxa >45 MM PT. CT.
B nepuop 60apcTBOBaHMA

+ MHAEKC arnHO3-TMMNOMHO3 MO AaHHbIM nonncomHorpadum >10 B yac, nmbo 4 nnm bonblue cyyaes, Koraa
perncTprpoBancs nokasaresnb SpO, <92%, nmbo nokasatenb SpO, Naan Kak MUHUMYM Ha 4% 3a OAMH Yac CHa

B npeane, metoabl noafaepKaHua GyHKLMOHaNbHOIO 06bema Nerkmx 1 obneryeHms oTKaLLIMBaHNA JOMKHbI BCeraa

npepLecTBoBaTb Havyany NPoOBeAeHNA HENHBA3VBHON BEHTUALMNN NErkux.

LLlar 4: BeHTUNAUWA Nerknx B AHEeBHOE Bpems
BoJIbHbIM, KOTOPbIE YK NCMOSb3YIOT BCMIOMOTaTe/NbHYI0 BEHTUIIALMIO NIEFKMX B HOUHOE BPEMS, NMOoKa3aHa JHeBHas
BCMOMOraTesibHas BeHTUNAUMA* B ciyyae:
+ ecsv 60sIbHON CaM UCMbITbIBAET MOTPEOHOCTb B MPOLOMKEH NI HOYHOW BEHTUIALMM JIETKUX B Yacbl 604 PCTBOBAHNA
+ HaAnuMA HapyLLeHW roTaHyA BCIEACTBYE ANCMHOS, KOTOpaa 0bJeryaioT Npyi NOMOLLY BCOMOraTesibHON
BEHTUNALUN
+ HEeCrnocobHOCTb NPOU3HECTN NPEAIOKEHNIE LIENMKOM 6€3 OTABILIKM U/Wn:
* MIMEIOTCA CUMMTOMbI FMMOBEHTUALMM B COYETaHMM C UCXOAHBIM NoKasaTenem SpO, <95% u/vunu copepxaxniem CO,
B KPOBM JIMGO B KOHLIE CMOKOWHOTIO BbiAoXa >45 MM PT. CT. B neprof 604pCcTBOBaHUA
HenpepbliBHasA HenHBa3MBHaA BCoMoraTesibHaa BEHTUAALMA Nerkmx (C MEXaHMYEeCKMM BCrIoMOraTelbHbIM obneryeHviem
OTKaLUIMBaHWA) MOXKET CMOCO6CTBOBATb SHAOTPAXealbHOM SKCTY6aLMK Y 60IbHbIX, KOTOPbIE OblIN NHTYOMPOBaHbI
B MePUOJ OCTPOro 3a60/1eBaHNA NN aHECTE3NM, C NOC/IeAYIOLLMM MOSTHbIM OTKa30M OT MHTY6aLmy 1 NepexofoM HOYHYO
HeVHBa3UBHYIO BCTIOMOTaTe/bHYI0 BEHTUIIAILMIO JIETKIX, €C/IV OHA MPYMEHMMA.

Lar 5: rpaxeoTomus

[okaszaHuA K npoBefeHnto TPaxeoTOMMK BKITKOYAIOT:

© HEO6XOJJ,VIMOCTb ee nposefeHnA No MHEHUIO 60/1bHOIO 1 nevyaulero Bpaqa§

Y JAHHOTrO NauMeHTa HeMHBa3MBHAA BEHTUNALMA Nerkux HeapdeKTnBHa

+ OTCYTCTB/IE BO3MOXXHOCTV 06ecneynTb NpoBefeHne 601bHOMY HEVHBA3VIBHOW BEHTUNALMM NErKNX B YCNOBUAX
MeCTHOW MeAULIMHCKOWN NHPPACTPYKTYpbI

+ TPpW HeyAaUHbIX MOMbITKM SKCTybaLmm BO BPEMs KPUTUYECKOTO neproga 3aboneBaHuns, HECMOTPA Ha MONOXUTENbHBIN
Bd)d)eKT npuMeHeHnA HEeWHBa3VBHOW BEHTUAALUM U MEXAHNYECKOTO 06sieryeHns oTKalIMBaHMA

* HEBO3MOXHOCTb NPeAoTBPaTUTb aCnpalnio CEKPETa B JIerkne npm noMoLmn HemMHBa3BHbIX METOA0B obnerueHus
OTKALLIMBAHWUA U NafieHNe HACbILWEHNA remMmorniobriHa KUCNOpPOoAoM Hxe 95% 1 e NCXOLHOe COCTOAHME NaLneHTa
TpebyeT YacToro NPAMOro CaHMPOBaHVE TPaXen Yepes TPaXeoCToMy

OXEJ1 — dpopcrpoBaHHas Xn3HEHHasA eMKOCTb Nerkux. SpO, — HacbileHne remornobuHa KUCI0POAOM MO AaHHBIM MY/IbCOBO OKCMMETPU.

MNCB — nuKoBas cKopocCTb BblAoxa. *Bce yKaszaHHble moporosble 3HaveHunaA MNCB npu Kalune 1 MakCcManbHOrO AaBIEHUA Ha BbIJOXE MPUMEHUMbI

K MOAPOCTKaM CTapLUero BO3pacTa 1 B3poc/ibiM NaLueHTam. 'PekomMeHayeTcA ANnA 1Cronb30BaHKA B HOYHOE BpeMA: HeMHBa3BHaA BEHTUNALMA

Nerknx yCTponcTBamMm € LMKJIMYECKUM [IBYXYPOBHEBbIM AABIEHNEM, MO0 BEHTUNATOPbI C LMKINYECKN MEHALWMMCA 06 beMOM, N60

BEHTUNATOPBDI, COYeTaLne o6bem 1 AaBlieHne. B ABYXYPOBHEBOM pPeXNUMe BEHTUNALINN NN B PEXUME NMOoAAePXaHNA AaBNeHUA HeOGXOHI/IMO

YCTaHOBWTb C 3aMacoM YacTOTY AblXaTeslbHbIX BUXKEeHWI. PeKoMeH0BaHHble HTepdeiichl coaepKaT B KOMMIEKTe Ha3aNbHYy0 MacKy Unm

Ha3anbHYIO NOAYLUKY. MOI’yT 6bITb MCMOJIb30BAHbI U apyrue I/IHTepCI)eIthI, npuv aTom Ka)KﬂbII?I V3 HUX UMeEeT CBOU NoTeHUKManbHble npenmyLliecTsa.

*PeKomeHAyeTCA ANA UCMOJb30BaHUA B iHEBHOE BPEMA: HEMHBa3VBHAA BEHTVAALMA NPU NOMOLLM NOPTATUBHBIX BEHTUNATOPOB C LIMKANYECKN

MeHAKLWnmca 06bemMoMm v 06'beMOM-/J,aBJ1eHVIeM; B KayecTBe a/ibTepHaTMBbl MOXHO MCMNOJIb30BaTb ABYXYPOBHEBbIE yCTpOVICTBa. ,D,ﬂﬂ

MCMoMb30BaHNA B IHEBHOE BPeMA BMeCTe C MOPTaTUBHLIMU BEHTUIATOPAMM C LIMKIMYECKN MEHALMCA 06beMOoM U 06beMoM-flaBneHnem

HaCTOATE/IbHO PeKOMeHAyeTCA I/IHTep(I)eVIC B BUAae 3ary6H|/|Ka/nr|ﬂ AbIXaHUA Yepes poT, O4HAaKO MOoryT 6bITb MCMOSIb30BaHbI 1 Apyrne KOM6I/IHaL|I/II/I

BEHTUNATOP-NHTEPdEIIC B 3aBUCUMOCTM OT NPEANOYTEHNI KITMHULMCTA U AnA KoMdopTa 60/1bHOTO. STeM He MeHee, SKCNepTbl peKOMeHyoT

anvtenbHoe (Ao 24 4/cyT) NPYMeHeHVe HeMHBAa3UBHOWN BEHTUAALMUM NErKMX B CyYanX, KOrAa 3To NO3BONAET KNINHUYECKasa CUTyaLma.
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BBISAB/IATh aHATOMMYECKVe aHOManuy (Hampyumep, fedex-
TBI MEXKeTyIOYKOBOI ¥ MeXIIPeJiCep/IHON MeperopoyKu,
He3apalljeHHbIJI apTepyaIbHbIl MIPOTOK), KOTOPbIE MOTYT
HOB/MMATD Ha (YHKIMOHAJIBHOE COCTOSAHME CepHeyHo-
COCYIMCTON CUCTEMBI B IONTOCPOYHON MEePCIEKTUBE.

MuHUMYM HeOOXOLMMBIX MCCIELOBAHMUI JJO/DKEH
BKJIIOYATh 37ekTpokapauorpammy (9KT) u HemHBa3uB-
HOe BM3Ya/M3upyollee UCCIeOBaHMe cepaLa (TO eCTb
9x0KI'), HO MOXeT M He OrpaHMYMBATbCA TOBKO ITH-
mu Meropamu. O6cnenoBaHue (QyHKIMOHAIBHOTO CO-
CTOSAHUA Cepjlia JO/KHO HPOBOAMTLCHA, KAK MUHUMYM,
OJVH pa3 B [jBa rojja [0 JOCTIDKEHMIO 60IbHBIM BO3pacTa
10 net. EsxeroiHble MOMHBIE KapAMonorndeckue obcme-
IOBaHMS JO/DKHBI HaYMHATBCA B Bospacte 10 jet, mubo
[PV HOSIB/IEHUY CHUMIITOMOB W/IU NIPU3HAKOB CePHeIHOI
[IATOJIOTUY, eC/IY OHM BO3HMKAIOT paHblie. BolsaBieHue
HapyleHuit QyHKIMM XKeNnyJo4KOB II0 JaHHBIM HeMHBa-
3VBHBIX BU3Ya/lIU3UPYOMINX UCCTETOBAHUII CepAla AaeT
OCHOBaHMe s 6osee 4acToro HabmomeHus 60IBHOTO
(ue pexe 1 pasa B 6 MeC) U JO/DKHO NMOOYXKAATh K Hava-
Iy IpOBeIeHNUA Yy HEeTO MeVIKaMEHTO3HOII Tepalny, BHE
3aBMCUMOCTM OT BO3pacTa, B KOTOPOM 9TU HapyIIeHUA
611y BoIsiBIeHsI [ 104, 113].

B kauecTBe Tepammuyu mepBOJl JIMHUM CIeAyeT pac-
CMOTpeTh HasHa4YeHMe UHIMOUTOPOB
npespamamomero ¢epmenta. HasHauyenme 610kaTopoB
B-appenopenentopos (B-6710KaTOpoB) M AUYPETUKOB
TaKXe 11e71eco000pasHo; HeOOXOAMMO IPU/EeP>KUBATh-
Cs1 ONyONMMKOBAHHBIX PYKOBOACTB 110 BeEHNIO GOIbHBIX
C cepHevyHOIl HemocTaToOYHOCTHIO [104, 113, 115-118].
ITocnegHme faHHBIE, MOMTyYeHHbIE B pe3y/lbTaTe IPOBe-
TeHUsA KIMHWYECKNMX WUCIIBITAaHUI, CBUMIETENbCTBYIOT B
HO/Ib3y TOTO, YTOObI HAYMHATD JIEYEHMEe KapjyoMMOIIa-
™M, acconunpoBanHoit ¢ MIIJI, 1o nmosABieHNs NpusHa-
kOB AuchyHkuuyu. OXUFAIOTCA Pe3yIbTaThl AalbHeNInx
MICCTIEIOBAHNIL, KOTOPbIe MO3BOMMIN OBl J1aTh ele Goree
o6ocHOBaHHBIe pekoMeHpanuu [108, 119-123].

ITpu BBIAB/IEHNY HAPYIIEHUI CEPAEYHOTO PUTMA VIV Ha-
JIMYUU TAKOTO POJia Ka106 CO CTOPOHBI ITALIMEHTa, He00XO0-
IVMMO KaK MOXXHO CKOpee IIPOBECT) XOITEePOBCKUIT MO-
HUTOPUHI WIM WBEHT-MOHUTOPMHI®, a TakKXXe HaydaTb
nevenne [124—127]. CunycoBas TaxuKappyisi — 4acToe AB-
nenne npu MJIJI, HO Tak)Ke OTMeJaeTCA IpU CUCTOIMYe-
cKoit AucyHKIyM. BriepBble BOSHUKIIAs CUHYCOBAst TaXu-
Kapus Ipu OTCYTCTBMM sABHOM IPUYMHBI JO/DKHA
HOOY>KaTh K IIPOBENEHII0 HeMeIEHHOTO 00CIeI0oBaHmLs,
B TOM 4MCIIe MCCTIeROBaHNMs QYHKIIMI IEBOTO XKETYTOUKa.

BonbHbIe, KOTOpBIE TOMYYAIOT ITTIOKOKOPTUKOMIBI, HYX-
JAIOTCS B JIOTIOJTHATETBHOM MOHUTOPUHTE B OTHOLICHWN
HapYIIeHNI CO CTOPOHBI CepieYHO-COCYANUCTOI CHCTEMBI,
0CcO0EHHO Ha IIpefMeT apTepUabHOI IMIIePTEH3NN, 13-32
KOTOPOIT MOXET HOTPe6OBATHCA KOPPEKIMS JO3bI ITIIOKO-

AHTUOTCH3UH-

°VIBenT-MoHMTOPUHT (event monitoring nmm event recording) — eie oxgux
MeTop;, aMOy/TaTOPHON 3aIVCH BMEKTPUIECKOll aKTUBHOCTH CepAla, CXOf-
HBIl C TIPOBefieHNeM XONTEPOBCKOTO MOHMTOPYMHIA Ha/IMYMeM IIOPTATHB-
HOTO YCTpoiicTBa, 3amuchiBaomero KT marmenrta. OfgHaKo, B OTIMIME OT
«xonTtepa», 3amuch IKI' IpOBOAUTCA He TIOCTOAHHO, a TONMHKO B T€ MOMEH-
THI, KOT/Ia TTAIIMIEHT OLIyIlaeT MHTePeCyolye Bpada CUMITOMBI i CAMOCTO-
ATEBHO 3aITycKaet mporecc samvicy (ITpum. peo.).
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KOpTUKOMAOB (M. Tab. 2 wactn 1 atoro o63opa’) [1]. [Ipn
CUCTEMHOIT apTepuaIbHOI IUIIePTeH3UI TpeOyeTcs Ha3Ha-
YeHMe JIeYeHNA.

ITpenynpesxeHne CUCTEMHBIX TPOMO0IMOOIMYECKUX SAB-
JIeHNIT TPV TIOMOLIM TePAINy aHTUKOATY/ISTHTAMM MOXKET
OBITb PACCMOTPEHO B CIIydae Pa3BUTHA TSDKEIBIX Hapylle-
HIII CepAeYHBbIX GYHKIMIL, HO HelleecoobpasHo Ha 6osee
paHHUX cTajusx. ITonb3a oT IpuMeHeHNA MMIUIAHTHPYeMO-
TO cepievHOro fenOpIILATOpa ellle He JoKasaHa 11 Tpedy-
€T NIPOBefieHN:A Ia/IbHeMIINX MCCTIeSOBAHMIA.

IMockonbky [cpepy manmentos ¢ MIIJI] mmeercsa ompe-
IelleHHOe KOMMYeCTBO OCTOKHEHMIT 1 CIydaeB CMEPTH B
CBA3MU C Kap[IYIOMMOIIATHell, HCCOMHEHHO, TpebyeTCs Mmpo-
BeJleHVIe JIOTIOMHNTEIbHBIX MCCTeNOBAaHUIT He TONBKO A
BBIACHEHNS €CTECTBEHHOTO Te4eHNUA OOJIe3HM, HO TAaKXe I
715 pa3pabOTKM METOJOB JIEYEHN s, YIeThIBAIOIIUX CIIeIIU-
¢buxy mmoxapga ¢ gedunnrom pucrpoduHa. Ina Topmo-
JKEHIS MIATOTIOTMYECKOro IIPOLiecca, JeXAILero B OCHOBE
3a00JIeBaHNsA, HeOOXOAUMMO IPOBeMieHNe TaIbHENIINX JIC-
CITeTIOBaHMUIT MeIMKAMEHTO3HBIX MOJIXO/I0B, HAaIIPaB/IEHHBIX
Ha paHHee BMeLIATe/IbCTBO. B ¢BA3M ¢ 00IVM yITydIleHeM
¢busnaeckoit popmbl 60mpubix MIJI, B 6ymymeM MoXeT
HOTpeOOoBaThCs MpUMEHeH)e TaKOTO BMEIIATeIbCTBA, KaK
TPaHCIUIAHTALNA CepALIa.

HyTpuynonornyeckaa nomoub,
nopaepxaHue GyHKLUM roOTaHNA,
MKKT n peueBbix GpyHKLMIA

V 6ombabIXx M]IJT MOXXET MMETb MECTO IOBBIIIEHHBIN
PUCK KaK HeJOCTAaTOYHOro/HecOa/laHCHPOBAHHOTO IIMTa-
HJA, TaK U PUCK Habopa M3OBITOYHOI MACChl Tea/oXupe-
HJA B Pa3HOM BO3PacTe M IIPU Pa3HBIX 00CTOATENbCTBAX B
IOTIOIHEHNE K HEOCTATKy Kamopuii, 6e/lka, BUTAMIHOB,
MIUHepasnoB u xugkocTu. Ha 6oee mosgHMX CTafuUsAX cia-
60CTDb MBILII| IIOTKY IPUBORUT K FUCHATN U faIbHel 1e-
My YCYIyOneHMio HpoOieMbl NMUTAHUSA, a IHOCTEIeHHOe
ocmabeHne IbIXaTeIbHO MyCKY/IaTyPhl B COYeTaHUI C He-
JOCTATOYHBIM HePOPAIbHBIM IOTPe6IeHNeM HYTPUEHTOB
MOXKET MPUBOANTD K 3HAYMTETBHOI ITOT€Pe MAcChl Te/a 1
BBI3BIBATH HEOOXOLMMOCTD PACCMOTPETb BAPUAHT KOPMIIe-
HILA 4epes 30H/[. 3aIIop TakKe MOXKET BCTPedaThes y 60/Ib-
HbIX 6oJ/ee CTapIlero BO3pacTa M IIOCTIEOIEePALIOHHBIX
6onpHbIX. [To Mepe yTydIleHnsA BBDKMBAEMOCTH IAIVIEHTOB
¢ M, nosABAAKTCA Apyrre COOOIIEHUS O PpasBUTUU
OCTIOKHEHWIT, B TOM YNMCTIe [UIATAIVI JKeTyaKa 1 KIIIed-
HUKa, CBA3aHHBIX C 3aI7IaThIBaHMEM BO3JyXa MU MCIIONb-
30BaHMJ allllapaTa MCKYCCTBEHHON BEHTWIALMM JIETKMX,
WIN peXe — 3aMeJIeHNe ONOPOXXKHEHMA KelyfiKa ¥ Ku-
meyHass Hermpoxopmmoctb. ITo mepe mporpeccmpoBaHysA
JAHHOTO COCTOSIHMA BU3UT K JMETOJIOTY WM HYTPULIMOJIO-
Ty, CHEI[MAICTY 110 MATOIOTYM TI0TaHMA/TOTOTIe Y, a TaK-
K€ TaCTPOIHTEPOTIOrY HEOOXOAUM IO CTIEAYIOMINM IPIIN-
HaM: 1) 151 06y4eHnst 60/IbHOTO IOAAEPIKAHNIO OLITIMAIb-
HOTO peXMMa IMUTAHUA C LeNbl0 IpefoTBpallleHnsa Kak

7Cm. Tabn. 2 «PekoMeHJyeMasi TaKTUKA HAaOIIOfEHMs U BMeLIATEbCTBA
Ipy pasBUTUM TO6O0YHBIX 3PPEKTOB, CBA3AHHBIX C IIPUEMOM ITIOKOKOP-
TUKOMIOB» B 4acTi 1 0630pa, omybnukoBanHoro B The Lancet Neurology,
Yipaunckoe uzdarnue — Ne 3 (18), 2010, C. 51-52 (ITpum. ped.).
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Moppo6Hee 0 HaUMOHaNbHO
noBo3pacTHoil Tabnuue
maccbi Tena (CLUA) cm. http://
www.cdc.gov/growthcharts/
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HeJJ0CTaTOYHOTO/HecOaTaHCPOBAHHOTO MUTAHMUA, TaK 1
Habopa M36bITOYHOI MACChl TeTa/OKUPEHIIA, a TaKXke 06e-
credenrst 60/bHOTO CHATAHCUPOBAHHON ITOTHOLIEHHOI
muetoit (OCPENCTBOM BBEJEHMST 30HZOBOTO INTAHWA, B
cyyae He0OXOAMMOCTI); 2) Ji/IA MOHMTOPUHIA U JIeYEeHM
HapyuieHnit GpyHKuyy rnotanus (gucdarun) C Lenpio mnpe-
JOTBpAIleHNA acHMpalMy ¥ TOXYHAHMA, a TaKoKe A
OLIEHKM M JIeYEeHMs HapYILIEHWI, CBA3AHHBIX C 3aJIepXKKOIl
pasBUTHA pedeBbIX OYHKUMIL ¥ 3) IIA JIeYeHUs paclpo-
CTpaHEHHBIX PACCTPOICTB, TAKUX KaK 3aIIOp U TacTPO330-
(areanpHblT PedIIOKC ¢ IOMOLIBIO MEIMKAMEHTO3HBIX I
HeMeIMKAMEHTO3HBIX CPEJICTB.

HyTpllII.IVIOJ'IOTIII'-IeCKaﬂ nomouib

Heo6xopumo nopgep)aHnue ONTHMAJIbHOTO COCTOSHUA
MIUTaHNUA, KOTOPOe OIpee/IAI0T 10 Macce Tena AJIA oIpe-
Ie/IEHHOTO BO3PacTa MM MHJIEKCY MacChl Tela J/IA oIpe-
IeIeHHOTo Bo3pacTa B mpefenax or 10-ro mo 85-ro
HepLEeHTUIA HAIMOHANBHON II0BO3PACTHON TaOMIIIbI
Maccel Tema. HeocTaToYHOCTb IMTaHMA MOXKET OTpULA-
TEJIbHO BIIVMATD IIOYTY Ha BCE CUCTeMBI OpraHoB. C MOMeH-
Ta YCTAaHOBJIEHMA [MarHo3a U Ha IPOTHKEHMU BCell
JKVM3HM IIAIIMeHTa C/IeyeT CTPEMUTBCA K YIpPeX/aolieMy
BefleHNI0 6O/IBHOTO 1 NPEfOTBPALICHNI0 HEe[OCTaTOYHO-
ro/Hec6aTaHCMPOBAHHOTO NMUTAHMA MMM Habopa M30bI-
TOYHOI Macchl Tena/oxupennsA. Ilokasarenu, KoTopble
HEOOXOIMMO OTCIeKMBATb 1M IOBOJBI /IS HAIlpaBJICHMA
60mpHbIX MII]I K ClleIMamucTy-ueToNory/Hy TPULIMOIOTY
omucaHsl B pamke 2 [128-132]. [lneta go/mKHa 6bITH IIPO-
aHA/IM3MPOBAHA B OTHOIIEHUM COATaHCHPOBAHHOCTU IO
SHePreTHYeCcKOoil IIeHHOCTH, Oe/KY, SKUFKOCTH, KabLHIo,
ButamMuHy D u ppyrum nytpumentaMm. Mbl peKoMeHIyeM
o0s3aTebHOE Ha3HAueHUe BCeM OOJBbHBIM eXKeIHEBHO
MY/IBTUBUTAMVHHBIX J06aBOK ¢ BuTaMnHoMm D 1 Munepa-
namu. ITo MHAMBUYaTIbHBIM NTOKAa3aHMAM MOXHO IIPOBe-
CTU KOMIIBIOTEPHbIIT aHA/IN3 HY TPMEHTOB A1eThbl 60IbHOTO
I/ BBIABIEHUS IIOTEHIMANbHBIX IHOTPeOHOCTeNl opra-
HIU3Ma GOJIbHOTO B OIpEJe/IeHHBIX IPOAYKTaX MUTAHMA
WM IMIIEBBIX Jo6aBKax. B cydae mojo3peHnsa Ha Halu-
4ye HeJOCTATOYHOro/HecHaTaHCUPOBAHHOTO IMTAHUA
WIN IpY 3aTPYSHEHMAX C KOPM/IEHMEM, MOXKHO OIIpefie-
JINTh KOHIIEHTPALMIO BUTAMUHOB B CHIBOPOTKE KPOBU I
IIOPEKOMEH/IOBATh TAaKOMY IallMieHTy IpUeM COOTBET-
CTBYIOIUX [06aBoK. HyTpuimonormdeckne pexoMeH/a-
LMY C y4eTOM METOJIOB IIOAJEp)KaHUA ONTUMATBHOTO
COCTOSIHMA KOCTHOI TKaHU IIPefICTaB/IeHbl Ha puc. 1.

MopaepkaHune GyHKUUN rnoTaHusA

KnmHmdeckoe mccnenoBanne GyHKINM IIOTaHUA ITOKa-
3aHO B C/Ty4Yae HEeIPeyCMOTPEHHOIO CHIDKEHIA MacChl Te-
na Ha 10% wmnu Gosblie, MIM YMEHBIIEHMUS OXVIaeMOI
IprbaBKY Beca C y4eTOM BO3pacTa. Y/IMHEHVe BpeMeHI
npuema mumy (>30 MUH), YCTanOCTh, KOTOPOil CONPOBO-
XKJAeTCs TpUeM MMM, U3OBITOYHOEe HPOMMBAHME IIMIIN
(mMThA), BBITEKaHMe CTIOHBI 30 PTa, CKOIUIEHME NI 3a
IeKaMy WM JI00ble Apyrue KIMHUYECKUe IPOsBICHIA
mucarum, Takue Kak NepCUCTUPYIOLINIT Kallleb, HIoIep-
X/BaHMe, NIOfIaB/IMBaHMe WM KIOKOYYILINII 3BYK BO BpeMs

eIbl/UThsI TPeOYIOT HalpaBeHns Ha obcefoBanue [133].
Pa3BuTre aCHMpAlVMOHHOM ITHEBMOHNY, HEOObICHMMOE
YXy/LIeHNe JIETOYHBIX (YHKIUIT WM /IMXOPafKa HESICHOTO
IIPOMCXOXK/EHIISI MOTYT OBITH IIPOSIBTIEHUSIMI TOTEHI[VA/Ib-
HO OIIACHBIX HapyILIeHNIT ITIOTAHN M TPeOYIOT IPOBefeHs
obcnenoBanys. IIpu 9T0M MOTYT OBITD 3a/I€ICTBOBAHBI [0~
[IO/THNUTENbHbIE (PAKTOPBI, CIIOCOOCTBYIOLIE IIOTEpe MACChI
Te/la U CBSI3aHbIe C OCTIOKHEHNUAMMY B IPYTUX CUCTEMAX, Ta-
KIIX KaK CEPHeIHO-COCYAUCTAS I AbIXaTeIbHAS.

Y O6OMBHBIX € KIMHMYECKMMM VKa3aHMSAMM Ha BO3-
MOXXHYIO aCIUpALMIO U HapylleHNe MOTOPUKH IIOTKIH,
HeoOXOMMO IIpOBefeHIe  BUe0(II00POCKOIIYIECKOTO
MCCTIEIOBAHMA MTpOliecca ITI0TaHms (TakKe MMEeHYeMOe MO-
AuUUMPOBAaHHBIM [IOTaHMeM OapueBoit cMecu) [134].
Llenecoob6pasHO TNpUMEHEHNE BMEIIATENBCTB, HAIPaB-
JIEHHBIX Ha yryduleHue (QyHKIUM [TOTAaHMA, a TakKe Ha
KOMITEHCALMIO yTparbl (yHKumy rnoranus. Ilomo6Hsie
BMEIIATENbCTBA [O/DKEH OCYIECTB/IATh CIELMAMUCT I10
HApYLIEHNsAM peYu ¥ S3BIKOBOI cepsl, KOTOpbI 06-
NajaeT HeOOXOAMMOJ MOATOTOBKONM ¥ OIBITOM JI€YEeHMs
opodapuHreanbHON aucdarnu, a TakKe MOXKET OLIEHUTD,
HACKOJIBKO 11e/IeCO00pa3HO IpOBefieHNe BMEIIaTe/TbCTBa,
U OCYLIECTBUTD MHAUBUAYATN3UPOBAHHDII ITAH JI€UeHIs
nucdaruy, HalpaBIeHHBII Ha MaKCMMaJIbHOE COXpaHeHe
yHKIMHU [TOTaHUA.

ITo mepe mporpeccupoBaHus 3abomeBaHys OOJbIINH-
CTBO OOJIBHBIX NUCIIBITHIBAIOT BCe GOJIbIINE TPYSHOCTH B
mpoliecce JKeBaHUsl, U BIIOC/IENCTBUY, B MOJIOJOM B3pPOC-
JIOM BO3pacTe Y HUX NOSIB/LIITCS TPYAHOCTH C (dapuHre-
anbHOI asoit rmoTanns [135-140]. Cumnromsl gucdarun
MOTYT Pa3BMBAaTbCsA IIOCTENIEHHO, M OONbHBIE MOIYT He
BCerzia 3aMmevaTh opoapyHrea bHYyIo fucarnio u He BCer-
Ia coobmars o Heit ipu orpoce [140]. D10 npuBORUT K pu-
CKy pPas3BUTHsS TaKMX OCTOXKHEHMI KaK acmupanus I
HECIOCOOHOCTD MOTPEO/NATh [OCTATOYHOE KOMNYECTBO
JKUIKOCTY U KaTOPHit, KOTOpble HeOOXORMMBI [Is1 TTOfifiep-
KaHMs Maccol Tenma [135-139]. CHykeHMe Macchl Tenma y
60/IBHOTO MOXKET OBITH TaKXKe CBA3AHO C HECIIOCOOHOCTDIO
[OPUKIAfBIBATG BCe OONMblLINe YCUIWA IPY  AbIXaHUN
[135-139].

Korza moamep)kuBaTh Maccy Tea 60IbHOTO U IOCTYIIIe-
HU€E >KUJKOCTM B OPraHU3M C IIOMOIIBI0 IIepOPabHBIX
CPEACTB CTAHOBUTCSI HEBO3MOXKHO, HEOOXOAMMO IIpefIo-
XKUTB racTpocToMuio. IIpu 06Cy>kmeHny TaHHOTO BOIpoca
C IpyTUMH CIIEIMaTICTaMU ¥ CeMbeil 60/IbHOr0 HeoOXonu-
MO OOBSCHATH IIOTEHLNATbHBII PUCK U IIPEVMYIIeCTBa
3TOII IIpOoLeAyphL. [acTpocTOMa MOXKeET ObITh yCTaHOB/IEHA
9HIOCKOIMYECKN MO0 MyTeM OTKPBITOTO XVMPYPIrUIecKOro
BMEIIIATE/IbCTBA C YYETOM aHECTE3MOMOTUYECKIX 1 ITUYe-
CKMX COOOpaXKeHMIl, @ TAKXKe TMYHbIX IPeIIoYTe M 60/1b-
HOTO M TIPEIIOYTEHNIT ero ceMbu [141].

NoppepxaHune pyHKumm XKKT

3anop u ractpoasodareanbHblil pedirokc — nBa Hanbo-
Jlee pacIpOCTPaHEHHbIX JKeTyOYHO-KMIIEYHBIX PACCTPOIL-
CTBa, KOTOpbI€ BCTPEYAIOTCSH B KIMHUYECKOI IPAKTHKE
y mereit ¢ MJT [133, 142, 143]. IIpu ocTpom 3amope min
Ka/JIOBOM 3aBajie y OOIbHOTO HEeOOGXO[UMO IIpUMeHeHue
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pasMArYmMTeNnell KaJoBbIX MacC, CTAaOMTEIbHBIX U CTUMY-
JIATOPOB NEPUCTATBTUKY. DNUS0AIIECKI MOXKET IOTPe6o-
BaTbCA IIPUMEHEeHUe Ku3M. E>xellHeBHOE MCIIO/Nb30BaHMe
CTaOUTEeNIbHBIX CPEeICTB, TAKUX KaK MarHusA TUIPOKCHUJ,
JIAKTY/N03a WINM IONMITUICHITINKOIb HEeOOXO[UMO IIpu
Ha/IM4UM TOCTOSHHBIX CUMIITOMOB. B ciydae mepcmcrti-
pYIolero 3amopa HeOOXOAMMO BBIACHUTD, IIOTPEOIACT N
60/bHOIT HEOOXOVIMOE KOTIMIECTBO CBOOOTHON SKUAKOCTI
U IPUHATDH COOTBETCTBYIOLINE Mepbl II0 Koppekuuu. B ciy-
YasAx KajJlOBOTO 3aBaja, MO/Ib3a METOJA IIa/IbLieBOrO ypa-
JICHUsI B COCTOSHUI CefALiUM WIN ITIOF, OOIIMM HapKO30M
COMHMTeNbHA. JJO pacCMOTpeHMsl BO3MOXKHOCTH PYYHOTO
yZaleHNs 3aBaja MOXXHO IPOOOBaTh Ha3HAYaTh KIN3MBI,
CTUMYIMpYIOIYe CTabUTeNbHble, TaKMe KaK AYIKONaKC U
CEHHa, a TAK)XKe Pa3MATYUTE/IN KaTOBBIX Macc. MOJIOYHbIE 1
MeJIacCOBbIe KIM3MbI He PeKOMEHIYIOTCA [ IIPYMEHEHMA
y TalJeHTOB AeTCKOro Bosdpacrta. IIpyMeHeHNne MNUIIeBbIX
Z06aBOK, COfep)KalllMX MMILeBble BOMIOKHA, IIPY XPOHN-
YeCKOM W/IM BBIPQKEHHOM 3aIlope MOTYT YCYTyOUTDb CUM-
HTOMATUKY, OCOOEHHO eC/IU KOMIYeCTBO HOTpebnsaeMoit
6OJTbHBIM >KMIKOCTH IIPU STOM He YBE/TUYMBAECTCA.

TactpoasodareanbHslil pedIoKe 0OBITHO TeyaT NHIUOu-
TOpaMy IIPOTOHHOIO Hacoca uau aHTaronucramm H2 pe-
LIeITOPOB B COYETAHMM CO BCIIOMOTATE/IbHOIl Teparryeil
HNPOKMHETUKAMH, CYKpalb(GaTOM MU HeiTpaau3yolMu
aHTaMJaMU. PacmpocTpaHeHHO INPAaKTUKON ABIAETCA
HasHa4YeHJe MHIMOUTOPOB KIUCIOTOOOpa3oBaHNUA y JieTelt,
KOTOPBIM IIPOBOMAT KOPTUKOCTEPONUAHYIO TePAIuio, mubo
opanbHbIX 61cocHOHATOB /IS [IPESOTBPAILEHNS TAKUX
OCTIOXKHEHUIT KaK TacTPUT U IPODUIAKTUKN pPedIoKc-
s3odaruta. bonrpHOMY, y KOTOPOTO MMEIOTCA CHMIITOMBI,
HO3BOJIAIONINE MPENIOIOXNUTD PedIIIoKC, HeOOXOMMO pe-
KOMEH/IOBAaTh HPOBEJeHNMEe HYTPULIMOIOTMYECKMX BMella-
TE/IbCTB.

Momowb Npy HapyLIeHUAX peun
1 A3bIKOBOW chepbl

B perckoM Bo3pacTe IpM Pa3IMYHON BLIPAYKEHHOCTU
3aIep>KKM OCBOGHNA peur M HAepuiuTe pedeBbIX Ha-
BBIKOB 3aJiep’KKa JOCTIDKEHNUSA pPAaHHMX 3TAlloB Pa3BU-
TUA peyy — pPacIpOCTPaHEHHOE SBJIEHME y Ma/IbYMKOB,
KkoTopble crpajaior MJIJ] [144]. Hampaenenue K cre-
IMaMUCTy 10 TATOMOTMM Pedd U A3BIKOBOI cdepbl Ha
obcreioBaHye ¥ JiedeHre HeoOX0oaMMO TIpU MOf03PeHNUN
Ha 3aTPYyJHEHMA PasBUTHA peun, OO IPY MOCTOAHHBIX
3aTPYIHEHNAX C MOHVMAHMEM peuy MM OpajbHOM IKC-
npeccuu. YIIpa)KHeHNUA Ha OPaJIbHYI0 MOTOPUKY U METOZbI
YAYULIeHN apTUKY/IALMM HEOOXOAMMBI HJIA MajIbuiKOB
MJIaJiLIero BO3pacTa, cTpafatomux M, ¢ runoronueii, a
TaKKe y OONbHBIX 60JIee CTaplIero BO3pacTa C yracaromiei
CHION TIepMOPaZbHONM MYCKY/IATyphbl /WM HapylleHNeM
pas6opumBoctu peun. [ 6onbHBIX 60JIee CTapIero Bo3-
pacTa I1eecoob6pasHO IpUMEHEHUe METOHOB KOMIIHCa-
LYY, TPEHUPOBKM T0/I0CA Y YCU/IGHUSA pedl B CIIydae, eC/Iy
PasbopUMBOCTD peul CTPajaeT B CBA3Y C IIpobOIeMaMu pe-
CIMPATOPHONM TOAJEPKKM PeYM M HENOCTATOYHOM CHJION
rojnoca. IIpy HapylIeHNAX pedeBOil HPOLYKLUMY B JIIOOOM
BO3pacTe MOXKET ObITH 11€/1eCO0OPA3HO OLIEHNUTH HEOOXO/ M-
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MOCTb OKa3aHMA IIOMOIIN C LE/IbI0 UTA obecrieueHns peue-
BOIL KOMMYHUKalI .

TakTuKa B OTHOLWEHNN 60N1eBOro CMHAPOMa
IIpu MJI]I HabmropaeTcss 60MeBOM CUHAPOM PA3TNYHO
crerneHn BeIpakeHHOCTH [ 145, 146]. dddexTnBHam Gopbda
¢ 607110 TpebyeT TOYHOTO OIpefeIeHIs IIPUYNHBI ee BO3-
HUKHOBEHMs. BMelrare/nbcTBa, KOTOpble HAlpaBlIeHbl Ha
60pp0y ¢ 6ONIEBBIM CHHAPOMOM, BKIIOYAIOT (PU3NYECKYIO
Tepanuio, KOPPEKIMIO MO03bI, COOTBETCTBYIOIIE MHIUBI-
IyanbHO HOZOOpaHHbIE OpPTe3bl, KpecIa-KaTalKi, MOAep-
HU3MPOBAHHbIE KPOBATH U MeNVMKAMEHTO3HbIE IIO/XO/bI
(HampuMep, IIpUMeHeHNe MUOPETAKCAHTOB ¥ IIPOTUBOBOC-
Ha/IUTEbHBIX IIPENapaToB). IIpy MenKaMeHTO3HbIX BMe-
IIATE/IbCTBAX HEOOXOMMO IIPUHMMATh BO BHUMAaHNE
BO3MOXXHbIE B3aMMOJEICTBUS C APYIUMHU JIEKapCTBAMM
(HampuMep, cO CTepoujaMu 1 HeCTEepPOUHBIMU IIPOTHUBO-
BOCITQ/IMTENbHBIMU CPECTBAMM), A TAKKe X HO0OOYHBIE
JIeiicTBUsI, 0COOEHHO Te, KOTOPbIE MOT'YT HEraTHBHO BIIVATD
Ha CepevHyI0 M [bIXxaTeNbHylo GyHKuun. B Hebombimom
KOJ/IVIECTBE CIIyIaeB MOXKET OBITh ITOKa3aHO OPTOIEIde-
CKO€ BMEIIATeIbCTBO — IIPY YCTOMYMBOM GOTIEBOM CUHA-
POMe KOTOPbILl MOXXHO YCTPAHUTD XUPYPIUYECKUM IIYTEM.
Bob B crinHe, 0cOG€HHO [PV JIeYEHUN [TTIKOKOPTHIKON/IA-
MU, SBJIAETCS MOKA3aHMeM K HPOBEEHNIO TIATeTbHOIO
0CMOTpa /I BBISIBJICHVIA TIEPETIOMOB [I03BOHKOB; TP Ta-
KUX Ilepe/ioMax HabIIofaeTcst XOpolasi peakiys Ha Tepa-
mto 6ucdocdonaTaMu u/umn KanbuuToHNHOM [ 147, 148].
Heobxopumo ucciegoBarb, Kakue BMeIIATeIbCTBA, Ha-
npasieHHbIe Ha 60pbOy ¢ 607b10, 9P PEKTUBHBI HA IPOTSI-
>KeHUU Beeit >xusum 6onbroro M [146, 149, 150].

Y710 HY?>KHO yunTbiBaTb NPV NpoBeAeHUN
XNpypruyecKknx smewatesnbCcTtB

Ipu pasnuUuHBIX CUTYAUMAX, cBA3aHHBIX ¢ MI]] (61orm-
CMA MBI, XMPYPIUYecKye BMeIIaTebCTBa M0 MOBOAY CY-
CTaBHBIX KOHTPAKTYp, XUPypIdecKue BMeNIaTeTbCTBA Ha
IO3BOHOYHIIKE, TACTPOCTOMMA), @ TaKKe He CBA3AHHBIX C
M (ocTpble MHTEPKyppeHTHbIe COObLITHSA, Tpebyomine
XUPYPIUIECKOTO BMEILIATeNIbCTBA), MOXKET MOTPe6OBAThCs
npoBefieHre obuiero Hapkosa. CylLiecTByeT HECKOIBKO
CTIO)KHOCTE!, XapaKTePHbIX [/I JAHHOTO 3a00/IeBaHm, KO-
TOpbIe HeOOXOAMMO IPMHATH BO BHUMAaHMe IIPY IUTAHMPO-
BaHUM 0€30IIaCHOTO XMPYPIUMYECKOrO BMeIIaTelbCTBA.
Xupyprudeckoe BMeLIaTeIbcTBO 6onbHOMY M TOMKHO
ObITH BBIIIOHEHO B K/IVMHMKE C IIOHBIM CIIEKTPOM MeJy-
IMHCKUX YCTyT, KOTOPOe MMeeT ONBIT PaboThl C TaKMMMU
6onpubIMI. KpoMe ToOro, Kak 1 B 10601t ApYroit CUTyarun,
Korja OONbHOI HAaXOAMTCA Ha JONTOBPEMEHHOI Tepamum
KOPTMKOCTEPOVMAMY, JO/DKHA OBITh NMPUHATA BO BHUMA-
He HeOOXOMIMOCTDb CTEPOMIHOTO «IIPUKPBITUA» Ha Tepu-
Off XMPYPIMIeCKOro BMelarenbcTsa [151].

CpepncTBa ANnA HapKosa

B cBsI3M ¢ pUCKOM pasBUTIs PeaKIfuii, MOZOOHBIX 37I0Ka-
4yecTBeHHOI runeprepmun (malignant hyperthermia-like
reactions) u pabmomMmonusa Ipy MCIIOIb30BAHUY MHTAJIS-
IIMIOHHBIX CPELCTB /IS HapKo3a (Takyx Kak FaJoTaH 1 130-
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Pamka 2. MeponpuaTus, HanpasB/ieHHble
Ha ynyulleHne cocTosHuA 60nbHOro
C HEeJ0CTaTOYHbIM WM N36bITOYHLIM BECOM

PerynapHbiii KOHTPOJb:

+ Macchl Tena*

+ OVMHAMUWKWN pocTa y 60JIbHbIX, CMOCOOHbBIX K
CaMOCTOATENbHOMY MepefBIKEHUNIO (M3MepAeTca
Kakable 6 mec)

+ pa3mMaxa pyK/AnvHbI CErMEHTOB Y 60MbHbIX,
HeCroCco6HbIX K CAMOCTOATENIbHOMY MepPeABVKEHMIOT

HanpaBneHue Ha HyTpuLmonoruyeckoe/
AneTtosiornyecKkoe oﬁcnenosarme:
* MpW yCTaHOBJIEHUW ANArHo3a
e nepep Ha4daniom FJ'IIOKOKOpTI/IKOI/I,CI,HOVI Tepanunn
+ Mpuv Hanmuun y 6onbHoro geduuymTa Beca
(<10 nepueHTUNA ANA COOTBETCTBYIOLEro Bo3pacTa)*
« ecnu 6onbHoM HaXoaunTCA B 30HE pUCKa no Ha6opy
136bITOYHOrO Beca (85—95 nepueHTUb Ans
COOTBETCTBYIOLLIErO BO3pacTa)*
e MNPV Hanuunny 60J1IbHOro N36bITOYHOrO Beca
(>95 nepueHTUNA AN COOTBETCTBYIOLEro Bo3pacTa)*
* B dy4dae HenpeayCMOTPEHHOIO CHUXEHUA 1in
yBeJIM4YeHNA MacCcCbl Tefa
¢ B dly4Yae He4OCTaTOUYHOro Ha60pa Maccbl Tena
+  ec/v NNaHMpyeTCcA NpoBefeHNe 06 bEMHOIO
XUpyprnyeckoro smellatTesibCcTBa
+ ec/iny 60bHOro XPOHNYECKMI 3anop
+ MpwW Hanuuun gucdarun
HaumnoHanbHble pykoBoACTBa U peKoMeHaaLmMu No aueTe Ana nioaeit
C HelOCTaTOYHbIM 1 136bITOYHBIM BECOM MOXXHO HANTLN B CnpaBOYHUKe
R. E. Kleinman [128]; focTyn K HUM Tak»Ke MOXXHO 4acTo Nosy4nTh
B 611aroTBOPUTENbHBIX YUpexaeHrAX/accoLmauysax, 3aHIMAoLLMNXCA
3aboneBaHNAMM cep/lia U caxapHbIM AnabeTom. *Y 60bHbIX,
HEeCrnocobHbIX K CaMOCTOATENIbHOMY NepenBuMKeHNIO, HeOﬁXOAVIMO
CHavana onpefenuTb BEC Kpecna-KaTasku, a 3aTem maccy Tena
60N1bHOIO 1 3TOTO Kpecna-KaTasku, mbo cHayana onpefenuTb Bec
NnLa, KOTOPOE OCYLLECTBAIAET YXOg, 3a 60/IbHbIM, @ 3aTeM 1 BeC
60N1bHOTO, KOTOPbIN [NPW B3BELLVIBaHNM] MOXKET HaXOAUTLCA Ha pyKax
y AaHHoro nuua. 'B cnyyae, ecnin y 6051bHOTO BbIABIEH CKONMO3,
Heo6X0AMMO NPU HaNNYMN BO3MOXHOCTU N3MEPUTb Pa3max pyK.
*BbiBOA 06 136bITOYHOI/HEAOCTAaTOUHOI Macce Tena 60bHOro
[lenaeTcA Ha OCHOBaHNW NePLEHTUNbHbBIX TabnuL AnA AaHHON
MeCTHOCTW MO NHAEKCY MacCbl Tefla nayneHTa (BO3M0)KHOI7I
anbTepHaTMBOW MOTYT ObITb MOBO3PaCTHble NOKa3aTeNn MacChl Tena,
ecnin pocT 601bHOT0 U3MEPUTb HEBO3MOXHO). Mpy ML
COOTHOLLEHWE TKaHe U3MEHEHO BC/IefICTBIE OTHOCUTENbHO Gonee
HI3KOW Maccbl 6e3KMPOBOIA TKaHW, KOTOPasA MEeT MeCTo Npu Npu
flaHHOM 3a60/1eBaHN, U OTHOCUTENIbHO 6onee BbICOKOI Macchbl
»KNpoBOW TKaHu [129].

diypaH), HaCTOATENIBPHO PEKOMEHJYETCS NMPUMEHATDh JC-
K/TIOUMTENTbHO METOZbI TIOTHOTO BHYTPMBEHHOTO HapKo3a
[152, 153]. Jemonsapusyrolye MblIleIHbIEe PETAKCAHTBL, Ta-
KIie KaK CyKCaMeTOHMA XTOpHl, aOCOMOTHO IIPOTUBOIIOKA-
3aHBI B CBA3M C PUCKOM Pa3BUTHUA JIETAJbHOTO MCXOfA
[152,153].

KpoBonoteps

,HIIH Toro, YTOOBI CBECTU K MUHVIMYMY VHTpaoIl€paniiOH-
HYIO KPOBOIIOTEPIO U ee IIOCNECTBYUA, IPU 00'beMHbIX XU-
Pypru4ecknx BMEIIATE/TbCTBAX, TaKMX KakK CTa6I/IJII/[3aLU/IH

II03BOHOYHNKA, HEOOXO[MMO JCIIONb30BaTh aHECTeTUKI
C JIETKMM TUIIOTE€H3MBHBIM JIEAICTBMEM, KPUCTAJIOU/HbIE
KOCTHbIE a/UIOTPAHCIJIAHTAHTBI, a TAK)Ke METOfbl COXpa-
HEeHUA ¥ perHQy3uM COOCTBEHHBIX KIE€TOK KpoBu. s
yYMeHbIIEHN:I MHTPAOINEPAIIIOHHOTO KPOBOTE€UEHMsI MOTYT
OBITb PACCMOTPEHBI 1 [PYriie BMELIATeNbCTBA, TaKie Kak
NIPMMEHEHNE AMMHOKAITPOHOBON KUCTIOThI MM TPaHeKca-
MOBOJT KICIOTHI [154]. AHTUKOAry/IIHTHAS Tepans B HO-
CIIeOTIePAIIVIOHHOM TIepUOJie TPV TIOMOIIY TeTlapyHa 1/ Vn
alle TU/ICAMIMIIOBOI KVC/IOTBI HellenecoobpasHa. Moxer
6BITH IIOKA3aHO UCIIONb30BaHNE KOMIPECCHOHHBIX YYIKOB
JWIM MeTOZOB IOC/IeNoBaTe/IbHON KoMmmpeccun (sequential
compression) /I IpefoOTBpalieHnsas TpoMbo3a ITyOOKMX
BEH.

CeppeuHo-cocyancras cucrema

Ilepen npoBeneHnemM o61ero HapKo3a HEOOXOMIMO BbI-
nonautb IxoKI 1 IKI. Dt nuccienopBanus Takxe Heo6Xo-
VMO BBINOJNHATH INPY 3aIUIAHMPOBAHHOM IpPOBENEHNN
CeflaIv C HapyIIeHNeM CO3HaHMSA VIV MEeCTHOI aHeCTe3NN
B C/Ty4ae, eC/i MpefipIAyIee UCCIeNOBaHMe BBITOMHANTOCH
6onee 1 roga TOMy Hasag, WIK B CIIy4ae, €CIIM B IIPENbIAY-
mye 7-12 mec npu mposefenny OxoKI' Opta BbIsfBIeHa
nmarojnorus. B ciaydae mmaHMpyemoli MeCTHON aHecTe3Nn
9x0KT Heo6X0AMMO IPOBOANTD IIPK YCTIOBIUYU PaHee BBLAB-
JIEHHOI ITaTOIOT M.

ObixaTenbHaa cucrema

PecrimparopHble BMeIIaTe/lbCTBA HAIpaBIeHbl HAa IIOJ-
Iep>KaHue OINTVMMAIbHOTO COCTOAHMA JbIXAaTETbHON CHU-
CTeMbl BO BpeMsA MHIYKINY, TOAJEPKaHNA U BbIBEJEHI
60/TLHOrO M3 COCTOAHWA CeJalMyl VIM OOIIero HapkKosa.
VIX mmaHMpYIOT, B 9aCTHOCTH, C IIe/NbI0 CHIDKEHMA pHCKa
pasBUTHA IIOCTEONepPallIOHHOTO aTeleKTasa, ITHEeBMO-
HUM ¥ OCTIOXXHEHMII IPY IOCTIPOLESYPHOI 3KCTybaumm
Tpaxen [153]. DTux yeseit MOXXHO ZOCTUYb, €C/IV Y MALH-
@HTOB C BBIP@XEHHOII C/TA0OCTBIO JbIXaTe/bHON MYCKY/Ia-
TYpHI (Ha KOTOPYIO YKa3bIBAIOT IIOJIIOPOTOBBIE PE3yIbTAThI
IIpeoIepalMOHHBIX eTOYHbIX (PYHKIIMOHAIBHBIX TECTOB)
MIPUMEHATD TOCTIe XMPYPTUUECKOTO BMeIIaTeTbCTBa HEeMH-
Ba3UBHYIO BCIIOMOTATE/IbHYIO BEHTIIALIVIO IETKMX U METO-
ZIBI OOJIerYeHNs OTKAIIYBAHMA.

JloonepaloHHoe IpakTNiecKoe 00ydeHe U IoC/IeoIIe-
PALOHHOE MCIIO/Ib30BaHMe TeXHUK PYYHOTO 1 MeXaHMJe-
CKOro 0071erdeHust OTKaIIMBAHUA HEOOXOMUMBI OOIbHBIM,
Y KOTOPBIX MICXOJHBIN ITOKa3aTe/lb IMKOBOI CKOPOCTU BbI-
noxa (IICB) mpu kamte MeHee 270 1/MUH, Wn GONbHBIM, Y
KOTOPBIX MCXO[JHO@ MaKCYMasIbHOe JaB/IeH}e BbIToXa MeHee
60 cm BopiHOTO cTON6a (9111 ITOpOorosble ypoBHyu I[ICB u Max-
CMMAJIbHOTO JIaBJIeHMsA BBIJJOXa NPVMEHNMBI K OOJbHBIM
CTapIIero MOAPOCTKOBOTO 1 B3POCIOro Bodpacta) [155].
HacroATenbHO pekoMeHIyeTCs OOTepaI[MOHHOe TIPaKTH-
JecKoe 06ydeHe 11 OC/IeoepalllOHHOe IPYMeHeHNe He-
MHBA3MBHOI BEHTWIALIUM JIETKUX Y OONBHBIX C MCXOFHBIMM
nokasatenamu OIKEJI menee 50% OT [0O/DKHOTO ypOBHS, a
TaK>Ke COBeplIeHHO Heobxommo 60mbHbIM ¢ DIKEJT MeHee
30% ot mo/KHOro ypoBHs [155]. CrimpomeTpudeckast CTu-
mynanmA (incentive spirometry) He IoKa3aHa B CBA3M C HO-
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TeHI[MAaIbHO HM3KOI 3(Q(eKTUBHOCTHIO Y OGONBHBIX CO
CMabOCTBIO ABIXaTeIbHBIX MBIIII 1 HA/4ueM 6oree Ipef-
[OYTHUTENIbHBIX A/[bTEPHATUB, TAKMX KaK MeXaHMdIecKas
uHcynanua-skccydanma. IToce TiaTeNTbHON OLIEHKM
PUCKa U IO/Ib3bI BMELIATEIbCTBA, OOIbHBIE C BHIPAXKEHHOII
CabOCTBIO AbIXATETbHBIX MBILII MOTYT OBITH IIPOOIIEPUPO-
BaHBI HECMOTPs Ha MOBBILICHHBIN PUCK B C/TydYae, eC JI0
IPOBEMIeHNs OIlepalii MX B JOCTATOYHOI Mepe 00yuym
B/IAJIEHNIO TEXHIKAMI HEHBA3VBHOI BEHTH/IALIUI JIETKVX
" MeTOJaM 0o6ierdyeHus oTKauymBaums [ 156, 157].

Yro HY>KHO y4YnTbiBaTb Npv OKa3aHn
HeOTNIOXKHON nomoLwn

ITpuHMMas Bo BHMMaHMe BOBJIEYEHHOCTD Pa3/INYHbIX CH-
creM py MJI]JI, Ipy HEOT/IOXKHOI TOCIIUTANIN3ALNY OOJTb-
HOTO C/IeflyeT y4ecTb MHOXecTBO ¢akropos. C camoro
Hauajia He0OXOAMMO IIPeJOCTaBUTh IePCOHAITY, OKA3bIBAIO-
[[eMy HEOTJIOKHYI0 IIOMOIb, HOMHYI MHPOPMALUIO O
JVarHO3€e TallMeHTa, NPMHMMAeMbIX B HacTosAllee BpeMms
JIEKApCTBEHHBIX IIperaparaX, COCTOAHUU JIbIXaTeIbHON 1
CepAeYHO-COCYANUCTON CHUCTEM, a TAaKKe O CBA3AHHBIX
[c ocHOBHBIM 3ab0eBaHIEM]| COMATUYECKNX PAaCCTPOIL-
crBax. [TOCKOZIbKY MHOIVIE MEIMIMHCKUE PabOTHUKN He
OCBEIOM/IEHbl O CYLIeCTBYIOIIUX CTpaTerusAX BefleHN:
M1, To mpu OKasaHMM HEOTTIOXKHOII IOMOIIM HeOOXOxu-
MO HponH(OPMMPOBATh UX 00 OXKIAEMO Ha CErOfHALI-
HUIl [ileHb INIPOJO/DKUTENbHOCTY JXU3HU U BO3MOXKHOM
XOpOIIEeM KadecTBe XU3HM manueHToB ¢ M, 4T06bI n3-
6eKaTh HUTUIMCTUYECKOTO TOAXO0/a K JIeYeHMI0 TaKMUX I1a-
nuentoB®. VX crmegyer Takke NpoMH(OPMUPOBATH O
IONITOBPEMEHHOM TIPUMEHEHNMNM [MIOKOKOPTUKOUOB (B
CIydae HaIM4MsA TAaKOBOTO), a TAKXKe O COIYTCTBYIOLIEM
eMy pUCKe CHIDKeHNS peaKIyy Ha CTPecc, pUcKe MacKIMpo-
BaHHOI MH(QEKIMU U O BO3MOXXHOM 00Opa3sOBaHMU A3B B
JKenypKe. PUCK pasBUTUA IbIXaTeIbHOM HELOCTaTOYHOCTU
BO BpeMsl IHTEPKYPPEHTHOI MHQEKIINNU BBICOK Y TeX 60/Ib-
HBIX, Y KOTOPBIX HMapaMeTpbl (PyHKIMOHAIBHOTO COCTOS-
HYsA QYHKLIMY [BIXaHUSA HAXOMATCA Ha TPaHMIle HOPMBI U
narornornyu. KpaiiHe BaykHO cO6/MI04aTh OCTOPOKHOCTD PN
VCTIONb30BAaHMM ONMATOB U JPYTUX CeATMBHBIX Ipemapa-
TOB, TaKXKe KaK 1 IIPY MCIIOIb30BAHUY KUCTOpofa 6e3 nc-
KYCCTBEHHOI BEHTWIALMMU IeTKuX (13-3a PUCKa pasBUTHS
runepkanuum). Ecium HouHas BeHTWIALMSA yXKe TIPUMeHs-
eTcsi y 60/IBHOTO, TO JOCTYII K AIlIIapaTy /I BeHTUIALUN
[IPOCTO HEOOXOMMM P KKIOM HEOTI0)KHOM COCTOSIHUN
WIM BMeIIATeNbCTBe. B Tex cilydasx, Korga OonbHBIE yoKe
UCIONB3YIOT MCKYCCTBEHHYIO BEHTILILMIO JIETKUX, HE006-
XOZMMO KaK MOXKHO OBICTpee CBsI3aThCs ¢ Opurazmoil, KOTo-
pas ofecreunBaeT pPeCHMPATOPHYI0 MOMOIIb HAHHOMY
nanyeHTy. Ba)kKHO MOMHUTD O PMCKe apUTMUU U KapAyo-
myonaTyy. CITOKHOCTY B OTHOIIEHUY aHECTe3NN, KaK yKe
YTIOMUHA/IOCh PaHee, IOJDKHBI IPYHMUMAThCA BO BHUMAHNe
BO BCeX CJIy4asx, KOIfa He0OX0OAUMO IIPOBeeHIe XUPYPIit-
YeCKOTO BMeIIaTeTbCTBA MU Celallii.

8 ABTOpBI NMEIOT BBIJY HEOOXOAMMOCTD M36€eraTh OTHOMIEHNA K TAKUM IIa-
IIMEHTaM, KaK K 6e3HaIe)KHBIM ¥ YOEKIeHHOCTH B TOM, 4TO He HY>KHO IIpy-
J1arath 0COOBIX yCHINIL Ipy oKasauuu um nomouu (Ilpum. peo.).
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CTparerus novcka n Kpurepuu oréopa

[onck peLeH3npyemMbIx IMTEPATYPHbBIX MCTOYHUKOB
OCyLLecTBNANCA MO KnloyeBbiM cnoBam «Duchenne»
(OroweHH) nnn «muscular dystrophy» (MbiweyHas
anctpodua), unm o6oum CioBam BMeCTe, B COYETaHNN

c oaHUM 13 410 ApYyrux NONCKOBbIX TEPMUHOB, NMEIOLLMX
OTHOLLEHME K NMOJIHOMY CMIUCKY MHCTPYMEHTOB 1A
OL|EHKV MoKa3saTenen 1 BMeLlaTenbCTB, UCMOMb3yeMbIX
npuv BegeHun MAL. MNonHbI CNNCOK TEPMUHOB,
MCMOJIb30BaHHbIX NPV NOWCKe, AOCTYMEH MO 3anpocy.
Bbinn ncnonb3oBaHbl crepytoLwme 6a3bl faHHbIX: Medline,
Embase, Web of Science n Cochrane Library.
[NepBOHaYanbHbIMN KPUTEPUAMN BKITIOYEHUA ABNASINCD:
Hannune pestome NCCe[0BaHA, MPOBEAEHHOrO Ha
yenoBeke, onybMKOBaHHbIX Ha aHIMIUACKOM A3blKe B
nepuog ¢ 1986 no 2006 rr. Kaxgas paboyasn rpynna B
npouecce 06CyXAeHUA, 3aKIIOUNTENbHO OLIEHKN 1 NP
HanvcaHn peKoOMeHAaLMIN NCMOoJib30Bana Takxe
Haunbosnee Ba)kHble CTaTbW, OTHOCALLMECA K UX
OvcumnnuHe, onybnukosaHHble Ao 1986 1., a Take B
nepuog c 2007 pgo cepeauHbl 2009 rr.

3akniovyeHune

ITOT 0030p SIBISAETCS Pe3yNIbTaTOM IIEPBOTO MEX[yHa-
PORHOTO COTPYJHMYECTBA YHMKATBHON IO UMCIEHHOCTH
TPYIIIbI 9KCIEPTOB 1O BefeHMio 6onbHbIX MJI]II, Hanpas-
JIEHHOTO Ha CO3JaHMe BCEOOBEMITIONIMX pPEKOMEH/AINI
o okasaHuio oMoty npu M. Ora pabora Opiia Hof-
KpeIUIeHa TOYHBIM METONOM, — METO[OM OIIpefe/ieHNs
11e71eCO0OPAsHOCTY OLIEHOK J/IM BMEIIATENbCTB, paspa-
6oranHpiM Kopropauyeii RAND n Kamudopumiickum
yuusepcuteroM (Jloc-Anmxenec) (RAND Corporation—
University of California Los Angeles Appropriateness
Method) [2] — koTOpbIit pacumpsier BO3MOXXHOCTU [JISt
IPUHATUA KOHCEHCYCa, MO3BOJIAsA He TO/NbKO YCTAaHOBUTH
[apaMeTpbl ONTHMMAJIbHON IIOMOIIY, HO U BBIABUTH 00-
JIaCTH, TJe CYIIeCTBYeT HeOIpele/IeHHOCTb, Tpelyrolas
IaypHerer paboTbl.

Mogenp moMony, KOTopas BOSHUK/IA B IIpoliecce olle-
HUBAHMS MWCCIENOBaHUII ¥ BMematenbcTB mmsa M,
AKIEeHTUPYeT BHMMAaHME Ha BRXHOCTU OKa3aHMs MHOTO-
npodunpHoit moMoum s 6onpHbIx M. Hampuwmep,
BOIIPOC O HasHaueHUM Quamorepanuyu, peabunnrTanum u
OPTOIIEANYECKOTT IIOMOIIY TPU HAJIMYMYU KOHTPAKTYP (Tam,
I7ie 3TO HeOOXOAVMO) HYXHO aHaIM3UPOBATb B IE/IOM, C
y4eTOM BO3JeIICTBIS KOPTUKOCTEPOUTOB, KOTOPOe Y 60/Ib-
IIMHCTBA Ma/Ib4MKOB OKa3bIBaeT 3HAYNMTETbHOE BIUsAHUE
Ha CWTy U GYHKIMIO MBI, PEKOMEH/AIMM [10 Pa3IMIHbIM
CIIeLIMaIbHOCTAM BO BTOPOJ 4acTU 9TOro o63opa Ipef-
CTaBJIEHbI IMEHHO B 9TOM KOHTEKCTe.

B aroii [BTopoii] yacTit 0630pa ONMcaHbl YeTKO pasrpaHu-
YeHHbIe 110 CTAAMsAM UCCIIEOBAHNUS U BMeIIaTe/IbCTBA IIPU
KapAMaTbHBIX U PeCIUPATOPHBIX OCIOXKHEHMAX, KOTOpbIe
pacnpoctpanensl mpu MJIJI, a Tak)Xe ouepueHbl paMKI, B
KOTOPBIX OKa3aHNe IOMOIIV TPV NAHHBIX OCTOKHEHIAX
6e3omacHo. PecrimpaTopHble BMeIIaTe/IbCTBA, B YaCTHOCTI,
IpOBeJieHIe MICKYCCTBEHHOI BEHTIIALIMN JIETKMX B HOYHOE
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BpeMsi, UTPAIOT OTPOMHYIO PO/Ib B BBDKMBAHWUM OOTBHBIX
M [65, 66]. Takxe nmerorcs IpefBapuTeNbHbIe JaHHbIE,
YTO 3HAYNTENbHOE BIVsHIE Ha BBDKMBAEMOCTb OKa3bIBa-
eT ObICTPOTA BBIAB/ICHUA M JIeYeHMA CTy4aeB yXy/IICHNA
COCTOSIHUSI CepPHeYHO-COCYAUCTON CUCTEMBI [y GONbHBIX
MIA] [119, 121]. Okupaercss IpoBefeHne LanbHENIINX
K/IMHAYECKUX VCIIBITAaHUI ISl OIpefie/ieHNsl ONTUMaslb-
HOTO BpEMEHM Hayaja AKTUMBHOIO JIEYEHMH CEepHeYHO-
cocypucToil maTtomoruu. Mexpy TeM, IpefcTaBleHHbIe
37eCh PEKOMEHJAIMMN COITIACYIOTCA C paHee OMYOIMKOBaH-
HBIMU pyKoBogcTBamu [113, 115], 1, uTo Hanbosee BaxKHO,
aKIEHTUPYIOT BHIMAaHNUE Ha Bce OO0Iblieil He0OXOMMOCTI
aKTUBHOTO IIPUBJIEYEHNA KapAMOIOTa Ha BCEX CTA/MAX 3a-
6oneBaHms.

B mpyrux o6macTsx, BK/IOYasA IOMOIb IIPY OC/IOKHEHN-
X CO CTOPOHBI XKETYyJOYHO-KUIIEIHOTO TPAKTa, O CErof-
HSIIHETO JHs ObUIO HPOJeNaHO MeHblle paboTbl, HO MbI
TIPULIIN K 3aK/IIOYEHNIO O TOM, HACKO/IPKO Ba)K€H IIPEBEH-
TUBHBII TI0AXO0X B 9T0i1 cepe. Heobxommma Bce Gonpiuast
HaCTOPOXXEHHOCTb B OTHOIIEHMI) BO3MOYXHOTO PasBUTUA
JKEeMyJOYHO-KMIIeYHbIX OocnokHeHuit npu M no cux
Iop 3Ta 06/1aCTh OTHOCUTE/IBHO IIOXO M3Y4YeHa Y TOTIbKO
BBIUTPAET IPM MPOBeNeHNN B OyAylLieM MCCIefOBAHUIL B
pacTylelt monyaaLuu B3pocabix 60npHbx ML, 9To no-
3BOJIAT OLIEHNUTD OpeMsi TATOMOTUY XKeMYA0YHO-KAIIEYHOTO
TPaKTa y 9TUX OONBHBIX, @ TAKXKe ONPENEIUTD ONTUMAIb-
HBIIT 00bEM TTOMOILIN.

CeropHs, KaK HUKOT/]a paHee, Mbl BO3/IaraeM HaJIe>KIbl Ha
HOsIBTIeHNe MeTOROB ederyss M]IJI, KoTopble 6a3npyioTcs
Ha MOJIEKY/ISIPHBIX OCHOBax 3abormeBanus. B 1o xe Bpems,
9TU PEKOMEHJAIMM [0 OKa3aHMI0 HOMOLIM pa3paboTaHbI
NpyU NOAJEP)KKE M YJacTUM BCEX 3aMHTEPECOBAHHBIX CTO-
poH, nmeromyx otHotenne Kk M, mis Toro, 9To6sI Cie-
LIMA/IMCTBI VICTIONIb30Ba/IN 3T PEKOMEH/IALIMM U CelTdac, U B
6ynyleM, B Ka4eCTBe 3Ta/IOHA [/Is YIPEXK/AIOI[ero IIaH!-
pOBaHus, HafIeXXallero HabMoIeHNs U IPOBENIEHNS BMe-
IIaTeNbCTB BO BCeX cepax 9TOro CI0XKHOro 3aboieBaHms.
Hapeemcs, uTo 3T1 peKOMeHAaLMM IOCTY>KaT KaTalnu3aro-
POM JIJIS1 HIOBBIIIEHM YPOBHA B OKa3aHMUM ITOMOIIY 6O/b-
HbeiM MJI]] Bo BceM mupe.
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