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YBaxkaemble Komern!

[TannmuaTuBHAsA TOMOIINL HETAM — BaXK-
Helilllee HaIlpaBjIeHUe MeRMIIVIHCKON [es-
TEIbHOCTY, BK/IIOYAIOII[Ee HE TOIbKO jIede-
HIe, HO YXOJL ¥ COUYBCTBUE.

B Hameit cTpaHe OIIBIT OPraHM3ALNM TTATI-
JIVMATUBHON IIOMOIM JIeTAM IIOKa HeBeNMK.
/M TeM LeHHee KHMIA, KOTOpyIo Bbl ceityac
IepXXuTe B pyKax. B aToM nsmannm, ocHoBaH-
HOM Ha oIlbITe crenyanuctos [lerepOypreko-
TO JIeTCKOTO XOCIINCa, ONMMCHIBAIOTCA HACYII-
Hble NPO6TeMbl TepMMHANIBHOTO yXO#a 3a
HeTbMM M TIpeJIaraloTcA BO3MOXKHBIE IYTU
UX pelleHns.

OTMeuy, YTO peanusanus OMMCAHHOTO B IIPefTaraeMoil YUTATeTI0 KHI-
re, 6b1Ta ObI HEBO3MOXKHA 6e3 coBMecTHOI paboTel CaHKT-IleTepOyprekoit
emapxun Pycckoit IlpasocnaBnoit IlepxBu m Apmuunctpanyym CaHKT-
[Tetep6ypra. CTpOUTENBCTBO CTAL[MOHAPA XOCINCA BMECTE C BKIIIOYCHUEM
[IETCKOJI TTa//IMaTYBHON MOMOIIM B FapaHTUPOBAHHBI 00beM IpefjoCTaB-
JIsIeMBIX METUIIVTHCKMX YCITYT CO3/IAJIO TOT 6a3NC, KOTOPBIN II03BOJINIT OKa3bl-
BaTb IIOMOIIb JIETAM, HY)K/JAIOLIMMCS B Helt 60Ibllle, 4eM KTO 6bI TO H OBIIO.

MHe noBenoch mo6siBaTh B [TeTepOyprckoM e TCKOM XOCIIMCE M 03HAKO-
MUTbCS ¢ pabOTOI 3TOTO YUpeXIeHN s, KOTOpOe M0 IIPaBy MO>KHO Ha3BaTh
06pasIoBbIM. SI 671arogapio COTPYLHIKOB XOCTINCA 3a X BBICOKMIT ITpodec-
CHOHaNU3M, 3a00Ty O MallMeHTAaX, TepIleHNe U TI060Bb.

OmpiT IleTep6yprckoro feTCKOro XOCIiuca, Kak psjja PyTUX mepefo-
BBIX YUPEXJEHNT TaKoro mpoduis B Hallell CTpaHe, TO/DKEH HaXOAUTD
HpUMeHeHUe B IPYTUX perroHax Poccuu, pacmmpss JOCTYI K KBannu-
I[MPOBAHHO} MeIMLMHCKOI IOMOIM M YXOAy TBICAYAM TeX, KTO B Heil
HY>XJaeTcs. YBepeHa, YTO HACTOALAsA KHUTA BHECET CBOI 3HAYMMBIi
BKJIAJl B 3TO Ba>KHOE IeJIO.

Mumnucmp 30pasooxparerus PO
Ynen-xoppecnondernm PAH,

Jlokmop meOuyuHCKUX HayK, npogeccop
Beponuxa Cxeopyosa



Hoporue npy3bs!

[Tepen BamMm - uspaHme, oboOuialnee
11-meTHUIT OMBIT JeATEeNTbHOCTU [leTckKoro
xocmuca B CaHkr-IleTepOypre. DHTy31nasm
COTPYHZHMKOB, IIOMOIIb 6JIaTOTBOPUTENEI
U TOAJEpP>KKa aJIMMHMUCTPALIMM TOPOfia II0-
3BOJIM/IM 33 9TO BpeMs HeOONbIION 6raro-
TBOPUTENbHON OpPraHM3aLNy, OCHOBAHHON
Cankr-Iletepbyprckoit Emapxmeit Pycckoit
[TpaBocnasHoit LlepkBy, BRIpacTit B OCHOBA-
TesA U Ufepa OTe4eCTBEHHOI NeTCKOI Masl-
NMMATUBHOM MeIMUIIMHBIL.

I'maBHOIt ¢punocodueit JeTckoro xocmu-
ca 6bIIa U OCTaeTCsi 671arOTBOPUTENBHOCTD,
«coTBOpeHue fobpar, crnykeHue 6mkHUM. KoHewHO, aTa 1eb poaniach
u3 y4aenns [IpaBocmasroii Llepksu. Ka)kplit 13 Hac pu3BaH CTaTh MUJIO-
CepAHBIM CAMapsIHNHOM, [OJaB PYKY IIOMOIY O/TVDKHEMY — 4e/I0BEKY, KO-
TOpOMY I10X0. Ec/iut cpepyt Halrero oKpy >XeHust TaAKMX HeT — MbI JJO/DKHBI
MCKaTb TaKMX /Miofieil. Tak Bble3fHble Opurafpl JleTCKOro XOCIuca NCKaju
U ceifdac MILYT B GOMBHNI[AX CEMBbH, Ifie 3a001eBaHNe pebeHKa IPU3HAHO
TSDKETIBIM U HEM3/IeYVIMBIM.

MHe Bcerfa X0Tenoch, 4To6s! mropu Bumenu B Llepksu He Tonbko Ee 60-
TOCTYXXeOHYI0 IesITeNTbHOCTD, HO U TO, 4To OHa Io/e3Ha 0611eCTBY, MHOTO
menaeT A Hero. ECTh mropy, KOTOpBIM TONMBKO LlepkoBb MOXKET ITOMOYb.
B mepBy10 ouepenp 3TO ceMbl, Ifie TSXKEI0 60MEI0T feTH.

].[e]'[b IIpefmaraeMoro BamM M3fgaHmsa — O606I.LU/ITb OIIBIT OpTaHM3aL NN
YUIpexXKAaeHnA MaIINATUBHON IIOMOION OETAM. B HeTCKI/Iﬁ[ XOCIIUC ITOCTO-
SHHO NPpUE3KAKT NPpEeNCTaBUTENN N3 pa3HbIX PETMOHOB Poccun, n Mol
pazbl HOJEMNUTDHCA C HUMU HAalIMMM 3HAHMAMU U OIIBITOM. B ool kHUTE
MDbI M3TOKNIN Hallle BUEHNE PEIICHN A MEANIMHCKNX 11 OpraHn3annoH-
HBIX BOIIPOCOB.

MCKPCHHG Han€Ch, YTO HAIl OIIBIT IIOMOJKET BaM B OpTaHU3allM Ka-
YECTBEHHOI'0 MEAMKO-COLIMAaJTbHOTO YXO4a 3a AE€TbMU C TAXKE/TbIMN 3a60-

JICBAaHUAMMU.

OcHosamenv

Canxm-ITemep6ypeckoeo Jlemckoeo xochuca D
npom. Anexcanop Txauenko /%7; W
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NANIMATUBHASA MNOMOLLb JETAM
B POCCUNCKOW OEQEPALIAA

I. U. 3enunHckas, E. B. MoneBnyeHko

DepepanpHbIM 3aKOHOM PP «O6 oCHOBax OXpaHBI 3JOPOBbsS TpakaaH
B Poccuiickoit @epepannm» Ne 323-D3, koTopbiii mpuHAT B 2011 rofy, BriepBble
B Halllell CTpaHe Ma/UIMAaTMBHAs MOMOIID IIONyYMIa CTaTyC 06s3aTeNbHOTO
BIJIa MEIMLIMHCKOJ TIOMOLIY, KOTOPYIO TOCYIapCTBO FapaHTUPYET HeMU3/Iedn-
MO OOJIBHBIM TanyeHTaM [1]. 9T HaMepeHMs MOFKpeITeHbl [ocyapcTBeH-
Hoit mmporpammolt PO «PasButue 3gpaBooxpaHeHNsd», YTBep)KAEHHON pac-
nopsbkeHneM IIpasutenbcrtBa PO Ne 2511-p or 24.12.2012 u paccuMTaHHOI
1o 2020 ropia. B Hee BkmIoueHa nopimporpaMma «OKasaHue MajiInaTBHOI Mo-
MOIIIH, B TOM 9MCTIE IeTAM». OXKIUJaeMbIM Pe3y/IbTaTOM IOfIIPOr PaMMbI ABIS-
eTcs GopMMpPOBaHIe HOTHOLIEHHON MHGPACTPYKTYPhI JI/11 OKa3aHNUA MaJIINa-
TUBHOJI TIOMOLIY B3POCTIBIM U JIETSIM.

ViMeTh BpauyeOHBINl OMBIT PAbOTHI C HEM3TEUNMO OONBHBIMU JIETBMU —
He BCerJla O3HayaeT yMeTb PeajM30BBIBATH B 9TOM paboTe MaIMaTUBHBIN
nopxop. IIpy orpoMHOM IOTeHIMase, HAKOIJIEGHHOM OTEe4eCTBEHHOI Mefiua-
TPUYECKOI CTy>KO0I1 B pellleHN N Tpo6yIeM MHKYPabe/TbHbIX AIVIeHTOB, CIIel]-
uduIecKye Me{YIKO-COLMaTbHbIe TEXHOJIOT MY MTaJI/TMATHBHOI HOMOIIY IeTsAM
CerofiHs ABMAITCA B Halllell CTpaHe MHHOBAIMOHHBIMI. [IpMHATIIO BasKHBIX
FOCY/apPCTBEHHBIX 3aKOHOB 1 IPOTPAaMM IIPeIIIeCTBOBAIA JO/ITras paboTa Jio-
Jiell, HepaBHOMYILIHBIX K CyAbOaM HeM3/IeUMMbIX MAIVIEHTOB U MOCBATHUBIINX
ce0s1 Jiermy TIOMOLIN UM.

B 3TOMl cuTyauuy yHMKanbHBIM SABJIAETCA BKIAJ, B OTEYECTBEHHOE
XOCIIUCHO-TIA/INATIBHOE ABIDKeHHUe AeTckoro xocmuca CaHkT-Ilerepbypra,
KOTOPBIiT MMeeT 10-7eTHIIT OIIBIT BBIE3JHOI CTY)KOBIL, @ TAaK)Ke CTAlJIOHAPHOI
PabOThI IO OKa3aHUIO Ma/UIMATUBHON MOMOIIY HEM3/IeYMO GOIbHBIM Malin-
€HTaM U BBINOTHAET 9KCIIEPTHYIO POIb B CO3[AHMM HOPMAaTMBHO-IIPABOBOI
6aspl ma/TMaTMBHONM moMoy fetsM. CrelnanmucTbl JeTCKOTO XOCHMCa aK-
TMBHO YYaCTBYIOT B CTAHOBJICHUY CITY>KObI MaJIIMATUBHON IIOMOIIN B CTpa-
He, OTKPBITO NPEJOCTaB/AsA CBOJ ONBIT I/ O3HAKOM/IEHMS CIleLMannucTaM
13 pasIMYHbIX pernoHoB Poccuy, a Tak>Ke MOC/IelOBaTeIbHO BHENPSA BCe HO-
Bbl€ IIPOrPAaMMBbI XOCIIVICHOJ IIOMOLIIL.



B cooTBeTCTBMM € 3aKOHOJATENbHO 6a30i1 B HALIEH CTPaHe, KaK U BO
BCEM MUpe, [I/UIMATUBHASI [IOMOLLb SIB/ISI€TCS Of{HUM U3 Pa3[ie/IoB CUCTEMBI
3IpaBOOXPAHEHNSI, XOTsI U3 €€ OLpEJe/eHNsI CTIEfyeT, YTO ITO HE COBCEM
M He TOJIBKO MEeJMIIMHCKAsA MOMOILb [2; 3]. DT0 06BACHUMO, TaK KaK W3-
HAYa/IbHO Ma//IMATUBHAS [IOMOIb HAYMHAETCS C MOMEHTA YCTaHOB/IEHMUS
IVMAaTHO3a HEM3IeYynMoro 3aboneBannsa. Ha crenymanmucros maainaTuBHOM
MeJMLMHbI, B IIEPBYIO OYepelib Bpayeil, IOKUTCs OTBETCTBEHHOCTD 3a I10-
MOIb B IPUHATUY PELIEHNS O MPeKPAILleHN) MHTEHCUBHOTO JIeYeHNs, a
TaK)Xe [OMOLIb B TOM, YTOOBI COPUEHTUPOBATD CEMBIO, YTO JIyYllle MMeH-
HO Jy1st uX peberka. Ho 0JHOBpeMeHHO 9TO HajlaraeT OTBETCTBEHHOCTD 3a
obecrieyeHne IOMOLIN B PELIeHNY HEMENUIIMHCKUX IIPO6/IeM HeM3Ieqnmo
GOJIBHBIX MALVIEHTOB M YXa)KMBAI[UX 32 HIUMI — KaK IIPABUJIO, 9TO YJIe-
HBI CEMbI, B [IepBYI0 o4yepesb popurenn. OXHON U3 HUX I, IOXKANYIT, ca-
MOJ1 C/IO)KHOJ KaK B OPTAHM3AL[IOHHOM, TaK ¥ B TEXHOJIOTMYECKOM IIJIaHE
SIBIAETCS TICUXO/IOTMYECKasi IOMOIb ¥ MOALEP)KKA CAMOMY IAIMEHTY U
YXa)KMBAIOLMM JIMIIaM B IIEPUOJ, YXOJia, a II0C/Ie CMEPTHU pebeHKa deHaM
ceMby U 61u3KoMy OKpy>keHuto [4]. TloaTromy, BcTymasi Ha yTh CO3JaHMUS
[NQ/UIMATUBHOI IIOMOLIM, CIEAyeT B KadeCTBe OOIUTaTHOrO KOMIIOHEHTA
HpeycMaTpUBaTh GJI0K COLMATbHO-IICUXOIOTNYECKOil paboThI C MaljueH-
TaMM ¥ POJICTBEHHUKAMMU U, 6€3YCIIOBHO, IOCTOSIHHOE 00y YeHe HaBbIKAM
yXofa 3a Hen3/eqMo 6OIbHBIM peOeHKOM 1 0011eHNs ¢ HuM [5].

MepVnyHCKas TOMOIb OPTaHMU3YeTCs U OKa3bIBAETCSA B COOTBETCTBUM
C IOpAJKaMM OKa3aHMs MEeULMHCKON moMouy. MUHICTEPCTBO 3/1paBo-
oxpaHeHus PO mpoBoguT MeponpuATHA IO CO3TAHNIO IOPSAKA MajIIna-
TUBHOJ MEIMIIVIHCKOJ MOMOIIY ETSAM, KOTOPBIN JOJDKEH HaTh OTBETHI Ha
BOIIPOCHI, KaK OPTaHM30BaTb AEATENTbHOCTb MEAMIVHCKOTO YYpPeXXIeHNUs
(ero cTpPyKTYpHOTO HOfpasfe/ieHNsI), peKOMEeHAALMN 110 OCHAIEHNIO 1 Ka-
IpOBOMY 00eCIiedeHNIO B YCIOBMSIX IIPELOCTABIEH YCIYT aj/INaTUBHO
TTOMOIIA.

Tem He MeHee, CIefIyeT IOHMMATb, YTO ITO CIOKHBLIT TPOLIECC, TOCKO/Ib-
Ky Na/UIMaTVBHAS Me[UIMHA He obecliedyeHa HOPMATIBHOIT 6a301i, MHOTO€e
U3 00s513aTeIbHBIX KOMIOHEHTOB Ma/UIMATIBHOI IOMOIIY SIBISETCS HOBOI
fist Poccuu opraHM3anyioHHON 1 KIMHUYECKOI IPaKTUKOIL, KOTOpas He-
IPOCTO BOCIPMHUMAETCS B K/IH0Ye YCTOABIIMXCS TPAAMIUIL KypaTUBHOI
MefMIMHBL. BcTpanBaHue MaiIMaTHBHOI IIOMOLIY, IJTABHOI LIe/IbI0 KOTO-
poil AB/IAETCS yIydlileHNe KadecTBa )KIM3HI YMIUPAOIINX Mal[eHTOB, a He
UX M3/IeYeHIIE, B OTeYeCTBEHHYIO CHCTEMY 3[;paBOOXPaHeH N Oy/ieT COompo-
BOX/ATbCSI HEOOXOAMMOCTBIO [OTOMTHNUTEIBHBIX K BBIIIEIINM HOKYMEHTaM
pasbsCHEHMIT U AUCKYCCUIL, B pesy/bTare 4ero OyzeT HalifleH ONTVMa/IbHBII
BapyMaHT I'MOKIX OpraHM3aIMOHHBIX peleHuit [6].



B coorBercTBUM € pexkoMeHpanuAMu Eppomerickoit Acconuanuu ITan-
matusHot ITomomniu (European Association of Palliative Care (EAPC), 2009),
MMa/UIMAaTUBHASA MENUIIMHCKAA IIOMOIIb OKa3bIBAETCA IETAM, UMEIOIMM 3a060-
JIEBaHMUS M COCTOSIHUS, YTPOXKAIOLIVE SKM3HY, a TAKXKe 3a00/IeBaHys Ha CTa-
IMU BBIPA>KEHHOTO MPOTPECCHPOBAHMS, HYXX/JAOIIMCS B IUTEIBHOM I10-
CTOpOHHeM yxoge [7]:

e Yrpoxarlue >KU3HU 3ab0/ieBaHMs, pafiuKanbHOe JedeHNe KOTOPBIX
0Ka3aJI0Ch M/IM MOXKET OKa3aThCs JI/IA MallieHTa 6e3yCIeNHbIM (3710Ka-
JecTBeHHbIe HOBooOpasoBaHus, XITH u 1.11.);

e 3aboneBaHMsA M COCTOAHMUs, TpeOyIOlUe IIUTETBHOTO MHTEHCUBHOTO
NedeHN A /1A IPOIJIEHM YKU3HY C BBICOKOI BePOATHOCTBIO T€TaIbHOTO
ucxofia (MyKOBUCIMAO03; ITTyOOKa st HeJOHOIIEHHOCTD U T.IL);

e [Iporpeccupytomue 3a6oeBaHNs, A1 KOTOPBIX He CYIIeCTBYeT pajy-
Ka/IbHOTO U3/IeYeHIS, ¥ C MOMEHTA YCTAaHOBJIEHNU:A [UarHo3a 00beM Te-
pamuu ABIAETCA Na/UIMATUBHBIM (HEPBHO-MBIIIEYHbIE 3a060/IeBaHI,
XPOMOCOMHbBIE aHOMA/INU U T.IL.); — HeOOpaTUMBble, HO He IIPOTPeccupy-
folye 3a60/IeBaHN A MAIIMEHTOB C TAXKeNbIMU pOpMaMU UHBATUHOCTU
U TIOfIBEP)KEHHOCTBIO OCIOXKHeHMAM (TsKenble opmbr JITI, mocnen-
CTBMUs CIIMHAIBHON TPAaBMBI U T.IL).

Heo6xonnmMo MOTYEPKHYTb BaXXHOCTb CTaHAAPTHOI TOKYMEHTHPOBaH-
HOJT TIPOLIeypbl, TIOATBEPK/AIOIIell Hamu4ue MoKa3aHWil y pebeHKa K Iasl-
JMaTUBHOM TToMolu. 1o HaleMy MHEHMIO, OHa JIOJKHA IIPOBOAMTHCA IIOCTIe
6O7IBIIIOI TOFTOTOBUTENBHOI paboThl ¢ PORUTENAMM peOeHKa, OCHOBAHHOI!
Ha NPUMHIMIAX OTKPBITO KOMMYHMKAllMM U HOJTHOTO MH(OPMUPOBAHMUA,
4TO B peasIbHOI IPAKTIKe OTMeYaeTcs He BCeT/a.

[TannmaruBHas MEAMLIMHCKAS IOMOILb, TAK >Ke KaK J JPyTVie BUIbI MeJu-
LIMHCKOJI ITOMOIIIY, MOXKET OKa3bIBaThCS B YCTIOBMAX:
1. ObecneynBamIINX KPYITIOCYTOUHOE MEJULIMHCKOE HabMOfeHe
U JIeYEeHIe;
2. He mpegycMaTpyBaromux KpyIrIocyTOYHOe MeJUIIMHCKOe HabIoe-
HIE U JIeYeHIeE;
3. IlpenycMaTpuBaroLX MefULMHCKOE HAOMIOEHE I JIeYeHe
B JIHEBHOE BpeM:l.

OpraHusaloHHble MOJEM TaJUIMATUBHON MOMOIIY MOTYT ObITh pas-
HBIMI. DTO OTHE/IEHN, B TOM UMC/Ie JHEBHOTO IpeObIBaHNA, Bble3IHbIE Ia-
TpPOHaKHbIE OpUTabl B AETCKUX OONBHUIIAX MM OONBHUIIAX JJIS B3POCBIX,
UMeIOIMX JeTCKMe OTAeNeHNs, 1 Apyrue GopMbl B 3aBUCHMOCTH OT 3ajiad,
KOTOPBIE TIOCTABJIEHBI TIepef] STUMY CTPYKTypamu [8].
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ITpy 0Ka3aHUM TA/UTMATVBHOI IIOMOLIY B CTAIIMOHAPHBIX YCIOBUAX JOTDK-
HBI KPYIJIOCYTOYHO PaboTaTh Bpad 1 MEAVUIMHCKAs CECTPA, MeEIOLINEe [IOIT0-
TOBKY [0 TTQ/UIMATUBHOI Iegyarpunt. IIpy oKasaHNu Ia/uInaTiBHOI IOMOLI
IeTSIM B CTAL{MOHAPAX YC/IOBNUA IIPeObIBAHNS IIALIVIEHTOB CJIELYeT MAKCUMaIlb-
HO IIPUOIM3NTD K JOMAITHUM: CO3[JaTh IOMAIIHIO0 aTMOCGhEpY, BBIIEINTD [0~
MeLLeHNs 151 KOM(OPTHO KOMMYHUKAL[UY U OT/bIXA YIEHOB CEMbI, YXa)KI-
BAIOLIVX 32 PEOEHKOM, IPELYCMOTPETD OfHOMECTHBbIE I IBYXMECTHBIE I1a/IaThl
C CAaHMTAPHBIM 0/IOKOM, TIOMELIEHNUS [JIs1 POLCTBEHHIKOB, Ijie OHU MOITIN Obl
[IepeHOY€eBATh, ¥ OBITOBBIE OMEIEHIsI, TAKIE KaK KYXHU ¥ rocTuHble. [o-
MEILeHNs IS TIALMEHTOB JJO/DKHBI ObITh 000PYIOBaHbI IPUCIIOCOOIEHNAMY
JULSL JIULL C OTPaHMYEHHBIMY BO3MOXXHOCTAMM. [IpeycMaTpuBaeTcss Hammdme
IIOMeILeH NI 1A 3aHATUIL, OTAbIXa 1 ob1eHns [9-11].

[To uMerolelicsi B HallleM pacropsDKeHuy MHGOpMAIy, Te HEMHOTO-
YJC/IEHHblE DPETMOHbI, B KOTOPBIX IA/UIMATHBHbBIE CTPYKTYPbI CO3aHbBI
B paMKaxX rOCYJapCTBEHHON M MYHMLIMIIQJIbHOM CUCTEMBI 3[JpaBOOXpaHe-
HUS, UAYT IO IYTYU CO3AHS OTAE/IEHNIT Ta//IMaTUBHOI IIOMOLIY B 6OMb-
Hunax. CosjaHue oTAeneHNsA NMa/UIMATUBHON ITOMOIM B paMKaX CTaINoO-
Hapa MHTEHCUBHOTO JledeHNs, 6e3yC/IOBHO, He CaMblil JYYLINIT BapuaHT,
TaK KakK Ile/leBble YCTAaHOBKV Ia/I/IMaTUBHOM ¥ KYPaTUBHON MeJMIIVHBI
IPSIMO IPOTUBONONOXKHBI. KpoMme Toro, B Kimode pa3pabarbiBaeMoil B Ha-
CTOsillee BpeMs KOHLENIMY TPeXyPOBHEBON MeMIMHCKOI IOMOIIM Hasl-
JIMaTMBHBbIE CTPYKTYpPBl He HAMJYT MecTa B CTAalJIOHapaX MHTEHCUBHO
MEJVIIMHCKON TOMOIM. DTa KOHLEIINSA MPeAIoNaraeT co3flaHue HOBOro
[IaparoCHyUTaIbHOrO (IATPOHAXKHOTO) YPOBHS MEAMIIMHCKOI IIOMOLI, KO-
TOPBLIT U IIpefycMaTpyBaeT HAOTIOfeHe TAKMX IAaLlMleHTOB, KOTOPbIMH 5IB-
JIAIOTCSL HEM3/ednMo OOJIbHbIE ieTH, obecieyyBasi MEAMLIMHCKYIO IIOMOLIb
B aMOY/IaTOPHBIX YCTIOBMSIX, B TOM YIMC/IE B YCTIOBUAX JHEBHOTO CTAI[MOHA-
pa, MepUOANYECKYI0 TOCIIUTANIN3AINIO 110 NMOKa3aHuAM 1 T.I. OueBUJHO,
B HefjaJIeKOM Oy[ylieM Ha//IMaTUBHbIE MAlMeHThbl IIOTHOCTBIO «YIAYT» U3
HNOMUKINHUK, OYAYT HAOMIOHATbCA B YUYPEKAEHMAX MaparoCIuTaaIbHOTO
YPOBHsI, M MMEHHO C HUMM OYyT B3aMMOJeIICTBOBATH IOfpas3eneH s ma-
nnatmBHOI momouy. CaefyeT Tak)Ke OTMETUTD, YTO OTHe/IeHe a/l/INaTIB-
HOJI ToMo1y 6e3 IpUaHILsA eMy Bble3SHOI IIaTPOHAXKHOI OpUragbl CMOXKET
BBIIIOZIHATD CBOY crieryiduuecke GyHKINMM TONBKO Ha IIEPUOJ PeObIBaHIA
peGeHKa B CTAIMOHApe, B TO BPeMsI KaK MbI 3HaeM, YTO IIa/UIVATUBHbII Ialy-
eHT de facto uTeIbHOE BpeMs CBsI3aH C MA/TMATUBHOI KOMaH[0l1, KOTOpas
IIepBOHAYAIbHO B3sI/Ia €T0 IOf] HabmoneHe. TeM He MeHee, Ha CETORHSAIIHEM,
HaYaJIbHOM 3Talle Pa3BUTHUA NAUIMATVBHON MEIVIIVIHCKON MOMOILY TaKOM
BapyaHT, OYeBIIHO, BO3MOXKEH, TaK KaK He IIOTpebyeT cpasy OOMbIINX opra-
HU3AIMOHHBIX YCUIVIA



BrlesgHble Opura/ibl MaqnMaTMBHON MEAMUIIMHCKON OMOIIM — [JIs OTede-
CTBEHHOTO 3[JpaBOOXpaHeHMsI HOBasl CTPYKTYypa. I1o JaHHBIM, OyOnMKOBaH-
HbIM B «besnoit kaure» [9], mia vacenennua 100 000 yeroBex He0OXOAIMA O HA
KOMaH/a NajIMaTUBHOM oMol Ha fomy. [ToMolb JomKHa MpefoCTaBaAThb-
Cs1 KPYIJIOCYTOYHO U 6€3 BBIXOHBIX JHelt. PacueToB HOTpeOHOCTH B KOMaHAaX
TIa/I/IMaTUBHOM TIOMOIIM Ha IOMY JJid ieTell B 9TOM JJOKyMeHTe He TPUBOANT-
cs1. ITo ompiTy gerckoro xocnyca Cankr-Iletep6ypra, ogHa 6puraga cosmaeTcs
u3 pacdera obcnyxuBanus 100 manneHToB. VIMEHHO Bble3fjHbIe OpUragbl Op-
TaHV3YIOT TOT BUJ TIOMOIIY, KOTOPBII HEOOXOAMM MAIIVEHTY, 00eCIeYnBaloT
ero MefMIVHCKIE U HeMEeIMUIMHCKIE MTOTPEOHOCTH, SABMSIOTCS CBA3YIOLINM
3BEHOM MEX[Y Ma/TMATUBHBIMU U OOIeMEAMIIVTHCKIIMI CTTY>KO6aMIL.

JleTcknmit XOCINUC 0 C/IOXKUBIIEMYCSI B MEXKYHAPOLHOI IPaKTUKe MHe-
HUIO SIB/ISIETCS OITMMAJIbHON MOJIENbI0 OKasaHUs IMa/UIMATUBHOIN ITOMO-
mu [12]. B cTpyKType COBPEMEHHOIO XOCIINCA CO3LAITCA aMOyTaTOpHbIe
U CTALIOHAPHBIE CTY>KOBI, KOTOPbIE CIOCOOHBI IIPeOCTABUTD HEOOXOMbIE
YCTIYTH B 3aBUCUMOCTY OT HOTPEOHOCTeT MAIMeHTa 1 CEMbJ Ha PasHbIX CTa-
musx 6omesHu pebenka. OHM MOTYT OBITH IPECTaBICHBI CTAL[MOHAPHBIM
OTHeJIeHJIeM, JHEBHBIM CTAllJIOHAPOM, BbIe3IHOI Cayx60ii. CocperoTodeH-
HOCTb BCeX HOApasie/ieHui B OTHOM MecTe lLielecooOpasHa, TaK Kak 3TO
[I03BOJIsIET PaboOTaTh BO B3aMMOJENCTBUY, OOMeHMBAaThCs MHpOpMalmeit
1 obecriedrBaTh B3aMMOCBSI3b I IIPEeMCTBEHHOCTDb B OKa3aHMM MA/IaTHB-
HOJI IIOMOLIM A€TSIM B CTALMOHAPHBIX U aMOymaTOpHbIX yemoBusax. [lonnmas
TPYAHOCTY B CO3JAaHUM XOCINUCOB (MaTepyanbHble, KafpoBble, pruHAHCOBBIE
B [IEPBYIO OYepefb), OTeYeCTBEHHBIE 9KCIIEPTHI, KOTOPbIE 3aHMMAIOTCS IPO-
6rmeMaMyl [A//TMATUBHOM MENUIMHBI, CIMTAIOT, YTO LelecO0OpasHO MATH
10 ITyTHM CO3[AHNSA B K&KIOM perroHe X0Ts OBl OJHOTO JETCKOTO XOCINCa,
KOTOPBII1 CTajI ObI OPraHM3ALIOHHO-METORMYIECKIIM LIEHTPOM I10 PasBUTHUIO
U COBEPLIEHCTBOBAHMIO MTA/IMATVBHON OMOIIN JEeTSAM.

OpHyM u3 6a30BBIX HPUHINUIIOB Na/IMATUBHON IOMOIIN SBIAETCS
MHTEIPUPOBAHHBIN MEXAUCIVUIIMHAPHBIN HOMXOM, MOCKONbKY HM OfUH,
flaXke HAWIYYIIMM 06pasoM IOATOTOBICHHDIN, CHEIVAINCT Ma/INaTUB-
HOII TIOMOIIY He MOXeT 00eCIeYNTDb BCI0 HeOOXOAMMYIO MTONEPKKY Heus-
7e4nuMo 6ONBHOTO pebeHKa U ero ceMbU. MeXIUCIUIUIMHAPHBI TOAXOT
IpefIonaraeT KOMIIIEKCHOe, COITIACOBAHHOE ¥, KaK IpaBM/IO, KOMaHJHOe
IONITOCPOYHOE YYaCTVIe OFHOBPEMEHHO HECKOIbKIX CIIeLIMa/IICTOB B BefleHUI
UBNIECKUX, TICUXONOTMYECKIX, COLIVA/TBHBIX U Iy XOBHBIX TPOO/IeM IaliieH-
Ta ¥ €70 MUKPOOKpPY>kKeHA. CHHeprMYHOCTD AefICTBUI CHIeIaINCTOB KOMaH-
bl MHOTOKPATHO YBeIMYMBaeT KayecTBO IoMolnu. Pasymeercs, 4To Takoit
HOAXO TpebyeT XOpollleil BHYTPEeHHel KOOPAMHAIINY KOMaH/bI, ee KOHIIEI-
TYaJIbHOTO €JMHCTBA, a TaKXe KOPPEKTHO JJOKYMEHTMPOBAHHOIO €IUHOTO
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[UIAHA TT/UIMATIBHOI IOMOLIY KOHKPETHOMY PEOEHKY U €r0o CeMbe C YYETOM
MHVBKUAYATbHBIX 0cobeHHOCTelt [13].

[lns ymoBneTBOpeHMS BCeX MOTPeOHOCTell MalMeHTOB HeoOXOAMMO
y4yacTue IpefcTaBUTelNell PasHbIX CIIeIMaTbHOCTeN — KaK MeJUIIMHCKUX,
TaK M IMapaMefMIMHCKUX. B COCTaB IITaTHBIX MEXAMCIUIUIMHAPHBIX KO-
MaHJ Ta//IMaTVBHOI MOMOIIY NeTAM OOBIYHO BK/IIOYAIOTCA CIEAYIoIine
CIeNMaNUCThl, IPOLIefilINe CIelMaabHyI0 MOATOTOBKY IO IIajIMaTUB-
HOJ Me[uIjHe: Bpay-NeuaTp, MeAUIIMHCKAA CeCTpa, IICUXONOT / IICUXO-
TepaleBT, Iefjaror, CIelNalNCT IO COLMANBHOI paboTe MIN COLMATbHbIN
paboTHuk [14]. B cocraB pacmmpeHHON KOMaH/bl HpPUBIEKAeTCs Bpad-
CIIeNIMaTUCT TI0 MPOQUII0 OCHOBHOTO 3ab0/meBaHusA pebeHkKa, MOTYT BXO-
IUTH JIOTONEAbI, AedeKTONOrY, KIMHNYIECKNe NMETONOrH, (apMalieBThI,
(dusMoTEpaNeBTH, SProTEePANeBTHI, CIEIMANNCTEl B 00/aCTU HOJeP>KKI
B IEPMOJ TSDKENON YTPaThl U [PyTHe CIIeMaNUCThl IO HeOOXONUMOCTH.
OTH JOIKHOCTU MOTYT BBOAUTBCA B KaueCTBe KOHCY/IbTAHTOB B COOTBET-
CTBMM C JefICTBYIOI MM HOPMAaTUBHBIMU JOKYMEHTaMI.

CoCTaB CIeIanucTOB MeX/UCHUIUINHAPHON KOMaH bl [a/IMATUBHO
HOMOIIM He 3aKpeIlIeH XKeCTKO ¥ OJHO3HAYHO: OH 3aBUCUT OT KOHKpET-
HBIX HOTPeGHOCTelT pebeHKa 1 CeMbl, MOXKeT MEHITHCS B JMHAMMUKe Ha-
OmtofieHus. B KoMaHy MOryT ObITh BK/IIOYEHBI KOHCYIBTAHTHI U3 JPYIUX
MEeMIMHCKIX M HEMELUIMHCKIX OPTaHM3aLVil WK CIELVATNCTBI, IPU-
[/IalllaeMble JJIs1 BBIIIO/IHEHM I KOHKPETHBIX paboT. CoCcTaB KOMaH/AbI Orpa-
HIYeH paMKaMI IPYMeHIeMOil OPraHN3aMOHHON MO/ ITa/INAaTVBHO
HOMOIIY (CTaIMOHAPHOI WM aMOY/IaTOPHOIT), KafpOBOIl YKOMIIJIEKTOBaH-
HOCTBIO, & TaK)XXe afMMHUCTPATUBHBIMYM BO3MOXKHOCTSIMM IIPVB/ICYEHNs
CIIeI[a/IJICTOB CMEKHBIX MEJMIIVHCKIX OPraHM3aLViT ¥ OpraHU3aL{uil CU-
CTeM COLMa/IbHOI 3alMThl Hace/IeH Vst 1 06pasoBaHus. Bopocsl paszere-
HYsT PYHKIUIT CIIeLMaCTOB ¥ UX IPO(deCcCHOHANbHOI OTBETCTBEHHOCTI
OpY MEeXJUCLUIUINHAPHOM IIOfXOfle CTaBsT IOBBILIIEHHBbIE TPeOOBaHMSA
K Ka4ecTBY MEHEe/PKMEHTa JI PYKOBOJACTBA IIPOLIECCOM OKa3aHWUs Mas-
JIMATUBHON HOMOIH B 1efioM. OfHAKO TONBKO TaKOJ MHTETPUPOBAHHBII
HOAXOJ MOXKeT 00ecrednuTh HeOOXOAMMOe U MAKCHMAIbHO BO3MOXKHOE
Ka4eCTBO )KM3HU MAlJeHTa, €C/IM IPUHATh BO BHUMAHNE JUHAMUYIHO Me-
HSIOIMECs B IPOLjecce HeM3/IednMOil G0e3HM, JETCKOTO POCTa M Pa3BUTUSA
PasHOCTOpOHHMe HOTpeGHOCTH pebeHKa. B 3aBUCHMOCTI OT TPaeKTOpuUM
pasBuTHsA 6OME3HU ITU MOTPEOHOCTH afPECYIOTCS TO OLHUM, TO APYTUM
CrleljManayucTaM KOMaH[bl Ma/UIMATUBHON [OMOILIM, OObeAHEHHbIM Je-
Ta/IbHBIM 3HAHIEM MH/MBNAYaTbHOIO aHAMHe3a pebeHKa, BO3SMOXHOCTE!
€ero ceMbll ¥ BBICOKOII IIPeeMCTBEHHOCTBIO B Iepefiade mpodeccroHambHOM
nHbOpMALINIL.



OmpiT perckoro xocmuca B Cankr-Iletepbypre CBUETETbCTBYET He
TOJIBKO O PeaTbHOM JOCTMKMMOCTY MEXIVCLUIIZIMHAPHOTO MOIX0/a K OKa-
3aHMIO NTAJ/IMATYBHOM IIOMOIIN, HO TaK)Ke U O BaKHOCTH XOPOIIeil KOOpAu-
HalM MEXJy PasIM4HbIMU MEJUIMHCKMMU OPraHM3aluMAMM B IIpefenax
ropojia u pernoHa. B yacTHOCTH, KadyeCTBEHHOE BeJieHle Ia/IMaTMBHOIO
60TBHOTO 00513aTeTBHO IpEefIoIaraeT OTNAXXEHHYI0 KOOPAMHAIIMIO JIeT-
CKOTO XOCIINCA C TePPUTOPUATIBHOI CIY>KOO0J CKOpOIl MEIVIIVHCKON I10-
MOIIY, HOMUKINHUYECKON MM B OYAYIeM IaparoCIHUTaNbHON CIyXO60i
IO MECTY >KUTENIbCTBA pebeHKa, MHOTOMPO(PUIbHBIM AETCKUM CTAI[MOHA-
POM, B cOCTaBe KOTOPOTO OCYLECTB/IAETCS CIelan3ypoBaHHas IOMOIIb
(HeBpoO/IOTMYeCKas1, OHKOJIOTMYeCKa s, XUPyprudeckas u ip.).

TakuM 06pa3oM, YHMKaIbHOCTb GOPMUPOBAHNS Ma//IMATUBHBIX IIe-
AMATPUIECKUX CMY>KO 3aKII0YaeTcs B BBICOKOM YPOBHEe BHYTpEHHeN 1
BHEIIIHeJl MHTEerpaliyiyl COTPYAHMKOB PasIMYHbIX MEMLIMHCKIX M HEMeJ -
LMHCKUX CIeMaTbHOCTeN, 00befUHEHHBIX 3ajiauell IO AepyKaHILsI MaKCH-
MaJIbHOTO Ka4yeCTBa >KM3HM peOeHKa U ero CeMbl, CTOIKHYBIINXCS C IIPO-
6/1eMaMy HEM3TIEYMMOTO 3a00/IeBaHMA.

TpebyeT crmenuambHOro O0OCYX/IeHUMs BO3MOXKHOE ydacTMe M PONb
aHeCcTe3MOo/I0Ta-peaHMaTo/Iora B KOMIIIEKCEe ITa/UIMATMBHONM IOMOIU
meTAM. B MeXITyHapOJHBIX PeKOMEH[ATeTbHbIX JJOKYMEHTaX B YUpeXKje-
HUAX, OKa3bIBAIOMIMX Ma/IMATUBHYIO ITOMOIIIb, JAHHbIE CIIeIMaNUCThl He
IpefycMaTPUBAIOTCA, TaK KaK 9TO IIPOTUBOPEYNT OCHOBHOMY IPMHIINITY:
He IIPOJIZIeBaTh XM3HD YXOIAIIETO MaIlMeHTa aKTUBHBIMM MeIVIIVHCKUMU
BMeNIaTeNbCTBAMU. B CTPyKTypax Ma/IMaTMBHON MeIMLIMHCKON MOMOIIN
IO/DKHBI paboTaTh Bpauy, CIPAB/IAIOLMECS CO CBOUMM IpOodecCUOHab-
HBIMIU 3ajjadaMu 6e3 peaHuMaronora. B Poccun B opunmanbHOM 3[paBo-
OXpaHEHU! ITOKa MPAKTUYECKY HeT JINI], HONTy4YMBUINX CHEI[MaNbHYIO MOJ-
TOTOBKY IO Ma/IMAaTUBHON MepuuuHe. [IpakTuKyommuM BpadaM TPYLHO
IpeOfioNeThb MPUHATBIE B OOIECTBE ¥ BOCIMTAHHBIE BCEil MEJUIIHCKOI
HOZITOTOBKOJ yCTOSBIIMECA KYpaTUBHBIE IIPeJiCTaBIeHIA 110 OKa3aHUIO Me-
AuumHCKoM moMomin. [ToaToMy B mepuos cTaHOB/IEHM A Ma//IMATUBHOM M0~
MOIIY B LieIsIX 00ecIedeHnsI COOTBETCTBYIONIETO YPOBHS KOHTPONIS CUM-
IITOMOB PEaHVMMATOJIOT MOYKET ABIATHCSA YWICHOM Maj/IMaTUBHON KOMaHJIbI,
He3aMEHNMMBIM JI/I pelleHNA CJIOXHBIX BOIIPOCOB IOMOIIM B KOHIIE XKI3-
HIU, BefIeHNs XPOHNYIECKOTO OONEBOTO CMH/IPOMA, a TaKXe NMpoOIeM BeH-
THIALVOHHO 3aBYICUMBIX IaIlMIeHTOB. be3yclmoBHO, Ipy pelleHny BOIpoca
0 QYHKUMAX peaHMMATONOTA B IA/IMATHBHON CITy>X6e HeoOXOZMM ydeT
PETMOHATBHBIX 0COOEHHOCTEN CTPYKTYPBI MEJUIIHCKON IMOMOIIY AeTAM
U peasbHas OL[eHKA TeOPETUYeCKON MOATOTOBIEHHOCTH 1 KBamu(uKaum
IepCcoHaja MajyIMaTUBHBIX Tofpasfenenuil. [lo mepe pasBuTuA manama-
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TUBHDBIX C]'IY)K6 7 C MOABJICHMEM IMOATOTOBJ/ICHHBIX CIICHMATIVNCTOB HE00X0-
AVIMOCTDb B TAKOM Bpaye, I10 HallleMy MHEHIIO, 6Y,E[6T YTpadnBaTbCA.

B KOMaHAy ma/yIMaTMBHON MOMOIY HOMMMO CIIELVATNCTOB, IOATO-
TOBJIEHHBIX I10 [Ia/IMATUBHOI MEeIMIIHE, BXOLAT JYXOBHBIE /TNULIA, 3HAYN-
MOCTb KOTOPBIX B IICXOIOTMYeCKOII ¥ YXOBHOII O fepXKKe GOTBHOTO pe-
GeHKa V1 er0 OKPY>KEHNS B CAMBIII CIO>KHBIIT IIEPHOJ X )KV3HI HEOLleHNMA.
MexKy/IbTypHbIe 1 KOH(eCCHOHATbHbIE Pa3IN4Ms ceMeil B 00513aTe/IbHOM
HOPsifIKe HO/DKHBI YYUTHIBATHCS IIPY OKAa3aHUM Ma/UIMATMBHON ITOMOIIN
KaK OfVH M3 Ba)KHEJIINX ee IPUHI[UIIOB, 0COOEHHO B TepMUHA/IbHBII Ie-
puop 601e3HM 1 IIOCTIe yTpaThl pebeHKa [1].

JTro6ble 3apybexKHble peKOMEHAAIMY U CTAaHIapThl OPTaHM3aLMN Ial-
JIMATVMBHON TIOMOIIY JieTsM B 0053aTeTbHOM IIOPsIIKE BK/IIOYAIOT BOJIOH-
TepCKMe IPOrpaMMBl, TIOATBEPXK/asa TeM CaMbIM UX BBICOKYIO 3 deKTUB-
HOCTb U O(UIMANTbHOE NPU3HAHNE IPO(ECCUOHATBHBIM MeJUIMHCKIM
coobiecTBoM [9-12;14;15]. CraBiiee IOIY/ISPHBIM B Hallleil CTpaHe 3a MO-
crefiHee leCATUNETIE BOTOHTEPCKOE JIBMOKEHNE MOAIEPKKI XOCIUCOB AB-
JIsIeTCs OIHUM U3 Hauborlee yCIeNIHbIX U MMPOKO peaT3yeMbIX CIIoco60B
CTaHOB/IEHN A NalIINATUBHON MeJUIIMHCKOI IoMoY ieTsAM B PD.

B pernoHaIpbHbIX YCIOBMSX OTPAaHNI€HHOTO PMHAHCHPOBAHMSI TaJI/INA-
TUBHOJI ITOMOIIM HETSAM BOJIOHTEPCKas MOAJiepXKKa CTAHOBUTCS Ba>KHBIM
OpPraHM3AIMOHHBIM pPeCcypcoM. PasHOCTOPOHHSs IIOMOIIb BOJOHTEPOB
BBICOKO OKYIIaeMa He TOJIbKO C TOYKM 3PeHM I BO3MOXXHOTO BOIOHTEPCKOTO
IpUBJIEYEHNST BHEOIOI)KETHBIX CPEACTB M MHBIX PecypcoB (UeI0BeYeCKIX,
MarepuanbHbIX, MHPOPMAL[MOHHBIX 1 T. A.) myTeM ¢aHppaisuura. Oky-
[1aeMOCTb HeOOJIBIINX 3aTPaT Ha IIPUBJIEYCHIE U TOAfEPIKKY AesATeTbBHOCTI
BOJIOHTEPOB HEOOXOAMMO pacCMaTpUBaTh TAKXKe U C MO3MIIMIT YHUKATBHO-
CTY HEKOTOPBIX 4e/lI0OBEYeCKUX TPY/03aTpaT, He IPeLyCMOTPEHHBIX TOCy-
HapCTBEeHHBIM (MHAHCHPOBaHVEM MAIMATUBHON MEAUIIMHCKOI OMOIIN
metsiM. Oco3HaHHOE BOTIOHTEPCKOE XKemaHue 6e3B03Me3THO «HECTH TATOTHI
OMVDKHETO» — 3TO He MMEIOIIMIT aHAIOTOB Pecypc A/ peanusanuy mpak-
TUYeCKU /110001 IPOrpaMMbl JETCKOTO XOCIMCA. B cuTyannm manTenbHOI
U HeMs/edMoit 607e3HM pebeHka HempodeccuoHaIbHOe, YICTO YeloBede-
CKO€ COy4YacTye B KVM3HU CeMbM IIEHUTCS ee YeHaMI He MeHee, YeM KBa-
nuduUUMpoBaHHAS MeRMIMHCKAs IOMOLIb. PasHOOOpasHas cOLManIbHO-
ObITOBAS M MaTepuaIbHas MOAfeP)KKa CEMbH, OPTaHN3a 11 00IIeCTBeHHBIX
AKIIVI TOMOIIY, JOCYTA M OT/IbIXA, TBOPYECKOI aKTUBHOCTH JieTell 1 poju-
Tejlell, VICIIOMHEeHMe TTOCTIeJHEr0 JKe/aHms pebeHKa, IOMOIb ceMbe B Ie-
PYOf, TIepeXXMBAHMA TSXKENMON YTPAThl — BOT aJIeKO He IIOJIHBIN IlepedyeHb
BO3MOXKHBIX BUJIOB BOJIOHTEPCKOTO Y4YacTMs B >KM3HU Ha//IMAaTMBHOTO



mayeHTa u ero ceMbu [16]. B momHoi Mepe mepemaoluMu CyTh BOTIOH-
TepCTBa SIB/SIOTCA 3aMedaTenbHble coBa mpodeccopa A. B. ['Hesgunosa,
ocHoBaterns xocmuca Nel B CankTt-Iletep6ypre: « Camoe r/1aBHOE B XOCITICE —
3TO Tepamnus IPUCYTCTBUEM>.

YcnenrHoe GyHKIMOHMPOBaHME BOIOHTEPCKOTO IPOEKTa IO pasfere-
HIA NTaJUIMATYBHON Me[IUIIMHBI ITpeJiIIoNaraeT Haan4me ClelaJTbHoOro Ko-
OpAVMHATOpPA UMM MeHeKepa (MMeIoIero, KaK MpaBMUyIo, HeMeAUIIMHCKOe
WM He TONBKO MeMIIHCKOe 06pasoBaHue), IPOfyMaHHYIO MPO(UIaKTHU-
KY 9MOI[MOHA/IbHOTO BBITOPAHUA U AEeMOTUBALNN JOOPOBOJIbLEB, @ TAKXKE
HOCTOSIHHYIO 3a00Ty M KOHTPOJIb CO CTOPOHBI PYKOBOJICTBA MEAMIIMHCKOI
OpraHM3aLNML.

[Tepconan o6uieit med4e6HOI CeTM UMM BHOBb CO3JAHHBIX CTPYKTYP
MIQ/UIMATUBHON MOMOIIM, He MMEIOIMII COOTBETCTBYIOIIEN ITO/IOTOBKM,
JOJDKEH MMeTb BO3MOXKHOCTD JIETKO HOTYYUTb KOHCY/IbTAI[MIO CIIeljua-
JILCTOB B 06/IaCTU MaJIMATUBHON MeguiuHbl. OmHOM 13 00sA3aTeTbHbBIX
GYHKIMIT BCeX CIelManuM3MpOBAHHBIX IOAPasfeeHUil HMananaTUBHO
[IOMOIIY SIB/ISIETCSI KOHCYIBTHPOBAHIE CIIEeaINCTOB 06Ielt CeT 0 BO-
[IpocaM Ia/J/IMATUBHOM IIOMOIM ManyeHTaM (MeZMIVHCKas M HeMeRu-
LIMHCKAag COCTaBIAIOININE).

OnHOII 13 JOITOCPOYHBIX IIEPCIIEKTUBHBIX 33714 PasBUTI I [Ta//INATB-
HOIT TIOMOLIY [IeTsIM B Hallleil CTpaHe SIB/IAeTCs OATOTOBKA CIIELINaIICTOB
B JaHHOT 00/macTu. IIpeficTONT cO3aHMe [IEHTPOB MOATOTOBKY CIIEI|IaIN-
CTOB Na/UTMATUBHON MeAULMHbBL B mporpaMmmax o6ydeHNs a/IMaTUBHO
MeUIIVHe HalllyT OTpa)keHue Te creluduieckne 0coGeHHOCTH, 6e3 KOTO-
PBIX ITOMOIIb He MOXKeT CYUTATHCS Ma/IMATUBHOI — 9TO B IIEPBYIO O4Yepenb
npob6eMa MpoJO/DKeHNs /| 0TKasa OT MHTEHCUBHOTO JIeYeHNs, KOHTPOIb
607111, OCHOBBI KOMMYHMKALIMI C HeM3/Te4NMMO GOMBHBIM peGeHKOM 1 ero
OKpY>KeHVeM, COLMAaIbHO-TICUXOMOTNYECKO MOALEePKKY, NPOPIUIaKTIKA
CHHZIpoMa IpodecCIOHaIbHOTO BBIrOpaHUs U MHOroe apyroe. Ha srame
CO3[JaHNsI CUCTEMBI [Ia/UIMATUBHOI MeANI[MHCKOI IIOMOIIY B HAILIEl CTpaHe
KaK CaMOCTOATENbHOTO BI/ja MEANIIITHCKOI ITOMOIIY TOTPeGHOCTI B IIOATO-
TOBKE CIELMaNICTOB, [I0 HallleMy MHEHMIO, BIIOJIHE MOTYT Y/OB/IETBOPUTD
CeMb JIMIIeH3MPOBAHHBIX 00Pa30BaTeIbHBIX LIEHTPOB IOC/IELUIIOMHOTO
06paszoBaHus (10 OFHOMY B KaXkfoM (efiepaIbHOM OKpYyTe), a BO3MOXKHO
U UX MeHblllee KOMNYeCTBO. DI LEHTPBI ZO/DKHBI OBITh CO3[AHBI B YHI-
BEPCUTETCKUX TOPOJAX, [fie eCTb BO3MOXHOCTb 00eCIeYUTb MOATOTOBKY
He TOZIBKO MeAMIIMHCKIX, HO ¥ TapaMeANI{MHCKIX cIeryanuctos. Ecnu Ha
Hava/IbHOM 9Talie GOpMUPOBaHMs MHQPACTPYKTYPbl Ma//IMATUBHOI IO-
MOIIM JeTsIM B PEriOHaX IIOATOTOBKA CIELMA/IICTOB, II0-BUAUMOMY; Oy/eT

15



16

IIPOBOAUTHCA B BBICHINX 06pasoBaTe71belx YIpPEeXAEHNUAX MockBbl 1 CaHKT-
HeTep6ypra KaK ToOpojoB C HaMOOIBIIMM OIBITOM XOCIMCHO-TIA//IMATUBHOM
oMo " KOJINMYECTBOM KBa]’H/I(i)I/II_II/IPOBaHHbIX IKCIIEPTOB, TO C TE€YEHU-
€M BpEMEHM PETVMOHAJIbHbIE BY3bl BIIOTHE CMOTYT obecreynThb HOTpe6HOCTb
IIPAKTMYECKOTO 3IpaBOOXPaHEHA Ha TIOCTIENYIOIMX dTAIaX CO3aHNA CITYXK-
6bI TIA/IMATUBHOI IIOMOIIN. Pe3y]'[bTaTbI CO3TaHNA CHY>K6BI TIIOJCKAXYT,
KakK fasibllle pa3BBaTb 06pasoBaTeanon 6a3y Mai/IMaTUBHOMI MEOUIINHBI.

[Tomumo 3TOTO, BO BCeX MeAUUMHCKMX BY3ax crenyer HavyaTh «ob1menant-
JIMATUBHYIO» MOATOTOBKY IO IPO6/IeMaM HeM3/Iedr MO OONbHBIX IAl[eHTOB
Ha Kadeapax megyaTpyi, OHKOIOTUY 1 Ty 4eBOIL TEPATINIA, JeTCKOI XUPYPriuu
unn gpyrux Kadegpax B Bufie 9MeKTUBHOIO Kypca, YTOOBI OyAyliye Bpaun
MIMeH TIpefiCTaB/IeHNe O Ma/UINATUBHOM MefuIIHe, ObUIY TOTOBBI K BCTpeye
C TMQ/UIMATUBHBIMY ITALVEeHTaMJ ¥ OPUEHTVPOBAHbBI B BO3MOXKHOCTY TaKOTO
BbIOOpa CBOEIT IIpodeccui.

KpOMe TOr'0, BOIIPOC O IIEPEBO/E TMALMEHTA Ha Ia//IMAaTUBHYIO ITIOMOIIb
BIIEPBbIE BO3HMKAET B 06].[16]7[ 7e4ebHOI ceTi. DTO TaK)Ke OOSI3bIBAET Menn-
OUMHCKUX pa6OTHI/IKOB 6BITD TIOATOTOBIEHHBIMU K PEIIEHNIO TAaKNX BOIIPOCOB,
XOpowIo BIaf€Th ITIOKa3aHMAMMI K Mai/IMaTUBHOMN IIOMOIIN.

ITporenypa nepeBojia HensIeUMMO GONTBHOTO pebeHKa Ha ITa/IMATUBHYIO
HOMOIIIb JOJDKHA OIIMPAThCA Ha JOOpOBONIbHOE MH(GOPMIPOBAaHHOE COTIacHe
3aKOHHBIX IIPEJICTaBUTENell MU CaMOT0o peOeHKa, eC/u eMy yKe UCIOTHU-
nock 15 ntet. PemeHne o HampaBaeHnN pe6eHKa Ha OKasaHMe Ta/IMaTBHOM
MEJIUIIMHCKOI TOMOIIN IIe/IeCO00pasHO MPUHMMATh BpauyeOHOM KOMMCCUM
MeJIUIIMHCKMX OPTaHU3AIINIL, I7ie HaOITI0fjaeTCs U IOy JaeT edeHNe allJieHT,
CIIOC/IeyIolIIel Tepeadeli pOANTENAM CTAHJapPTHOTO YTBEP>KA€HHOTO OTaH-
Ka 3aK/TI0YeHMs, a TaKXKe ero AybnmkaTa — B MEIMIIMHCKYIO OPTaHU3AIINIO
IO MECTY XXUTeNbCTBa pebeHka. [JampHeilias opraHusams MOMOIIN CTPO-
UTCS 10 COITIACOBAHMIO Bpaya IIePBIYHOTO (V/IV MTaparoCUTaIbHOTO) 3BeHa
37 paBOOXpaHeHMA C JIOKaJIbHBIM IO pasfie/ieH)eM Ma/UIMaTUBHO OMOIIIL.

OpHMM U3 OCHOBHBIX BOIIPOCOB OpraHM3al[MM Ma//IMATUBHOI IMOMO-
LM SBJISIETCSA CO3[IaHle YeTKOTO U MOHATHOTO MeXaHM3Ma B3aIMOJIEiCTBIU
Cy>KObI Ha/UIMATMBHOM MEIUIVHBL C MEAVIIMHCKMMY OpPTraHM3alysIMy 00-
el mede6Hoit cetnt [17]. DTO KacaeTcs He TONIBKO B3aMMOJIECTBUA II0 BO-
IIPOCY MPUBJIEYEHMsI CIIELMAIICTOB [ 00ecledeHnsl BCeX MeJULIMHCKUX
M HeMeIMIMHCKIUX TOTPeOHOCTEN pebeHKa U CeMblt, HO Vi OKa3aHIIsI MEAMUIIMH-
CKOJf TOMOIIY B PasIMYHBIX CUTYAI[MAX, KaK CBA3aHHBIX, TaK 1 He CBA3aHHBIX
C OCHOBHBIM 3a00JIeEBaHMEM, B TOM YNC/Ie 9KCTPEHHBIX, eCi pebeHOK Haxo-
[MTCS Ha A/UTMATYBHOM [TAaTPOHATE B JOMAIIHIX YCIOBUSIX. AMOYIaTOpHbIe



U CTAI[VIOHAPHBIE YUPEKIEHN, CKOpas MEeAMIVHCKAs TOMOIIb JO/KHBI OBITH
MH(OPMIPOBAHBI O IPOXKMBAHUY B Pafinyce UX 0OCITY )XKMBaHUA NTa/UTNATUB-
HOTO TIAllMeHTa, BIafeTh MH(GOpMaIyell 0 ero 3aboneBaHUN M IPOrpaMMe
HaOJTIOfieH 1, TaK KaK PORUTENN MOTYT 0OPaTUThCS C 0007 MeIUIMHCKOI
Ipo6/IeMolt B OTHO U3 3TUX YUPEXJCHMIL, M He OTKa3bIBaTh MM B MOMOIIY
Ha OCHOBAaHUM TOTO, YTO PeOEHOK SABJIACTCS a/IMATUBHBIM HAI[VIeHTOM.

3AKJTIOMEHUE

[TannmuatuBHas moMouib 1€TAM B OTEe4YeCTBEHHOI CICTeMe 3[paBOOXpaHe-
HUA CbOpMI/IpyeTCH BIIEpPBbBIE. Tem He MEHEE, B IICJIOM OHaA JTO/I’)KHA COOTBET-
CTBOBAaTh K/TIOYEBBHIM 0A30BBIM MOHATUAM U CTaHAapTaM, paSpa6OTaHHbIM
MEXAYHAPOAHDBIMU 3KCIIEPTAMU B PE3YyabTaTe INOCTEIHNX 40 net pa3BuUTUA
9TOr'0 HallpaBJIEHN A Me,[[]/[KO—COI.U/IaTIbHOf;[ pa6OTbI.

OpHUM U3 IMPOKO IPU3HAHHBIX MEXAYHAPOJHBIX JOKYMEHTOB, COTep-
JKAI[X HOPMaTMBHBIE IIOIOXKEHNUA 10 OpTaHM3alMM IMa/IMATVBHOI MOMO-
IV [eTSM, SIB/IsETCA HOKYMEHT, IIOATOTOB/IEHHBIN TPYIIIOi 9KcIlepToB EB-
porerickoit Accoryaruu Iamnmuarusroit [Tomonn (European Association of
Palliative Care, EAPC) B 2009 rony [18]. B Hem cdopmynuposaHo 10 kode-
BBIX 9/IEMEHTOB ITa/I/IMATUBHON TIOMOIIN e TSM:

1. KpyrmocyTouHas ZOCTYIHOCTD Ia//IMATUBHOI ToMoly (24 yaca B cyT-
KM 11 7 THEl B HefleTio);

2. CeMeIU/IHO-OpI/IeHTI/IPOBaHHaF[ IIoOMOIlb, OCHOBAaHHAA Ha IE€/JIOCTHOM (XO-
I'II/[CTI/I‘{eCKOM) IIOHMMaHUU I'Ip06)'IeM IIAaOMEeHTa;

3. OHeHKa " BE€ICHNE OCHOBHBIX KIMHUYECCKNX CUMIITOMOB C II€/JIbXO UC-
KII04Y€HNMA HEOIIpaBAaHHbBIX CTpa]laHI/II‘/JI IIagueHTa " pOILI/ITeTIeI‘/JI I10-
CpeacTBOM HeKaPCTBeHHOﬁ Tepanmnu, B TOM 49ICIIE 6071€BOTO CMHApOMa;

4. OTKpbITas KOMMYHMKAIIVA C pe6EHKOM U CeMbeit, a TAK>Ke ITIOTTHOE VM ITPaB-
AuBOe MHGOPMIPOBAHNE;

5. MeXaucIunanHapHbIi TOAXO;

6. ComuyanpHas nepenblika (respite care), 4TOObI IPEfOCTABUTD POIITE-
JISIM BO3MOXXHOCTD YAEMATb BHUMaHMEe CBOMM COOCTBEHHBIM (usnde-
CKJIM U SMOL[MOHA/IbHBIM HOTPEOHOCTAM, a TaKXKe 3a00TUTHCS O IPYTUX
YjIeHaX CEMbIL;
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7. TlompepskKa Mnl, OCYLIeCTBAAIOLNX YXOf, M IPOdUIaKTHKa CUHAPOMA
3MOIMOHAIbHOTO BBITOPAHN s IIepCOHAIA NAJUIMATYBHBIX YUYpPeXKeHMIT;

8. O6pasoBaHue U CTAXXNPOBKA MEAMLIMHCKIX PaOOTHIKOB;

9. VMudopmmposaHme 00IecTBa 0 BaXKHOCTY MPOTPaMM Ma/IMaTUBHOM
IIOMOIIYN JIeTAM;

10. Texymmit MOHUTOPYHT IIOKa3aTesell KadyecTBa Kak 00s3aTe/bHas 4acTh
1060i1 TPOrpaMMBbI eANATPIYECKOI ITa//INATYBHOI TOMOIIL.

Ha navyanpHOM aTtane GpopMypoBaHMs Ma/VTMATUBHBIX CTYXO IpUBefeH-
Hble BbllIe IPUHLNIIBI OCBAMBAIOTCA U BHEAPAIOTCA B MPAKTUKY HeCMMMe-
TPUYHO, MHOT/IA ACUHXPOHHO, YTO CBSA3aHO C TPYSHO IPEOTOIMMBIMYU 00beK-
TUBHBIMY OpraHN3aLMOHHBIMY ITpobieMamu. [T09TOMY K/TI04eBble 3/IeMeHTHI
Ma/I/TMATUBHOM TIOMOIIN JIETAM, NPUBeJeHHbIe B 3TOM MEXJYHapPOJHOM J0-
KyMeHTe, B PasHOJl CTEIeHM MHTerpupoBaHbl GOPMUPYIOLIENCS B HACTOS-
Iiee BpeMs CHUCTEMOJ POCCHIICKOI Ma/UIMAaTMBHONM IOMOIIM AeTsAM. Tak, He
TPeOYIOT OOLIMPHBIX TEOPETUIECKNX IIOSICHEHMIA, XOTSA U OYeHb TPYHOEMKMI
BO BHEJIpEHUU TaKMe IepBoouepe/iHble MPYHINIIBL, KaK 11e/I0CTHAsA TOMOIIb
MAIMEeHTy U CeMellHO-OpMEeHTMPOBAHHBIN TOAXO0M, MeXIVCIUIIIMHAPHBIN
HIOAXOf, KBaTU(pUIMpPOBaHHAsI OLleHKA U BefieHNe CUMIITOMOB, 0COOEHHO —
KOHTPOJIb 60711, 06pa3oBaHe I CTAXXMPOBKA MEAUIIVTHCKIX PabOTHUKOB. I1o-
BUUMOMY, Ipy pOpMMUPOBAHMY JeTCKUX Ma/UIMATUBHBIX CTY>KO He BO BCex
peruoHax M He BO BCeX OPTaHM3ALMOHHBIX MOJENAX YAACTCA peannsoBaTh
IPUHINI KPYITIOCYTOYHOM JOCTYITHOCTH ITOMOLIY, YTO OY/eT ONpeResiThCs
ob6bemMaMyt HMHAHCOBBIX 1 TPOdecCHOHANbHBIX pecypcoB. He Oymet mpeyse-
JIMYeHNeM CUUTaTh, YTO B pAfe POCCUICKUX TOPOMIOB YCIELTHO BHEPAITCA
BBIIICHA3BAHHBIE IMIPUHIINUIBI, XOTS [0 MOBCEMECTHOrO 3¢deKTUBHOro ux
IIpMMEHeHN A ellie MPeJCTOUT IMPOTU HeJIeTKMI Ty Th AJIMHOI B MHOTYE TOJIbL.
OcranpHble IPUHINITBI ITa/UIATUBHOM HefuaTpuy 6yLyT IOCTEIIEHHO peasy-
30BBIBATbCA 110 Meépe HaKOIJIeH!Us 0T€4eCTBEHHOTO OIbITa MO OpraHu3alun
VI OKa3aHIIO ITa/I/IMATVUBHO ITOMOIIIN TETSIM.

CrefiyeT OTMETUTb, YTO 3apyOe>KHble MOZIEIN IMa/UIMAaTUBHONM TOMOLIN
[eTsAM HaCTOIBKO TECHO IepeIjIeTeHbl C COLMOKY/IbTYPHBIMU ¥ SKOHOMMUYe-
CKUMM 0COOEHHOCTAMU OOIIeCTBa, YTO He MOTYT OBITh MEXaHMYECKN 3aUM-
CTBOBAHBI /151 IPUMEHEHNsI B POCCUIICKOTL ITpakTyKe. ONTVMAaIbHBII BEIOOP
MaKCUManbHO 3¢ eKTUBHBIX MOZE/el aIMaTUBHOI ITOMOLIY ITOfpasyMe-
BaeTCs KaK JIOKaJbHO pelllaeMasi PervoHajibHas 3afiada, ¢ 00s3aTe/IbHbIM
y4eTOM MeCTHOJ MeIVKO-COLMANTbHOI CIeluKM M MHAMBULYaIBHBIX 0CO-
6eHHOCTelT Ka)koro naruenTa. [IpodeccnonanbHble coob1eCTBa TEANATPOB,



HEBPOJIOTOB, T€HETVKOB, [IETCKMX OHKOJIOTOB, I'e€MaTOJIOr0B, MEeIMLIMHCKUX
TIICHXOJIOTOB, COLVIA/IBHBIX PabOTHMKOB 1 OPraHM3aTOPBI 37 PaBOOXPAHEHNS
CTOSAT Mepefy CIOXKHOI MPaKTUYeCKoil 3afjauell pa3pabOTKU e[THOTO CTaHfap-
TU30BaHHOTO ITOJIXO0fIa K CO3/IaHMIO POCCUIICKOI CHCTEMBI TTa//IMATUBHOI 110-
MOIIY JIeTAM Ha OCHOBE MeXX/[yHapOJHBIX PeKOMEeHIAIINI1 1 OIIBITA.
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DETCKUWN XOCNUC ( CankT-Metepbypr) :
OPTAHU3ALUNA, UTOIT BEATEJIBHOCTU

A. C. Cumaxopckui, npor. A. TKaueHko, J1. B. SpmaH

[IpencraBnsisn sroit mybnukaunueit ombiT Cankr-Ilerepbypra B op-
raHM3aluy MaJAMATUBHON IIOMOINM JEeTAM, MbI OTHaéM cebe OT-
4€T, 4TO CYIIeCTBYIOT aBTOpUTeTHble pekoMmeHfanuyu CoBera Eppomb
rocyjapcTBaM-y4acTHMKaM II0 OpTaHM3alMM Ma/IMAaTUBHON IIOMOLIN
(2003); MeTOMUECKME peKOMEHAALIMH [I0 OpPTaHM3aL[ M [Ta/I/INATYBHOM IO~
mornu(l]. YHMKaMbHBIA /151 CTPaHbl ONBIT OPTaHM3ALMY TOMOIIY HETSIM,
yMMpAIOYM OT OHKOJIOTMYECKMX 3ab0jeBaHuUIl, HaKomieH [lepBbIM XO-
CITMICOM IS [IETEN C OHKOJIOTMYECKMMM 3a00/IeBaHUAMM, HAYaBIIUM CBOIO
paboty B MockBe B 1993 rony. IlpencraBisieT MHTepec MpeRIoKeHIe psina
aBTOPOB O peanusaly B CTpaHe IpoekTa «VIHUIMaTMBa MO CO3[aHUIO
B Poccum cucteMbl mannimnaTUBHON IOMOIM AETAM, CTPAJAIOIINM OT YTPo-
JKAIOIIMX XKU3HU COCTOSHUI»([2]. KcTaTu ckasaTh, MOX «yTpOXKAMOIIMMMU
KM3HU COCTOAHUAMMI» aBTOPHI TOHMMAIOT He TOMBKO PAM TAXKEMBIX COMa-
TUYeCKUX 3a00/IeBaHMIT, TAKMX KaK OHKOJIOTMYECKMe, KapaomorniecKue,
JleTanbHble BPOXXAEHHBIE U HAC/IeLCTBEHHbIe 3a00/IeBaHNs, HO U MOCTIEN-
CTBUA TSKENBIX TPAaBM PaslIMYHOTO MPOMUCXOXAEHMA, OTPaBAEHUI, 05KO-
roB 1 T.1. TeM He MeHee, onbIT CyObekTa PO B opranmsanuy u GpyHKImo-
HUPOBAHNUY JETCKOTO XOCIIVICA MOXET OBITh [TOe3HBIM [/ HAIIMX KOJIJIET.
[Tomaraem, 4To Hallle BUEHe TPOOIeMBI OyeT He U3NUITHIM.

IMamnnaruHas momoms (ot ¢p. palliatif ot mar. pallium - moxpsisa-
710, IIALL) — 9TO HOAXOJ, TIO3BOJLIOMIMIT YIYYIINTh KadyeCTBO XKIM3HM HALN-
€HTOB ¥ MX CeMeil, CTOJIKHYBILMXCS C HPOO/IeMaMyl YIPOXKAIOLIEro >KI3HU
3abormeBaHus. D10 ompenenser U (GUIOCOGUI0 Ma/UIMATHBHON MTOMOLII:
CITIKMBaHMe-CMATYEH e TIPOsIBICHNIT HeM3/IedMOit 607Ie3H M 11/ VTN YKPBI-
THe TUTAIIOM/ CO3JjaHNMe TOKPOBA /IS 3aIIUTBI TeX, KTO OCTANCA B «XOJIOZe
u 6e3 3amyThl». [Ta/IMaTiBHas IOMOLIb OT/INYAETCS OT a/UIMATIBHON MeJ-
LVMHBI U BK/II0YAeT B ce6st mocenHow. [la/maTyBHas MefuIiHa — 06/1acTb
3[[paBOOXpAHEeHNs, IIPU3BAHHAS YIYYIINTb Ka4eCTBO XM3HM MALMEHTOB C
PasIMIHBIMI HO30/IOTMYeCKUMY (GOpMaMi XPOHMYECKIX 3a00/IeBaHMI TIpe-
MMYIECTBEHHO B TEPMUHAIBHOI CTA/[UM PasBUTHUS B CUTYALNH, KOT/jA BO3-
MOXXHOCTH CIIeLIVa/IN3VPOBAHHOTO JIEYeHN s OTPaHITIeHBI /I MICYePIIaHBI.
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XocnucHasi MOMOIIb SAB/ISETCS COCTaBHOI YaCThIO MAIMATUBHONM I10-
MOIIM — 9TO BCeOOBEMIIIONIAs TOMOLb OOPHOMY B KOHIje XXKM3HU (dalie
BCEro B IIOCTIElHIIE 6 MECSLIEB) U YMUPAIOIIEMY Ye/IOBEKY.

ITepBoe ymoTpebeHne CIOBa «XOCIUC» B IPUMEHEHUN K YXOLIy 32 YMU-
parouuMu MosABUIOCH Muiib B 19 Beke. B 1842 ropy Kanna l'apube, Momo-
fasg KEeHIMHA, IIoTepABIIasA My>Ka 1 JieTell, OTKpPbI/Ia IIEPBbIN U3 IIPUIOTOB
nns ymupanomux B JInone. OH HasbiBascs «XOCINC», a Takxe «[onrodar.
CoBpeMeHHas Ma/lIMaTMBHASA MeVIIVHA CKIa[bIBalach Ha IPOTAKEHUM
BTOpOIT T0o/MoBMHBI XX BeKa, eé BO3HMKHOBEHME CBA3aHO ¢ nMeHeM Cecn-
muy CaHpjepc, OCHOBaTe/IbHUIIBI XOCINCHOTO JiBIKeHUA. B 1967 romy oHa
opraHusoBana B npuropoge Jlongona B npuiote Cs. Xpucrodepa mepsblit
B MIUpe XOCIUC COBPEMEHHOTo Tumna. MHOTONeTHMII NyTb PasBUTUA XO-
CHJCHOTO [IBVDKEHMS B PAas3AMYHBIX CTPaHaX HPMUBEN K BO3HMKHOBEHMUIO
¢unocodun xocmuca, B OCHOBY KOTOPOU OBUIM IIOTOXKEHBI OTKPBITOCTD
PasHOOOPa3HOMY OIBITY, Hay4Has TIATelbHOCTb M 3a60Ta O TMYHOCTI.
IlanHas ¢unocodus cosByuHa croBaM akajemuka Jl.JInxauésa o ToMm, 4TO
«Xocnmchbl HeoOXOAVMBI HAIlleMy OOLIeCTBY, B KOTOPOM yPOBEeHb 60N mpe-
B30OMLIET BCE MBICTMMBIE Npefieibl. XOCHNUC — 9TO HMYTb K U30aBIEHMIO OT
CTpaxa Iepej CTpajjaHyeM, COYTCTBYIOMIMM CMEPTH, IYTh BOCIPUATUA €€
KaK €CTeCTBEHHOTO IIPOJIO/KEHM A JKMU3HM; 3TO JIOM, B KOTOPOM COE/IMHAIOT-
s BbICOYAIINMIT TYMaHU3M U mpodeccroHamiaM. [oMoIb IPyruM BajkHa
U JI1 CaMOT0 IIoMoraoniero. TonbKo aKTMBHASA IIOMOIIb IPYTUM MOXeT KaK-
TO YCIIOKOUTBD HAII'Y COBECTH, KOTOPas BCE JKe JOTDKHA ObITh O€CIIOKOITHOT».

B 1975 rogy 8 MoHpeaite 6b11 cO3/1aH XOCIIC Ha 6a3e CKPOMHOTO OTZIe/a
HaJIIMaTUBHOI ToMolu. JTo 6BIIO IepBoe YIOTpebIeHNe C/I0Ba «IIa/jIna-
TUBHBI» B 9TOIT 00/IACTI, TAK KaK BO ppaHKoA3bIdHOI KaHase cmoBo «xo-
CIIJIC» O3HAYAJIO OIIEKY MM He[JOCTATOYHYIO IIOMOIIb.

OueHb kparko o TepMuHonorun. Xocmc (auria. House peace — mom mupa)
[0 ZaHHBIM BOJBIIOro aHINO-pyccKoro cmoBaps (1989) o3HadaeT IPUIOT,
6orajie/IbHsA, CTPAaHHOIPUUMHBII JOM. DTUMOJIOTHA C/IOBA «XOCIUC» pac-
XOJUTCA C €r0 cofiep>KaHyeM. XOCIIC — 3TO, B IIEPBYI0 O4epeib, He KaKOe-TO
HOMellleHMe, a MEONIOTUA YXOJa 3a 4eJIOBeKOM, OONbHBIM TsXKeno, 6e3 Ha-
IIeKZIbl Ha BBI3JOPOB/IEHNUE 1 ObecIiedeHre PasINIHbIX GOPM MO IeP>KKI
ero OMUBKUM.

B ®enepanprHom 3akoHe «O6 OCHOBaX OXpaHBbI 340POBbsI IPaXkKgaH B PO»
B cTaThe 35 JaHO Crefyollee olpefiesieHye MajanaTuBHoi momommu. «Ilam-
JMATUBHAS IOMOIIb ABIAETCA KOMIUIEKCOM MEIMIMHCKUX MepOIpUATHIL,
OKa3bIBaeMbIX TPAXKJAHAM, CTPAAIONINM HeU3/IeYMMBIMY, OTPAHNYNBAIO-



VMU TPOAO/IKUTENTbHOCTD J)KM3HU TPOTPECCUPY IO MU 3a607’IeBaHI/IHMI/I,
C LIE/IbIO ITOBBIMICHM A Ka4Y€CTBA )KXU3HU ITAVEHTOB U YJICHOB X ceMeii».

XoTenoch 651 06paTUTh BHUMAaHE Ha BAPUAHT OIIPee/IeH sl 9TOTO BIa
TIOMOIIY, TTpefiToKeHHbIN BceMmpHoit opranusaiuert sgpaBooXpaHeHU B
2002 rogy. «ITannuaTuBHaA MOMOIIb — HAaIlpaB/IeHMe MeJMKO-COLaTbHOI
HeATeNbHOCTY, 1[e/Ibl0 KOTOPOTO ABJAETCA YAydlleHMe KadecTBa KU3HU
OONBHBIX M UX CeMell, OKa3aBLINXCs Hepel MMULOM CMEPTENbHOro (YHOCA-
IIeTO >KM3HD) 3a007IeBaHusA. DTa Lie/b JOCTUrAeTCs Omarogaps mpeaympe-
XKICHWIO U 0O/IerYeHII0 CTPafaHMil, IYTEM paHHETO BBISB/ICHN S, TIATe/lb-
HOJI OLIEHKM ¥ KyIMPOBaHMs 6OMM M PYTUX CUMIITOMOB — (U3MYECKUX,
TICUXOIOTMYECKUX U [y XOBHBIX».

B 1996 rony nmannmaruBHas moMouls 6bi1a BKIodeHa B Index Medicus
[IOfl TEPMIHOM «IIa/TMATHBHAasI moMollb» (palliative care) B momonueHue
K MMEIOLUIMCS OIpefeeHNsIM «TepMIHaIbHast moMolib» (1968) u «xo-
crmc» (1980).

KoMaHabI BceX XOCIUCOB pa3BMBAIOT IPUHIINIIBI, IOfeP>KIBaeMble
BO3 o ToMm, 4TO Takoe mananaTuBHaA momMoinb. OHa BKIIOYAET:

o Oobecnevenne obmeryenuss 60 U APYTUX Tep3amoINX OOIBHOTO
CHIMIITOMOB.

e VYTBepKAeHME XXVUSHM ¥ NPUHATHE CMEPTU KaK HOPMaIbHBIX HpPO-
LJeCCOB.

[IpusHaHUe pellleHNs He TOPOIIUTD 1 He 3aMef/IsATh CMEePTb.
O6benyHeHNe TICUXONOTMYECKMX U JYXOBHBIX aCIEKTOB yXOAa 3a
6OTBHBIM.

e TlpenyokeHMe CUCTEMbI TaKOJ MOLEPXKKH, YTOOBI IIOMOYb 6OJb-
HBIM JKUTb aKTVBHOI )KU3HBIO JO KOHIIA.

e TIpenyosKeHye CUCTEMBI TaKOJ MOJEPHKKY, YTOOBI IOMOYb CeMbSIM
CHIPaBUTBCSL C TPYAHOCTSAMU BO BpeMs 0O/e3HU POACTBEHHUKA,
a TaK)XKe ero CMepTHL.

¢ TOTOBHOCTD y/Iy4IIaTh Ka4eCTBO XKI3HU MALMEHTa I IIOTOXKNUTENbHO
B/IMSATH Ha TedeHMe 6OMIe3HI.

o TlopkmodeHne eé KaK MOXKHO paHblile I10 XOfy PasBUTHUs GOTe3H,
HapsAy ¢ pasHbIMU (OPMAaMU OCHOBHOTO JIEYEHISI, TAKUMM KaK XU-
MIO- WIN JTydeBasi TePAIINs, KOTOpble CTaBAT CBOEIl 3a/iaueil Ipoj-
JIeH € )KV3HIL.

CreflyeT HMOAYEpKHYTb, YTO COITIACHO IPUBEIECHHON (OPMYIUPOBKE,
BayKHeIlIell YacThI0 MaJ/IMATUBHO TIOMOIIY ABIAETCA KOMIIJIEKCHASA pea-
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6I/II'II/ITaLU/IH - CbMSI/[‘IeCKaH, IICUXOJIOTNYECKadA, CcolMajabHaA, 3HAYMMOCTDb
n 00béM KOTOPOIZ CYII€CTBEHHO Pa3HUTCA B 3aBUMCUMOCTN OT I€puopa n
TeyeHU s 3a007eBaHNA I OCHOBHOTO JIEYeH U .

B 1969 roay B cBeT BbllIa KHUTa «O cMepTH U yMUpaHUN», HATIUCAH-
Has Onmusaber Kobnep-Pocc [3]. Ha pycckuit s3bIK oHa Oblna mepeBefeHa
BrepBsie B 2001 rogy. 9Ta KHUTa IPOM3BeENa PEBOMIOLNIO B O0IIeCTBEeHHOM
cosHaHuu. Jloxrop Kiobnep-Pocc B cBoeit KHUTe yTBEPXK/AeT, YTO CMEPTh
3TO He «HeAopaboTKa MEJUIVHBI», a eCTeCTBEHHBIN, 3aKTIOUUTENbHbIN
mpoliecc pocra 1 passuTus. dnusaber Kiobnep-Pocc jokaspiBana Bpauam
U 06IIeCTBY, YTO laKe BBICOKOTEXHOMIOTUYHAsI Me[JUIIHA He CITOCOOHa pe-
HINTH BCEX IPO6TIEM Yel0oBeYeCKOro cyliecTBoBaHMA. K aToMy e BpeMeHI
chopMrpoBamach KOHILEMIUs «TOTaIbHOI» (BceoOlleli, BCeCTOPOHHEN)
60711, KOTOpast IO3/IHEe JIsKET B OCHOBY BCeil MIOIOTUHU XOCTINCA.

B Poccunm mepBsiit xocnuc nosBuncs B 1990 rony B Cankt-Iletep6ypre
(Jlennnrpape) o nHULMATKBE BukTopa 30p3a — aHITIMIICKOTO >KYpHaIN-
CTa ¥ aKTMBHOTO Y4YaCTHMKA XOCIIMCHOTO ABIDKeHUs [4]. OmbIT paboTsi
POCCUMIICKMX XOCIMCOB HALIEN OTpaKeHMe IpeXJe BCero B IYOMMKalu-
SIX OpraHM3aTopa U IJIaBHOTO Bpadya IepBoro B Poccum xocmmca mpod.
A. B.Tuesnumosa [5]. B 1997 rogy B MockBe 6b171 OTKpBIT [lepBblit MocKoB-
ckmit xocmuc. Becero B Poccun Ha faHHBINT MOMEHT QYHKIVIOHIPYET CBBI-
nre 130 xocnucoB 1 okonmo 60 HaXOAUTCA B CTafuu opranmsanuu. B 1996
TOfly Havyas BBIXOZUTD OTeueCTBeHHBIN )XypHan «[lannnaTuBHasA MeUIIHA
u peabunurtanusi». Co BTOpoit o0BUHBI 90-X TOffOB B CTpaHe IIPOBOAATCS
Hay4dHble (OPYMBI, Ha KOTOPBIX 00600IaeTCsl OMBIT CIIELNAIICTOB, pabo-
TAIOIMX B 00/IaCTY MA/IMATUBHONM MegULMHBI [6][7].

CyuiecTByI0oT MHOroo6pasHble ¢OpMbI OKa3aHUs IMalIMaTUBHON IO-
MOIIY TMAallMeHTaM. B pasHbBIX cTpaHaX OHMU Pas3/INYHBI, TaK KaK pasBUTHE
IIOMOIIM U/ET TI0 COOCTBEHHOMY CLieHapMIo B KaXkgoli cTpaHe. OfHaKoO BCé
MHOT0060pasyue MOXXHO PasfennTh Ha IBe OCHOBHBIE TPYIIIIBL: 3TO IOMOIb
Ha IOMY 1 B CTaIMIOHape.

MO>XHO CMUPUTBCA CO CMEPTBIO, KOT/Ia IIOfL, Hell Mo pasyMeBaeTcs U3-
6aB/leHMe OT CTapOCTH, HeMoIM 1 Ooje3Hell, HO KaK CMUPUTbCA C TOTe-
peit pe6énka? Tepsist pe6€HKA, pOSUTENN TEPSIOT YacThb Ce6s, CBOEI KU3HI,
cBoero Oynmymiero. B Tom ciyuae, ecnu B ceMbe eCTh HEM3NIEYMMBIil 60/Ib-
HOI1, yMUpAIouil pe6EHOK, TO ICUXOMOTNYecKas IIOMOIIb TpebyeTcs U pe-
OEHKY, I €TO POIMTETIAM.

Opnaxo, kak nuutet C. JleBuH [8], «paboTast ¢ yMMUparoWUMI JeTbMIU,



A ybeauscs, 4TO OHM YMUPAIOT JIerde, YeM YMMPAIOT B3pocible. Boamox-
HO, 3TO CBA3aHO C T€M, YTO OHU €Il€ He IIBITa/INCh KOHTPOINPOBATh MUD,
U TI09TOMY y HUX B yMe HeT Takoro HampspkeHns. OHM 6ormee OTKPBITHI
TeKyIIleMy IOMTOXKEHMIO Bellerl. 51 3aMeTuI, 4To 4eM MeHblIe pe6EHOK, TeM
MeHblile oH 6outcs cmeptu. CTpax, KOTOPBIN 5 4aCTO HAXOXY Y HUX,— 9TO
OTpa’keHUe y>kaca UX popuTeneit... IIockonbKy meTn obmafaror 6osblIei
Bepoit 1 60Jee TECHBIM KOHTAKTOM C 6eccMepTyeM, CMepPTh MM He KaXKeTcs
npo6emoit. Kaxxercs, 4To caMoii 6071b11071 TP06/1eMOIT yMUPAIOLIUX FeTet
AB/IAETCA CTPajlaHlie, KOTOPOe OHY NPUYMHAIOT CBOUM POJUTEAMY.

3aBepInas 9TO HECKOJBKO 3aTSAHYBILIeecs, HO He0OXOMMoe BBeJieHIe,
obpaifaeM BHUMaHuUe: BCE, YTO TIOHATHO B TEOPUY, OY€HDb CJIOKHO Ha IPaK-
trKe. CJIO)KHOCTb 00YCIIOB/IeHa OTCYTCTBUEM HOPMATIBHO-IIPAaBOBOII 6a3bl
IO TIOATOTOBKEe BPaueGHOTO M CECTPMHCKOTO IEPCOHANA, CIEIVaTNCTOB
HICUXONOTMYECKO M COIMANbHON TORJEPXKKM, B CO3AAHUN 1 TabelbHOM
OCHAIleHNM JIeYeOHBIX YUPEXJeHNUI, B KOTOPbIX OKasbIBa/lach Obl KOM-
I/IeKCHa sl Oifiep>KKa yMUpPaIoleMy pe6EHKY.

Jlo HacToAIIero BpeMeHU IPOJOIKAIOTCA JUCKYCCUM O POIM M MecTe
HaJ//IMaTUBHOI MOMOIIM B 00IeM 00béMe TedeHNs MalueHTa. Paspabora-
HBI /IBe IPMHIUINAIBHO pas3nyuyHble Mofenu. [Ipu oprannsanyuy noMmommu
110 TIepBOJ MOJIe/IN Ma//INaTUBHAA ITOMOIIb BK/II0YAeTCsA, KOTJa aKTUBHOE
nedeHne npusHaércsa HeaddexTuBHBIM. [TasmnaTBHas MOMOIIB IpU 0bec-
nedyeHMM e€ pabOTHI IO BTOPOI MOfIeTM OKa3bIBaeTCsl GOIbBHOMY IO Mepe
HeoOXOMMOCTY C CAMOTO Havyasa, HO O/ U 3HaueHHUe e€ BO3PacTaloT IpU
YXY[IIEHUY COCTOSHUA 6GONMBHOro. MBI CKJIOHHBI OBITH CTOPOHHMKAaMU
BTOpPOII MOJIe/M, KOT/ja 3/IeMeHThI Ma/I/IMATUBHON MO ep>KKI MCIONb3YIOT
€ CaMOTO Hayaja Je4eHns 3ab0IeBaHuA.

Emé omHMM CylleCTBEHHBIM acCIIeKTOM CiIefiyeT IPU3HATb BOIPOC O
MecTe OKasaHMsA MHaJUIMAaTUBHON IOMOIM. B 3ToM crnydyae Heobxomumo
[IeiiCTBOBATh O IPUHIUILY palyoHanusMa. Bcé 3aBUCHT OT TOro 06bé-
Ma, KOTOPBIi IIpEIIoNaraeTcsl OKasblBaTh [eTAM B KaXKIOM KOHKPETHOM
cyobexte Demepannu. XoCmucHble OTHENeHNUS /IS JieTell MOIYT pasBo-
pauMBaTbCA B JETCKMX CTAL[MOHAPAX MIM BO B3POCBIX XOocmucax. Bmecre
C TeM, YCTIOBM I METAIIONNCa, 0COOGHHOCTY IICUXOMOTUY pe6EHKa, POJTeIelt,
MHOTOYMCIEHHBIX POJICTBEHHMKOB, IIepef KOTOPBIMU CTOMT BOIIPOC yXOfa
U3 XU3HM pebGEHKa, 3aCTaB/IAI0T CO3JaBaTh CllellMaIbHOE YUpeX/eHNe, 0be-
CIievrBalolee KOMIIEKCHYIO OAEPXKKY PeOEHKY U €r0 OKPY>KEHUIO.

Takas KOHIENNMA apryMeHTMpOBaHa TaK)Xe€ COCTaBOM IIalIMIEHTOB,
TIONTb3YIOMMXCA XOCHMCHBIMU YCITyTaMMI. BOBpaCTaIOH.[aH OO JIeTef;[ C HE-
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OHKOJIOTMYEeCKVIMI 3a00JIeBaHUAMM, OOPATUBIIMXCS 33 KOHCYIbTAallUell B
HaJUTMATUBHYIO CTYXO0Y, CBsA3aHa C 00ILell CTPYKTYPOil eTCKOI CMEePTHOCTH.

[To3BonbTe mpuBecTy Hauy gaHHble 10 CaHKT-IleTepOyprckomy rocy-
INApCTBEHHOMY aBTOHOMHOMY YYPeXJeHUIO 3[paBOOXpaHeHMA «XOCINC
(meTckmit)». Pacripenenene mareHTOB 110 KPYITIOCYTOYHOMY CTAL[MOHAPY
3a 2012 rop mpencTaBieHo B Tab. 1

Tabnuua 1
Pacnpedenetiie nayuenmos no 603pactmam u HO30/102UHeCKUM popmam
no Kpyenocymouromy cmayuonapy 3a 2012 200

1-3 | 4-6 | 7-14 | 15-17 Beero

Kmacc MKB-10 Ilo 1r

neT et JIeT JIeT 26c %
«C» 31oKayecTBEHHbBIE ) 4 16 6 28 12,6
HOBOOOpa3oBaHus
«D84» [Ipyrre uMMyHOLeUIINTDI 2 2 09
(Hertpocapkonzos) ’

«E» bonesHu sHIOKpUHHOM
CUCTEMBI, paCCTPONCTBA 4 1 6 1 12 5.4
TMUTAHUSA U HAPYIIEHU
obMeHa BelecTB

«G» BomesHn HepPBHOI CHCTEMBI 15 26 57 7 105 | 47,3
«I» Bomesnu cucrembl

1 1 0,5
KpOBOOOpateHus
«J» bonesHn opraHoOB AbIXaHU A 1 1 0,5

«T» TpaBmbl, OTpaB/IeHNA
UL HEKOTOPBIE JPYTUeE IOCAENCTBIUS 2 10 4 16 7,2
BO3/IEIICTBY A BHEIIHVX IPUYVH

«Q» BpoxxieHHBIE aHOMATTUN

(mopoxs passuTILA), 3 16 13 19 5 56 | 252
nedopmaruu U XpOMOCOMHBIE Ha-

pylIeHuA

Bcero 3 39 | 44 | 112 | 24 | 222 | 100
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Kax BuAHO U3 IpuBeeHHOI TaOMMIIbI, 60JIee IOTOBMHBI MMAIVIEHTOB XO-
CIIMCA CTPAJAI0T HEBPOIOTMYECKIIMI 3a00/IeBaHUAMI, BPOXKAEHHBIMH ITIOPO-
KaMU pa3BUTHA U Hac/leICTBeHHbIMM HapylleHuAMM. Ha nomo feTeit, cTpa-
TAIOLMX OHKOIIATOJIOTMEN, IIPUXOAUTCA TONBKO 12,6% OT 4mciia manyeHToB
xocnuca. B 2012 rogy B xocnuce yMepn 18 manyueHToB: 6 ¢ OHKOTOTMYEeCKH-
MU 3a00/IeBaHNUAMY, 5 C HAC/IEACTBEHHOI MATONOTMel, 6 ¢ OpPraHMYecKUM
Iopa’keHyeM TOOBHOTO MO3Ta U OfVH MaLMeHT C MOCTeCTBUAMIU OCTpPOIt
YepeIHO-MO3T0BOI TPaBMBL

Tabnuua 2
Buinonuenue ocnosHoix nokazameneti 3a 3 keapman 2013 200a
Cmayuonap
DKOHOMUYECKIe IIOKa3aTen IInan ®Dakr
Mo1HOCTh 18 18
Pa6oTa xoiiku 82,4 81,5
IIpoBeneHo KoiKo-HEN 1485 1467
ITpornedeHo 6ONMBHBIX 59
CpenHAsA IINTENbHOCTD 237
npeObIBaHMsI Ha KOTIKe ’
O60poT KoMK 3,4
JIHesnoti cmayuonap
DKOHOMUYECKNeE ITOKAa3aTeIn IInan daxkr
MoIHOoCTh 10 10
Pa6ora Kotk 61,8 66,1
IIpoBeneHo Koiiko-fHe 618 661
ITponedeHo 60IbHBIX 52
CpenHsAs IMUTETbHOCTD 130
pebbIBaHMSI HA KOTIKe ’
O60poT KOVKI 5,1
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Ambynamoproe omdenerue (8vle30Hast cnyxoa)

IKOHOMUYECKNE TTOKA3aTeNn IInan ®daxkT

KomnuyectBo moceneHmit 825 807

Cmauyuonap na domy

IKOHOMMYECKNE TTOKA3aTENN IInan ®dakT

ITanmeHTO-IHMI 324 353

Hwuxke MpEeaCTaBICH PAN aCIIEKTOB OpraHN3annmn y'{pex(neﬂmi/'[ 9TOro TiIa.

B 2003 rony B ropope Cankt-IleTepbypre 6bl1 cO34aH 61arOTBOPUTE/Ib-
HbIl1 PoHp, a B 2005 rofy HeKOMMepUueckoe MeUIMHCKOe yupexieHne «Xo-
crimc (merckmit)». JIo OTKPBITHMSA TOCYAapPCTBEHHOTO YUYPEXJIEHNUS TaKOTO
npodus 40 COTPYIHMKOB XOCIIMCA OKa3bIBAIN MEAMUIIMHCKYIO, COLMATTBHYIO
U TICUXOJIOTMYeCKYIo TToMollb 6onee yeM 180 cembsim B CaHkT-IleTepOypre
u JlenuHrpazckoit o6macty. CTOMMOCTD eKeMeCIIHO OKa3bIBaeMbIX MEJIVIKO-
KOHCY/IbTaTUBHBIX, JIEYeOHDIX, AMATHOCTUYECKNX, IPOLeyPHBIX, CAHNUTAp-
HBIX YC/IYT M MaTepMaIbHOI IIOMOILY B BU/JI€ IEKAPCTB, IPOJYKTOB IMTAHMUSA
U IeHe>XHBIX CpeficTB mpesbiinana 1 200 000 py6reit.

B 2006 rogy I'y6epuarop Cankr-Iletepbypra B. V1. MaTBreHko nogmep-
kanma vHunyaTuBy CaHkT-IleTep6yprckoit Emapxuu o cosgannm Xocmuca
I/ feTelt u Boifenuia u3 6omxera CankT-Iletepbypra 10 MiH. py6reit Ha
npuobpeTeHne MeIMUIIMHCKOTO 000PyIOBaHMA U 3-X aBTOMOOMIEN CKOpOIl
nomomn. B 2007 rogy «Jlerckomy xocnucy» Iloctanosnennem IIpaBurensn-
crBa Cankr-Ilerepbypra nepefaHo B monb3oBaHue 3faHye OpiBiero Huxo-
JIaeBCKOTO CYPOTCKOTO IIAHCHOHATa Ha TeppUTOpuM napka Kypakuna gadga.

B 2009 rony u3 6romyxeta roposa 651710 BbIie/ieHO 0Ko71o 300 MTH.py6reit
Ha PEKOHCTPYKIINIO 3[jaHusA U mpuobperenue obopynosanus. B I kaprane
2010 roja mpuoOGpeTeHO HEMOHTMPYEMOTO MEeJMIIMHCKOTO O00pyHIOBaHMs
U MHBEHTAps Ha CyMMYy 35 MJTH. py6ieii. B HacTosIee BpeMs CTPOUTENbCTBO
37JaHM S 3aBEPILIEHO, BCE MTOpasfie/leH ) BBEJIeHbI B 9KCIITyaTalIIo.



Huxe NIpUBEJEHA IOCIEN0BATEIbPHOCTh I[CI‘/'ICTBI/II‘/'I npu opraHmusanum neT-
CKOT'0 XOCIICa B HAllIeM ropoje.

10.

. ITocranosnenne IIpaBurtenscrsa CII6 ot 15.01.2010 Ne 6 «O co3ganun

CII6 rocysapCTBEHHOTO aBTOHOMHOTO YYPEXIEeHNS 30 PaBOOXPaHEH S
Xocnuc (meTckuin)»

. Ycras CII6 rocyfapCTBEHHOTO aBTOHOMHOTO YUPEX/IEHUs 3[PaBOOX-

panenus «Xocnuc (zeTckuii)» ot 26.03.2010

. Pacnopsxenne Komurera no sgpasooxpanenuio ot 08.04.2010 Ne 182-p

«O cospanun Habmogarenpaoro coBera CII6 aBTOHOMHOTO yupesxpe-
HUS 3EpaBOOXpaHeHNs1 «XOCIIC (FeTCKIIT)»

. Pacnopmxeﬂme Komurera 3KOHOMMYECKOTO pa3BuTNA, IMPOMBIIIJIEH-

HOJI MOTTUTHUKY U TOProBau oT 26.04.2010 Ne 375-p «O6 yTBep>KAeHUN
HOPMAaTUBOB (MHAHCUPOBAHUA TOCY[APCTBEHHBIX YCIYT, OKasbIBae-
Mbix CII6 ToCymapCTBEHHBIM YYpeX/ieHUMeM 3[paBooXpaHeHNs «Xo-
cnnc (merckuin)» Ha 2010 rom»

. Pacnopsixenne Komutera mo 3gpasooxpanenuio ot 26.05.2010 Ne 278-p

«O mopsigke okasaHus MeguimHckoit momomy B CII6 rocymapcTBeH-
HOM aBTOHOMHOM YUPeXX/IeHUN 3IpaBOOXPaHeHNs «X0CTUC (IeTCKIIL)»

. 3akioueHne efepanbHoli cnyK6el PocioTpebHamzopa
. 3akioueHne pefepanbHoil cny>k6el PocrioskHazopa
. 3akmodyeHue defiepanbHOI CIyXObI 10 JIETaTbBHOMY 000pOTY HAPKOTHUKOB

. [JoroBopsl ¢ 06cnyxuBawIiuMu oprannsannsamu («Bogoxanar, «J/leHs-

HEpro» u T.11.)

HI/IHCHSI/IPOB&HI/IE.

Komurerom mo 30PpaBOOXPaHEHNIO COBMECTHO C HpOCbI/ITIbeIMI/I Komn-

treramy IIpaBurenbctBa CaHkT-IleTepbypra, ITTaBHBIMM CIEIVMA/INCTa-
MU TIpOBefieHa OIIpefie/ieHHas paboTa MO IOATOTOBKE IMOCTAHOBICHMUS
[TpaButenscrBa Caukt-Iletepbypra «O cosganuu Cankr-IleTepbyprckoro
rOCy/JapCTBEHHOTO ABTOHOMHOTO YIPeXX/IeHU A 3[[paBOOXpaHeH N « XOCIIUC
(meTckmit)». Brmepsple B Poccmiickoit Demeparyy cosaHO XOCHMCHOE
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yUpexxJeHMe [ ieTell HOBOTo Tuma. ITo KacaeTcsi GOpMbl COOCTBEHHO-
cTu (ToCylapCTBEHHOE aBTOHOMHOE YUpeX/ieHNe 3[[paBOOXPaHEeHN ), pas-
paboTKM ycTaBa, IPOPUIBHOCTY OT/eTIEHMII, HAOTIO/IaTeTBHOTO COBETa,
JIUIIeH3MPOBaHNA.

Lenbio feATeNbHOCTY aBTOHOMHOTO MeMLIMTHCKOTO YUpeXK/IeHU A 3[jpa-
BOOXpaHeHMs «XOCIUC (HeTCKumil)» SIBIsETCs OKa3aHMe MeRUIIMHCKOIL,
IICUXOJIOTMYECKOI ¥ JYXOBHOI IOMOIIN JIETAM C TSAXKeNbIMM, HeIOAjalo-
IIMMICS JIeIeHNIO 3a00/IeBaHMAMM, HAXOMSAIMMICS Ha [TO3JHUX M TEPMIU-
Ha/IbHBIX CTAVAX PasBUTHUA OONE3HM, a UX POACTBEHHUKAM — OCYIIeCT-
BJIeHJe TIPOMIO/KUTEIbHOTO TICUXOTOTMYECKOTO U IYXOBHOTO ITIOMeYeHU
0 CeMbsIX B IIEPUOJ ITocie cMepTy pebenka. [TannnaTrBHasI TOMOILLb OKa3bl-
BaeTcs fmeTsAM oT 1 roga jgo 18 ner.

[TpoBepen pacuer ob6bema cybecupmit us 6romxera Cankt-Iletepbypra
Ha OKasaHue MeVLIMHCKOI ITOMOIM B PaMKax FOCYAapCTBEHHOTrO 3aKasa.
CreffyeT OTMETHUTD OTCYTCTBYE (eflepanbHOI HOPMAaTUBHO-IIPABOBOIT 6a3bl
0 CO3/IAHMIO U pabOTe TAKMX Te4eOHBIX YIPEXKIEHMIL.

CosmectHo ¢ CaHKT-IleTep6yprckuM oTHe/eHeM IeHCHOHHOTO GoHa
IpoBefieHa paboTa [0 IPOrHO3MPOBAHNIO IIOCTYIICHN A AeTell B CO3TaHHOe
yupexjieHue. B HacTosAlee BpeMs Ha yyeTe JeTCKUX MOTMKINHUK COCTOUT
10529 peTeii-MHBAIUOB II0 OCHOBHBIM IPyINaM 3a060/IeBaHMIL.

Takum 06pasoM, SKOHOMUYECKIE PACUETHI IO COAEPKAHMIO YUpexie-
HIA C yY€TOM MMEIOIIETrocs ITAaTHOTO PACIMCAHMA U PACXOJHBIX CPEJiCTB
II0 CMeTe BBITIOIHEHNA TOPOJICKOT0 3aKa3a COCTaBU/IM B TOJJOBOM MCYIICIIE-
Huu 39 MIH.py671eit ¢ pasOMBKOIL IO MeCALjaM.

OnpeneneH " TIOpAAOK qJI/IHaHCI/IPOBaHI/[F[. B nauane KaXXJ10Tro MecAna
YUIpEKIOEHNE ITIONTYIa€T aBaHC B pa3Mepe MECATHOI'O (bI/IHaHCI/IPOBaHI/IH  HaA
5 yucio TMOC/IENYIOIIETO MPEACTABIIAET OTYET 110 BhIIIOTHEHHBIM pacXoJgaM
1 o0beMaM OKa3aHUsA MeJII/II.U/IHCKOﬁ IIOMOIIN. HepeaHI/ISOBaHHbIe cpen-
CTBa BO3BpalllalOTCA KOMI/ITETY I10 3IpaBOOXPaHEHNIO.

Mpb1 niosBonuau cebde HOI[pO6HO OCTAaHOBUTBCA Ha CO3JaHHOM Y4YPpEXK-
AE€HNMN, TaK KaK CTOIKHYJINCD C 6ONBLUINM KONTUIECTBOM TpYﬂHOCTeﬁ B €TI0
Oopranmsanum BBUAY OTCYTCTBMA 3HAYUTEIDBHOIO UMCIIA QJenepaanbe
HOPMaTMBHO-IIPAaBOBBIX aKTOB. OT,[IeTIbHOf;I TeMOI, Ha KOTOpOﬁ MBI CETOAH A
OCTaHaB/INBATbCA HE 6y,ueM, SABNIAETCA NTMLIEH3NPOBaHME AEATEIPHOCTN X0~
CIINCa, TaK KaK CIieaJIbHOCTDb Bpada MaJIMaTUBHOMN MEOUIIVMHBI HE BBEICHA
B II€pE€Y€Hb Bpa‘{e6HbIX CHCI_U/[aJIbHOCTeI/UI.



He cTout nomarats, 4TO ;O OTKPHITUA XOCIIMCHOTO YUPEX/eHUA LA Jie-
Teil TTa/UIMaTUBHAS IIOMOIIb HY>KIAIONIMMCSA He 0Ka3bIBaIach. JeTckue mo-
JIMKJIMHVUKM U CTaLMOHaPhI 06eCred1Bay Bechb 06'beM MeANIMHCKUX YCIIYT,
XOTs 3TO OBIIO CBA3AHO CO MHOTMMU CTTIOKHOCTAMM. K uncny Takux sarpyn-
HEeHUJT HeoOXOJMMO OTHECTM: MUCIIONb30BaHNE HAapPKOTUYECKUX CPElCTB
U IbIXaTeNbHOI aIllapaTypbl B aMOYTaTOPHBIX YCIOBUAX, 3aTPYKEHHOCTD
KOEK peaHMMallM! B CTAllMOHAPaX, obecIiedeH e HaflTeKallero YXoaa yMuU-
paloleMy pe6eHKY, OTCYTCTBIME IICUXOTIOTYeCKOIT TOATEPIKKY 1 Ap.

C CO3[1aHMIEM XOCIIMCHOT'O YIPEXKAEHN A MbI ITBITA€MCA BPICTPOUTD CKOOP-
AVHNPOBAHHYIO CUICTEMY I.U/IBI/IHI/ISOBaHHOf/I MMaiInaTVBHOM oMo neTAM.

MeaunHCKMe TOKa3aHUA K TOCIIUTANN3AIUM TeTeil
B CII6 TAY3 «Xocnuc (meTckmii)»

1. IIporpeccupyrolee TedeHMe OHKOMOTMYECKUX 3a00/MeBaHMil M UX
OCJIOKHEHU.

2. Ilporpeccupymoiiee TedeHMe MPUOOPETEHHBIX U BPOXAEHHBIX 3260-
JIEBAaHUI HEPBHO CUCTEMBI.

3. BonesHu o6MeHa BellleCTB, He IO A0 MeCs TepaIniL.

4. HacnefcTBeHHBIe 3a60/IeBaHNA C IPOTPECCUPYIONINM TeYEHUEM.

5. Ipyrue xpoHmdeckye 3aboneBaHN:A, IpefycMaTpuUBaloliNe COMHMU-
T/ILHBIV MIPOTHO3 JI/IA XMU3HY, IPY KOTOPLIX BO3MOXXHOCTH Tepannu

nc4yepHIaHbl.

ConyanbHO-6bITOBbIE MOKa3aHUA K TOCHUTATN3ANIN JeTel
B CII6 TAY3 «Xocnuc (meTckmii)»

1. OTcyTcTBUeE yCIOBUIL A1 06ecIedeH N HaJIeXXallero YXo/a Ha TOMY
3a TSKEMOOONMBbHBIMY JeThbMY, HAXOAIMMMUCS B TEPMIUHAIBHOM CTa-
nuu 3abomeBaHms.

ConyanbHO-IICUXONOTMYECKE MOKA3aHUA K TOCHUTAAU3AIUMN JAeTel
B CII6 TAY3 «Xocnuc (meTckmii)»

1. Curyanms ICUXOIOTUYECKOTO AMCKOM(OpPTa B CBA3Y C MPUCYTCTBU-
eM B KBapTupe TsAXKeno 60IbHOTO pebeHKa.
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2.

Hpotme COLIMAZTbHO-TICUXOJIOTUYECKNE CUTYalliMi, B T.4. IIpefycMa-
TpUBAOIINE IICUXOTOTNYIECKYIO IOANEPKKY POOUTENAM N POACTBEH-
HUKaM IMalgME€HTOB.

HPI/IHI.U/IHI)I OpraHm3anumn nananaTuBHOM nmoMoummn

L.

Cnennanusanus

. HocTymHOCTD
. Kommnekcuocth
. IOpupudeckoe conpoBoxpeHue

. BsaumopeiictBue ¢ o011eit cucTeMoil OKa3aHUA MeSUIMHCKO

IIOMOII TETAM

. Coul/[aano—ncmxonormqecxaﬂ " IyXOoBHas NMMOAAEPIKKa CEMbI

. BHaI‘OTBOpI/ITe]’IbHOCTb n BSaMMOHCVICTBMe C O6H.[6CTB6HHIJIMI/[

OpraHmsanmAMN.

HPI/IHHI/IHI)I nananaTuBHOM oMo B CYMMVMPOBAHHOM BU€

L.

3a60TIMBOE OTHOLIEHME K OONbHBIM (OT3BIBUMBOCTD, CUMIIATUM, CO-
CTpafaHue)

. O643aTeMbHOCTD U TOYHOCTH BBINIOTHEHNA Ha3HAYEHHBIX MepOHpI/IHTI/II/UI
. BuumaHme x VHAVBUAYaTbHOCTH IMALMEHTA

. IIpoBeneHMe BceX MAaHUITYIALNIL OCTIE TIOTYYeHN I MHPOPMUPOBAHHO-

TO corimacma po,uMTeneﬁ[

. KBanmudnnuposanHoe MeguImHCKOe 06CTyKUBaHIEe
. BcecropoHHss 1 MyTbTUIIPOdECCHOHATbHAS TOMOIIb

. HOCTIeI{OBaTe]’IbHaﬂ, CKOOpAMHYMpPOBaHHas, HEIIPpEpbIBHAA, IIPEJOTBpa-

Ijalolas pa3BUTIE KPUSUCHBIX cuTyanuit. [IpoBoguTcs Ha hoHe MOCTO-
SHHOJ OIIeHKM KJIMHIYeCKO CUTYaIUN

. HO,[[JI[EP)KK& TI€EpCOHasIa C LENblo IMIPENOTBPAIl€HNA CTPECCOBBIX CI/ITYB.LU/IIZ.



3AKJTIOYEHUE

XocnucHoe JABMYKEHNME TONYYNUIO IIMPOKOE PasBUTHE B MMPE VMIMEHHO
B CBSI3U C HEOOXOIMMOCTDBIO OpPTaHM3aI[MY TIOMOIIY OHKOJIOTMYEeCKUM 60JTb-
HbIM. OJIHaKO BK/TIOYEHNe JeTelt ¢ IPyTUMU 3a60IeBaHUAMMY B cepy OIIeKIL,
OpraHN3yeMoll CTPYKTYpaMlM HaJUIMATUBHOI IOMOIIY, OCOOEHHO Ba)KHO.
ITpo6nema obecriedeH s MaTNUATUBHOTO JIEUEHVS — 9TO CTIOXHBII I MHOTO-
TPaHHBIIT IIPOLIece, TPeOYIOINII OIpeieléHHON MaTepyaTbHO-TeXHUYeCKO
6aspl, y4acTVsi MHOTUX CHEIMANUCTOB CO CPeIHUM M BBICIIUM MeJULIVH-
CKMM 00pasoBaHMeM, a TaKyKe /IS OCYIIeCTBIEHNU s IICUXONTOTUYECKOIL 1 CO-
IMaIbHOM peabunuraruy cembu. K coxaneHNIo, 5TU BOIIPOCHI pa3paboTaHbl
u pemeHsl B Poccun HefocTatouno. ONBIT HALlIEro ropofa CBUETeNIbCTBYeT
0 TOM, YTO CUCTeMa Ma/UTMATVBHOI TIOMOIIY [/ leTell He MOXKeT OBbITh CO3-
JlaHa OJJTHOMOMEHTHO BO BCEX PErMOHAX 1 II0 OJHOI CXeMe.
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OPTAHU3ALMA NOMOLUU AETAM
C HEPBHO-MbILWWEYHbIMU 3ABOJIEBAHUAMUA

M. 10. DomuHa

K HepBHO-MbIIIIEYHBIM 3a007eBaHMAM OTHOCST HapyLIEHMs, 3aTparu-
Baromye meprudepnudeckyo HEPBHYIO CUCTEMY (CIMHATBHBIN MOTOHEVPOH,
AKCOHBI, TO eCTb HepudepudecKyie HePBbI) U MBILIIIbI, BKI0Yast IOPaXKeHNU s
HEepBHO-MBIIIIEYHOTO CHHAICA. B JaHHOII I71aBe paccMaTpyUBaIOTCS OCHOBHBIE
HEPBHO-MBIIIEYHbIe 3a00/IeBaHMsI C MPOTPECCUPYIOLIIM TeUeHUeM, MpU-
BOZsIME K MOTOPHOMY fiepuiuTy u Tpebyolye manaiaTiBHON TOMOIIN
Ha pasIMYHbIX CTaAUAX 3a601eBaHs. 3a60/1eBaHIIsT HEPBHO-MBIIIEYHO CH-
cTeMbl, cornacHo knaccudukanym Association for Children’s Palliative Care
(Bristol, 2009), MO>XHO OTHECTH K COCTOSIHUSAM, IPUBOAALINM K IIPeX/eBpe-
MEHHOI! CMepTH, IPY KOTOPBIX HeT 060CHOBAHHOI HaJieX /bl Ha U3/ICUEHIe,
U He CYILEeCTBYeT PafiMKalbHBIX MeTofoB jedeHus. [Ipu pspe Takux 3ab6o-
JIEBaHMIT HACTYIAeT IIPOTPECCUBHOE YXYALICHME COCTOSIHIS pebeHKa, Ipu-
BOJAIIee ero K ITOJTHOM 3aBUCYMOCTHU OT POJUTesNell 1au onekyHoB. Kpome
TOTO, B Te4eHJe HEPBHO-MbIIIIEYHBIX 3a00/IeBaHIIT BOSHUKAIOT yIPOXKaIoIIye
YKU3HU COCTOSIHVIA, IIPY KOTOPBIX CYLeCTBYeT BBICOKMII PUCK JIETATBHOTO VIC-
Xofa. DTO IMporpeccupylolye HKYpadeIbHbIe COCTOSHNUS, OObIYHO ATIIINU-
ecst MHOTHe TOfbL. [ITTenbHOE MHTEHCUBHOE MAI/TMATUBHOE JIeYeHie MOYKET
YBEIUYINUTD IPOFODKUTENBHOCTD KMU3HYU pebeHKa, ITO3BOIUT COXPAHUTD €0
AKTUBHOCTD 1 00eCIiednThb OIpefie/IeHHbIN YPOBeHb pasBuTus. Kpome toro,
TPYIIIa BPOXKJEHHBIX CTPYKTYPHBIX MUONATUI I MMOTOHMYECKUX CUHJPO-
MOB — Heus/JIedMMble, HO He IPOTPecCUpYIolye VI MeJJIeHHO IIporpec-
cupyomye 3a0oeBaHMs, OOYCIOBIMBAIOLINE TSDKEIYI0 MHBATUAU3ALIO
pebeHKa, IpefpacIonoXXeHHOCTh K YaCThIM OC/IOKHEHMSIM U BO3MOXKHOCTD
IIpeXXAeBPEMEHHON CMEPTH.

1. 3ABOJIEBAHUAA MOTOHENPOHA

1.1 CnuHanbHble amnoTpodpun

HacrnencTBeHHO 06yCTIOBIEHHBIE OPa’KeHNUs MBIIIEYHOI CHCTEMbI BTO-
PUMYHOTO XapaKTepa, BOSHUKAIOII/e B pe3y/IbTaTe JeHepPBaIlIOHHOTO ITPoIiec-
ca, OTHOCAT K TPYIIIe CIIHATbHBIX MBIIIEYHBIX aTPOQUIL. DTO reTeporeHHast
Tpymma 3aboeBaHNil, XapaKTepUsyIoIasacs IPOrpeccupyollell JereHepa-
IMell KIeTOK IepefHIX pPOroB CIIMHHOIO MO3Ta M HepelKo MOTOPHBIX Aziep
CTBOJIA TONIOBHOTO Mo3ra. CHMHa/IbHbIe aMUOTPODUM — CaMble YacTble fiere-
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HeparuBHbIe 3a6oeBanns ITHC u BTopble 10 9acToTe moCiIe MyKOBUCIIUO-
3a reHeTH4YecKyie 3a00/IeBaHIsI C IeTaTbHBIM VICXOIOM Y fieTell. 3abomeBaHms
pasIMYaloTCs [0 TUIY HACTIeOBaHMs, BO3PACTY e0I0Ta, 00beMy BOBIIeUe-
HUSI MOTOHeNpoHOB (muddysHoe mmm orpaHmuenHoe). Kmaccnukarysa

CIIMHA/IbBHBIX MBIIIIECYHBIX anOCl)I/II/UI IIpeacTaBji€eHa B Ta6711/[ue 1.

Tabnuua 1
Knaccugpurxayus 0cHo8HbLX 8APUAHMOE CNUHATILHOL MblUEUHOU ampopuu
(CMA)
Ty Hacnenosanne Ten/moxyc Je6roT
NpeHaTa/IbHbI
I Tum, octpas nHpaH- (30%)
a ayTOCOMHO-
] TU/IbHAA YTOCOMH SNN1/5q13
one3Hb Bepaunra- pelieccuBHOE .
Toddmana HEOHATAJIbHBII,
1o 6 MecCsIeB
Il xponnyeckas
bopma, ayTOCOMHO-
oTcpoveHHas popma Y SNN1/5q13 3-14 mecsineB
6 pelieccuBHOE
one3nu Beppuura-
Toppmana
111 Twm, 60/e3HD ayTOCOMHO- SNN1/5q13 12-14 mecs1eB
Kyrenb6epra-Benanpep pelieccuBHOE U IO3XKe
CMA AVTOCOMHO- TIpeHaTa/IbHbII
C pecnMpaTopHbIM z eccuBHOE IGHMBP/11q13-q21 (25%),
IMUCTPecc-CUHAPOMOM ben HEOHAaTaJIbHbII
Bpoxpennas CMA AYTOCOMHO= SNN2/? HEOHATA/bHBII
pelieccuBHOE
CMA c nonTo1epeber- ayTOCOMHO- .
. , 2/ HEOHATAJIbHBII
JIAPHOI TUIIOTIIa3Melt pelieccuBHOE
CMA c apTporpumosom
ayTOCOMHO- 22 .
U MHO>K@CTBEHHBIMMI o/ HeOHATa/IbHBII
pelieccuBHOE
nepesIoMaMu
ayTOCOMHO-
OMUHAHTHOE C TIepBOTO rofia
Hucranpabie CMA a ’ 2/12Q24 JKU3HM (daiie ot 2
ayTOCOMHO-
1o 20 ner)
pelieccuBHOE
ayTOCOMHO-
TOMMHAHTHOE,
By}IbéOHOHTI/Ii{HbII/I AyTOCOMHO- 22 o1 2 10 12 e
u 6ynbbapHbI TUIT PpeLiecCUBHOE,
X-clenieHHoe
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1.1.1 OcTpas nHpaHTUIbHAA NPOKCMMabHaA CNHaNbHas
MbilWeYyHan atpodus, 6onesHb BepaHura-fropdpmana, CMA | Tuna

O61mas yacToTa COMHAIBHBIX MBILIEYHBIX aTpoduit — 1 Ha 10 ThICAY
HOBOpOXZeHHbIX. PacmpocTtpanennoctb CMA I tuma 2-3,3 ma 100000
HacenmeHua unm 1 Ha 20000 HOBOpOXAeHHBIX. YacToTa reTepoO3UTOT-
HOTO HOCUTENbCTBa cocTabadeT 1 Ha 40-60 (mo manHbIM Pearn, 1 Ha 60-
80). Y 93% 6Gonbubix CMA BbIABIsAETCA JHenelusa 9K30Ha 7 reHa SMN
(survivalmotorneurons, To ecTb TeH BBDKMBAHNUA [BUTATETbHBIX HEIPO-
HOB), B 50-60% -nenerus B reHe NAIP (neuronalapoptosisinhibitoryprotein—
6e/10K, TTOfaBIIAIIMIT HeIIPOHaAbHbII amonTtos). IlaTomopdomornyeckoi
ocHoBoll CMA sABseTcs Tubenb KJIeTOK MepeHUX POTOB CIMHHOTO MO3-
ra. CoxpaHuBIINECA MOTOHENPOHDI YyYAaCTBYIOT B IIpOIlecce JleTeHepaluyn
C XPOMAaTONMM30M BO3MOXHBIM (DarolMTO30M CaTe/UIMTHBIMU KJIeTKaMIU.
Haunb6onee nmonHoe onncanme KMMHNYeCKoi KapTuHbl CMA mpefcTaBIeHo
B OoTedecTBeHHOII muTeparype CaBenbesoii-Bacunpesoii E. A. (1972). Knu-
HIYeCKMe TposABIeHNs 3aboneBanusA B 30% crydaeB OTHOCATCA K IpeHa-
Ta/IbHOMY TIepUOfAy (HE[[OCTAaTOYHO aKTMBHOE IIeBe/leHue IIofa). B aTux
CIy4Yasx y>Ke PV POXJIeHNU BBIABIAITCA AudQysHas MblIeyHas TUIIO-
TOHMS, CMABOCTb MYCKY/TaTypbl NPOKCHMAIbHBIX OTHE/IOB KOHEYHOCTEI,
apedrekcus (rmy6okux pedaekcoB). YTHeTEeHbl OCHOBHbBIE 0e3yCIOBHBIE
aBTOMAaTM3Mbl HEOHATAJIbHOTO IMEePMOJIa, BK/IIOUasl COCATeNbHBIN pedrexc.
CBoeobpa3Ha 9KCTeH30pHas I03a pebeHKa. MbllreuHas cmabocTh HapacTa-
eT 11 Yepe3 HeCKOJIbKO HefleNb HabIofjaeTCs TeTpaIlierns, C HeKOTOPOIl co-
XPaHHOCTDIO IBVKEHMII B JVICTATIbHBIX OT/leIaX KoHeuHocTell. ITopakenne
CUMMETPUYHO, OXBAaThIBA€T MYCKYNIaTypy TY/IOBMIIA, IIeV, KOHEYHOCTEIL.
Hapymenue ¢pyHKIIUYM MexXpebepHBIX MBI 1 iuadparMbl 06ycIaBInBaeT
IbIXaTelbHble HapylleHNs. MycKynaTypa OpIOLIHOI CTeHKY KOMIIEHCHPYeT
ocnmabreHme MeXXpeOepHbIX MBIIII] M BOSHUKAET CBOCOOPasHbIIT THUII [ibIXa-
TeNbHBIX IBVDKEeHMIL. ['py/IHas KeTKa 0OBIYHO TeOpMIUpPOBaHa, OHA MeeT
BIJ, «KOJIOKO/Ia» — BEPXHsAA allepTypa yMeHbIlIeHa B pasMepe, HIDKHAA —
paclIpeHa, TUIINYHBI BOPOHKOOOpasHast MM KUIeBUAHAsA fepopManns
rpynuHbL BoBneueHne B mpotecc afep dyepenHbix Hepsos (XII) saTpynHser
HPOIIeCC COCaHM s, ITTOTAH, BBIABIAIOTCA aTpoduy 1 GuOpUIIApHLIE 1I0-
mepruBaHMs s3bika. HepocTaTouHast QyHKIMA MUMMUYECKON MYCKYIary-
PBI, peTpOrHaTN3M, GpacuMKyIAUNY MBIIII TOKO60POAKA, C HOPMATbHBIMU
IBVOKEHV MM ITIa3HBIX A0/I0K, 00yclIaBIMBaeT XapaKTePHbIil BHEIITHUIT BUT
pebeHKa. Y ocTalbHBIX JieTell KIMHUYeCKe IPOsABIeHN AeOTUPYIOT Ha
HepBOM Monyropuu >kusHu. Kak mpaBumo, HabMIOaeTcs perpecc MMero-
IIMXCA MOTOPHBIX HaBBIKOB, IPOTPECCUPYIOlIie MOTOPHbIE HapyLIEeHU
coueratorcs ¢ gedopManuamMu ckeneta (kudockonnos) u AbIXaTeTbHBIMU
paccrpolicTBamu. VIHTenIeKTyanbHOe pasBUTHUE He CTPaslaeT.
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Hawnbornee peikiM 1 CAMBIM TSKEIBIM TUIIOM CIVHATBHOI MBIIIETHO
aTpoduM ¢ mpeHaTaabHbIM fjeb10ToM siBisteTcst BapuaHT 0CMA (Dubowitz,
1999). HoBoposkfieHHbIe He CIIOCOOHBI K CaMOCTOSATENIbHOMY IBIXAaHUIO
U ITIOTAHUIO C MOMEHTA POXK/IEHN .

1.1.2 XpoHuueckasa CMA Il Tuna, otcpoueHHas popma 6onesHmn
BeppgHura-fToppmaHa (npomexkyTouHas)

B HeoHaTaTbHOM IlepHOfie M TIEPBOM IOTYTORUY XKUSHM TEMIIbI IICHU-
XOMOTOPHOTO PasBUTUA peOeHKa COOTBETCTBYIOT BO3PACTHBIM HOPMaM.
OO6BIYHO pebeHOK OCBaMBaeT MOTOPHBIE HABBIKM, BIIOTb JIO CIOCOOHO-
CTU CaMOCTOATENbHO cafuThbcA. IlcmxopedeBoe pasBUTME He HApYIIEHO.
TouHble CpokM Hayana 3ab60JIeBaHNA OIPENENUTb CI0KHO, B OOIBIINH-
CTBe UCTOYHUKOB NPUBOAATCA JJAHHBIE O JeOI0Te IOoCIe TPeTbero Mecsla
JKUSHI, 4alle ¢ 6 o 14 MecAn. [JuHaMMKa pasBUTHA JBUTATeNbHBIX Hapy-
HMIEHNIT OOYC/IOB/IEHA NPEUMYIEeCTBEHHBIM MOPa’KeHNeM MOTOHEPOHOB
HOSICHUYHOTO yTONuleHNs. IlepBbIMU BOBIEKAIOTCS B IATOMOTMYECKUI
Ipoliecc MPOKCUMAJIbHBIE OT/e/bl HIDKHUX KOHEUHOCTell, 3aTeM BepXHMe
KOHEYHOCTH, MYCKy/IaTypa ILIey U TYJIOBUIIA. YTPaunBaeTcs CIIOCOOHOCTD
CaMOCTOSITENbHO CafUThCS, OMMPAThCsA Ha HOIM. VICIONMb3yI0TCSA BCIOMO-
raTe/ibHble TIPUEMBI [ MOAAEPKAHUA MO3bI (CMMIITOM «TPEHOXKHUKAY).
ITporecc meHepBanyy IPUBOANT K HepudepriecKOMY apanndy, COIpoBo-
JKIAIOMIMMCA Cab0CThIO ¥ TUIIOTOHMEN MBI, MCUe3HOBEHMEM TITy6OKUX
pedrexcoB (B mepBy0 ouepenb — KOJIEHHOTO, 3aTeM — OMIMINTATBHOLO).
B paHHeM Bo3pacTe aTpoduu MYCKy/IaTypbl He BBIPaXKeHBI, 3aTeM HeyK/IOH-
Ho Iporpeccupyior. [Toce 2 eT HacTyIaeT nepyuoy OTHOCUTENbHOI cTabu-
nusanuu npouecca. [IposABRA0TCA TUIIMYHbIE AeOpMaIY HO3BOHOYHUKA
(kndockonno3), pasBUBAIOTCS KOHTPAKTYPHI (crubaTenbHbIe — B KOIEHHBIX
U Ta300e[IpeHHBbIX CYCTaBaX, pasrnbaTenbHble — B TOJIEHOCTOIHBIX). Bepx-
HYle KOHEYHOCTY COTHYTBI B JIOKTEBBIX CYCTaBaX U IPOHUPOBAHBEI B Ty4e-
3aIIACTHBIX, XapaKTepeH TPEMOpP PYK, YCUIMBAIONUIVIACSA TIPY JIBUKEHMAX.
BoBneuenue B maronmormyeckuii mpouecc MoTopHbIX Afgep XIIXI u pexe
VII yepenmHbIX HepBOB 00ycaaBnuBaeT aTpoduu s3biKa, GUOPUIIAPHBIE
HOflepTUBaHUsA, AUCHOHNUIO, CMAbOCTb MUMMYECKON MYCKYMaTyphl. I7o-
TaHMe OOBIYHO OCTAETCsA HOpManbHBIM. PacUMKYIALUN CTAHOBATCS BBI-
Pa>KeHHBIMM NPY YMEHBIIEHNY MTOIKOXKHOTO XXUPOBOTO cosl. [lanyeHTsr,
KaK IpPaBUJIO, He CIIOCOOHBI CAMOCTOATEIBHO HepeMelarbcs. Korantus-
Hble PYHKIIMM NIPY XPOHUYECKOIT popMe B HOpMe.



1.1.3 XpoHunueckana ¢opma CMA Ill Tuna
(6onesHb Kyrenbb6epra-Benangep, ncegommnonartnyeckas CMA,
6onesHb Bonbdapra-Kyrenbb6epra-Benangep)

9Tta dopMa mepefjaeTcs TaKXKe ayTOCOMHO-PEIleCCUBHO, XOTS HEPEKI
CIopajuyecKe caydan, cBsisaHa ¢ myranueil B reHe SMNI. 3a6oneBanue
IeOI0TUPYET C paHHEero IeTCKOTro Bo3pacTa. HauambHble MPOSBICHNSA MBbI-
MIeYHOI CMaboCTy, KaK MPaBUjIo, HAOMIONAIOTCS Ha BTOPOM TORY KV3HIA,
KOIrJla pe6eHOK OKasbIBaeTCsl He CIIOCOOHBIM OCBOMTDL CIIOXHBIE MOTOP-
Hble aKTBhI — OeT, IPBDKKH, IObEM TI0 eCTHUIe. PasnuyaoT gBa HOATHIIIA
CMA: IIla - pebeHOK HauMHAeT XOOUTH HO Tpex neT, IIIb — mocme atoro
Bospacta (Rudnik, 2001). Kpome Toro, pogutenn MoryT ormedars arpodun
MBIIII HIMDKHUX KOHEYHOCTEi B IMPOKCHMMAJIbHBIX cerMeHTax. Vcmonb3o-
BaHIe BCIIOMOTATeNbHBIX IIPHeMOB [oBepca, OTCYTCTBUE KOJNEHHBIX ped-
JIEKCOB, «yTMHas» MOXO/KA, NHOTMA — TICEBIOTUIIEPTPOPU UKPOHOKHBIX
MBIIIIL, fIefIaf0T KIMHIYeCKYe IPOsABIeHNA CXOHbIe C TAKOBBIMU IIPU MUO-
nuctpoduu [dromeHa. 3aboneBaHne mporpeccupyer MennaeHHo. PeHorn-
IMYeCKMMU NPU3HAKAMMY ABIAITCA TUIMYHbIE CKeJIeTHbIe AaHOMaINH, HO-
SACHUYHBIN JTOP03, KPBIIOBY/JHbIE JIOIIATKM, YIIOIIeHMe TPYFHON KIeTKH,
I/IOCKOBA/NbrycHasA fedopmauns cror. PacHyuKynspHble HOfepTUBaHU
B Pas/IMYHBIX MBIIIEYHBIX I'PYINaX, BBIPaXKeHHBIN Tpemop Kucreil. Kon-
TPAKTYPBI MOAB/IAIOTCA B IO3JHUX CTaAMAX 3a060/eBaHMA, YepelHble He-
PBBI He BOB/IEKAIOTCS B IIATOIOTMYECKMIT ITpOIecc.

HOuarnoctuka CMA ocHOBaHa Ha KIMHUYECKMX, MOJIEKYIAPHBIX
U 3INMEKTPOPU3MONOTMYECKMX TecTax. ImeKTpoMuorpadus IMO3BOMIIET
BBIIBUTDH HEBPOTEHHbIE VISMEHEHV A CO CHYDKEHMEM IaTTePHA aKTMBHOCTYU
BO BpeMs MaKCUMAa/JIbHOTO YCWINU, YBeIWYeHMe IIPOJO/DKUTETbHOCTY
M aMIUIATY/IbI OTJe/IbHBIX TOTEHIMAI0B MOTOPHO eVHNIIBL U YBE/TIMYeHMEe
nonudasHbIX MoTeHuanoB. ClIOHTaHHAs aKTUBHOCTb B pOpMe puUTMMde-
CKOJI IMITY/IbCALIMY ABUTATEIbHBIX eANHNL (69%), GUOPUIIALIM U TIONIO-
JKUTENbHbIE OCTpble BOMHBI (35%). CKOpOCTHU MpPOBEREHNS IO MOTOPHBIM
Y CCHCOPHBIM HepBaM B HOPMe, aMIUIUTYAbI M-0TBETOB MOTYT OBITh CHIKe-
HBL. BcTpeyaloTcst HOBTOpHBIE, TUIAHTCKYE OTBETHI 1 BblafeHus F-BosH.
Y peTeii mepBOro rofia PeKO yoaeTCs 3aperucTpupoBaTh MaTTepH Gaciiuky-
nanmit. OtmedeHo, uto npu CMA II yacTo Habmogar0Tcs GacuKyaALn,
MOT'YT PeruCTPUPOBATHCA ICEBJOMUOTOHMYECKNE Pa3pAAbl, CHUKATHCA
CKOPOCTY IIPOBEAEHNA 10 HepBaM. YpoBeHb KpeaTnHpochOKIHa3hl 06bI4-
HO HOPMaJIbHBII (MOXKeT OBITb HECKOJIBKO IIOBBIIIeH y MafieH1ieB c CMAI).
buorncusa Mblin He SBASETCA HEOOXOAMMOI I/ AUAaTHOCTUKM, BBIABIAET
IIYYKOBYI0 aTpoduio, B HaYaJbHBIX CTAafMsIX 3a00/IeBaHUs ee MHTepIIpe-
Tanus 3aTpygHeHa. MeTopbl, ocHoBaHHbIe Ha aHanuse JJHK, B HacTos1Iee
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BpeMs 3 QeKTUBHbI KaK [ MPEeHATaAbHOI, TaK ¥ JJIA MOCTHATa/lIbHOI
AMAaTHOCTUKM. [IMarHOCTMKA TpeX Knaccudyeckux BapuanToB CMA metopa-
MU MOJIEKY/IAPHON TeHeTUKM BBIABIAET, KaK IIPaBIUIO, TOMO3UTOTHYIO Jie-
nenyio 7 9k30Ha B rene SMNI. Iuddepennnanpuoiit suarHos CMA I tuna
IPOBOJUTCSA C BPOXKJEHHBIMI MUONATUAMM, TIOPOKaMM Pa3BUTHUA CIIMHHO-
TO MO3Ta J BPOXKIEHHBIMIU CIMHATbHBIMU ONYXOAMU, MHQAHTUIBHBIM-
rnukoreHosoM 2 Tuma (ITomme), MUTOXOH[pUANbHBIMM 3a60/IeBaHMAMM
(zedunut uuroxpoma). CMA III tuna Heobxopyumo auddepeHnpoBaTh
C IPOTPECCUPYIOLIEil MBILIEYHOI FUCTpOduert.

Jle4eHMe CIMHANIBHO MBILIEYHOI aTpOduUN

SddexTuBHBIX MeTOROB NMedeHnss CMA B HacTosIee BpeMsl He Ipef-
noxxeHo. Y gmerteit, crpagaomux CMA I Tuma, ocHOBHBIMHU ITpo6eMaMm
ABAETCSA MPOQUIAKTUKA M JIeUeHUe PeCMpaTOPHBIX MHpeKuit. Mexa-
HUYecKas BeHTUIALMA JIETKUX HO3BOJAET IPOINTD XKU3HDb MJIajieHIeB.
VIHTeHCMBHOCTD U TIOKa3aHUA K IPOBEIEHNIO IIUTENbHOI MeXaHUIeCKON
BEHTWIALIMU JIO/DKHBI OOCY)XJAaTbCs B KaXKIOM K/IMHUYECKOM Crydvae,
TaK KaK CBS3aHBI C MHOXXECTBOM STMYECKUX U IMPAKTUUECKUX MPOOIeM.
Iucdarus sarpygHsAeT BCKapMIMBaHME JeTell, HEOOXOAUMBIM SBIAETCA
30HJ0BOe KopMmeHMe. JledeHne manuenTos co II Tumom CMA Hampasie-
HO, TIpeXJie BCETo, Ha NMPOMUIAKTUKY PeCIMPAaTOPHBIX MHMEKINIT 1 CKe-
NeTHBIX Aedopmanuit. OpToneandeckas KOppeKuns u GpusnoTepaneBTn-
JecKye METOMbl Ha PAaHHUX CTafuAX 3a00/NeBaHUA CTABAT CBOEN I[E/IbIO
IOCTVKEHNe BePTUKAIbHOTO IOJIOKeHU s pebeHKa, Mofiiep>KaHue IO BIK-
HOCTY CyCTaBOB U JiedeHNe cKommo3a. [TokasaH merkuit Macca)k. AKTUBHBII
Macca’k MOXKeT yXY/IIMUTb COCTOsHMe MbIII. HekemarenbHo HepeyToM-
NleHMe, 4acTo (U3MUeCKUe HaTrPy3Ky NPUBOAAT K BPEMEHHOMY yBende-
HUIO MacChl MBIIII] U UX CVUJIBI U TIOCTIEAYIOLIeMY CPBIBY KOMIIEHCAaTOPHBIX
BO3MOXXHOCTell OBICTPBIM HporpeccupoBaHueM. HenHBasuBHOE BCIOMO-
raTe/ibHOE JIbIXaHJe HOYbIO OCYLIeCTB/IACTCA C MOMOIIBIO IMIIEBOI MacK
VI IeyHolt KaHionu. [Ipy BoBIedeHUN MeXXpeOepHBIX MBIIII] TaKVe MepPbI
HeoOXOAMMBI Ha PaHHUX 9TaIaX, YTOObI 00eCIIeYnTh POCT JIETKUX, TOAep-
JKaTb 37ACTUYHOCTD I'PyAHOIN KaeTku. IlokasaHo, 4To meTH, cTpajaomue
CMA, 4acTo MMEIOT BO CHe JibIXaTe/IbHble HapYIIeHUA U MOfj00Has pecrn-
paTopHasA NOffep)KKa 3HAUMTEIbHO YIydlIaeT KauecTBO >KM3HM. JledeHne
CMA III tuna ocHOBaHO Ha HPOMIAKTMKE KOHTPAKTYp. AJaITUBHbIE
opToIeYecKue MPUCTIOCOONTEHNs MO3BOJIAIOT IMAl[MeHTaM IepeMelaTh-
cs. B nureparype nmeoTcA faHHbIE O KIMHMYECKMX UCIBITAHMAX Ipemna-
paToB (rabameHTUH, PUITy30J, QEeHUTIOYTUPAT, BaIbIIPOATDI) I TeUeHUs
CMA, ogHako y0eIMTeTbHBIX IIOJIOKUTENbHBIX Pe3Y/IbTaTOB He IOTYYeHO.
TenHas Tepanus HaXOAUTCA B cTaguy usydenns. [Ipenapatel HeitpoTpodu-



4ecKoro psja (MUIbraMma, Helf pOMIANH, 1epeOpOIN3IH), aHTUOKCU/AHT-
Has Tepamus (TMOKTAIj, OepIUTHOH, THOTAaMMa) IPUMEHSIOTCA B KOM-
I/IEKCHOM JIeYEeHMM, OfJHAKO He TIPOBOAMIOCH IIale60-KOHTPONIUPYeMbIX
UCCTIeJOBAaHNIL, MOATBepXXAAoINX uX addekTuBHOCT. IIporHos mpu
CMA I tuna HebnaronpusTeH. Ilpu HeoHaTanpHOM febi0Te CMepTh Ha-
CTyHaeT [0 JOCTVDKEHMS BO3pacTa Tpex MecsueB. 80% feteit morubaror
B TedeHMe 18 MecAIeB )KM3HM BCTIEACTBIUE IbIXaTeIbHOM HEJOCTaTOYHOCTH,
pasBUTHE KOTOPON 9aCTO YTAKENAT MHTEPKYPPEHTHbIE PeCIMPATOPHbIE
uHpekuuu. VccnenoBaHms IPOLOIKUTENbHOCTY KU3HY TTAI[UEHTOB C XPO-
Hudeckoi popmoit CMA II nokasanu, 4To Ko3pPpuumeHT BBDKMBAEMOCTI
cocrasun 98,5% B nATh n1eT 1 28,5% B 25 y1€T, CpelHNUII BO3PACT CMEPTH CO-
craBua 30 net. CMA Kyrenb6epra-Benmangep xapakTepusyercst MefIeHHO
HpPOrPecCUPYIOIMM Te4eHNMEeM U OTHOCUTEIbHO OIarONpUATHBIM BUTAIIb-
HBIM IIPOTHO30M.

JluarHocTuka 1 Jed4eHue BPOXJEHHON (OPMBI, KaK IpPaBUIO, IIPO-
UCXOJUT B YCIOBUAX OT/ie/IEHUA MATOJIOTMM HOBOPOXK/IEHHDIX, a 3aTe€M —
MHTeHCUBHON Tepamuu. [leru, crpagaromue CMA II-IIT Tuma, He umeroT
KJIVHNYEeCKUX IPOSBICHUII B HEOHATAaJbHOM IepMofie M HabIIOfaroTCs
CrlenManucTaMu aMOyIaTOPHO-IOMMKINHINYECKOTo 3BeHa. C IIeNbl0 paH-
HETO BBIAB/ICHN I HEPBHO-MBIIIIEYHBIX 3a60/IeBaHIIT HEOOXOMMa TIATe/b-
Has OIleHKa TEeMIIOB IICMXOMOTOPHOTO Pa3BUTUA JieTell paHHEro BO3pac-
Ta, fuddepeHInaTbHasA AMATHOCTUKA CHHAPOMA MbIIIEYHOI TUIOTOHN,
HEOT/IOKHbBIe IMAaTHOCTHYECKNe MEPOIPUATHA IPU perpecce MOTOPHBIX
HaBBIKOB. [Ipe6bIBaHe MalMeHTOB, cTpagaouux CMA, B cTannoHape He-
JKelaTelIbHO M3-3a BBICOKOTO PMCKA IPUCOEAMHEHNA MHTePKYpPPEeHTHBIX
uHpekuuit. O6cnefoBaHNe MOXKET IPOBOJUTHCSA B CIIEIMANN3/POBAHHBIX
MeIMIMHCKUX IIeHTpaX aMOy/lIaTOpHO (MeZMKO-TeHEeTUYeCKOe KOHCY/Ib-
TUpOBaHNUe, TabopaTopHas U 9MeKTPO(UIUONOTMYECcKas IMATHOCTHKA).
Tocrimranusanys fereil HeoO6XO#MMa A KOPPEKIUM PeCIMpaTOPHBIX
pacctpoiicTs. IlamnmaTuBHAA HOMOIL MOXET OCYLIeCTBIATbCA KaK B
CTaI[MOHape IeTCKOTO XOCIINCa, TaK M BBIE3THON cayx6o0it Ha gomy. Kpo-
Me pecIMpaTOpHOI MOAEPKKH, JeTU HY>KJAI0TCA B ONTUMU3AL[UN IUTA-
HUsA (30HIOBOE KOPMJIEHMe IPYU HApPYIIEHUAX ITOTaHMA), IPOPUIaKTUKe
KOHTPaKTyp 1 Tpodudueckux HapyureHuil. OcoObIM HaIpaBlIeHUEM IIO-
MOIIM ABJIAETCA ICUXOJOTHMYeCKas IOJep)KKa IAaLMeHTOB M UX ceMeil.
Kaxk ymomuHuanocs Beliire, KorHUTUBHBIe pyHkiuy npu CMA He Hapyute-
HBI, pedeBoe pPa3BUTHeE fIeTell HepefIKO ollepe)kaeT BO3pacTHbIe HOPMBI, CO-
OTBETCTBEHHO NPY XPOHNYECKUX GopMax HeOOXOAMMBI MHAVBNUAYaTbHbIE
HporpaMMbl 00ydeHMs fieTeil, MproOpeTeHNe VMU HaBBIKOB CaMOOOCITy-
KMBAaHUs, MHTETPAIUs B 00IIecTBe.
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1.1.4 [nctanbHaA cnuHasbHas MbllleyHasa atpodusa

3aboreBaHMe HACIeMyeTCs MPEUMYIIECTBEHHO ayTOCOMHO-JOMIHAHT-
HO, U3BECTHBI pelieCCUBHBbIE U CIIeIUIEHHble C X-XpPOMOCOMOI (OPMBI.
XapaKTepHO IIOpa)KeHJME MOTOPHBIX KJIETOK IIepeJHUX POroB CIMHHOTO
Mosra ¢ (pOpMMPOBaHMEM CHMMETPUYHBIX HepUPepUIecKnx Iapanndert,
OJTHAKO MPOLIECC HAUYMHAETCS C AMCTATbHBIX OT/E/IOB HYDKHMX KOHEYHOCTeN
U MIMeeT BOCXONAIIUIT XapaKTep (aTpodus MyCKy/IaTypbl, MbILIEYHas C/a-
60cTb u yracanue pediekcon). 3aboneBanne geb0TIPyeT OT 2-3 1o 40 et
U HeyKJIOHHO mporpeccupyert. JuddepeHIinanbHblil JUarH03 HeOOXOAMO
IPOBOJUTD C HEBPATbHBIMU aTPOPUAMIM, TaK KaK HaOMIOAaeTCs IIopajkeHne
HepoHeaNbHOI TPYIIIbI MBI, GOPMIPOBAHNE CIIEIUPIIECKOT TOXONKIM
(«cTemmak»). OCHOBHBIMI MeTONAMI SUATHOCTUKY sABasgeTca DHMI, mox-
TBEP>K/alollas CIMHAJIbHbBI yPOBEHD TOPaKeHM S, OTCYTCTBIE CEHCOPHBIX
HapymeHuit. VIHBanuausanusa Hactynaet k 20-30 rofaM, maleHTaM Tpe-
6YI0TCs BCIIOMOTaTe/bHbIe CPefiCTBA [/ IePe/iBIDKEHIA.

1.1.5 CoueTaHHble popmbl CMA

CoueraHye CHMHAIBHOI MBbILUIEYHON aTpoGuUM C IOpakKeHMeM LeH-
TpPa/IbHOI HEPBHOII CUCTEMBI SBJISIETCSI PeAKIM IIONUCUCTEMHBIM Hapylile-
HJeM Y JieTeil U MpefiCTaB/IeHO, IIPeX/e BCero, BEHWIbHOI Gopmoil 60-
koBoro ammorpo¢udeckoro ckieposa (BAC). 3aboneBaHne HacmegyeTcsa
ayTOCOMHO-JOMIHAHTHO ¥ ayTOCOMHO-DPELeCCUBHO, MMEITCA CIOpafin-
JecKue CIydau. BblsBieHa CBsI3b MeX/y MyTalllell FeHa Ha y4acTKe Xpo-
MOCOMBI 2q33, Kopupyoiero 6emok anbcut. Je6oT B geTckoM (mepBble
iBa TOfja >KM3HM) WM MOPOCTKOBOM Bospacte. KnmHudeckast KapTyHa
3abo/meBaHMs MpefcTaBsieT co0o0il codeTaHue Hepudepudeckoro mapa-
AMYa M MMPAMUIHBIX [IBUTATE/NbHBIX HApyIIeHWiT ¢ OyabOapHBIMM pac-
CTpolicTBaMy. BO3MOXXHO IepBMYHOE MOpakeHMe BEPXHUX KOHEYHOCTEN
WM Haparierndeckas GpopMa ¢ pasBUTHEM BOCXOMSILETO LEHTPATbHO-
ro mapaanda. 3abomeBaHMe MOXeT OBITb aCCOLMMPOBAHO C JeMEHIIVeIl.
Mpimeynsle arpoduu HocsAT AudQy3HBIT XapakTep, MX COMPOBOXAA-
10T QacyuKysiunm 1 runeppedekcus, MaToMOrMYecKiie CHUMITOMBL.
JlarHocTuKa OCHOBaHa Ha IpoBefeHU N dneKTpomuorpadun. [Ipu urons-
garoil OMI BBIABIAIOTCS IPU3HAKY OCTPOI (IOTeHIMaIbl GUOPIIIIALI
U IOJIOXXWUTETbHBIX OCTPbIX BOJH) ¥ XPOHMYECKON [ieHepBaLuy MU Te-
KYIIero JieHepBaIlIOHHO-pEeMHHEPBALIMOHHOTO npolecca (Hammune [IJE
C TOBBIIIEHHBIMI IUTEIBHOCTDIO, TOMNpasneli, CHIDKeHNe aTTepHa pe-
KpyTupoBaHus). TUINYHBL HOTeHIMaAbl GacuuKynanuit. CTUMYIALIOH-
Hast OMI BBIAB/ISIET CHYDKEHVE CKOPOCTH IIPOBEJEHNUs [0 ABUTATENbHBIM
BOJIOKHAaM HEPBOB.



Jleuenne 60K0BOTO aMUOTpOdUIECcKOTo cKIeposa. [Ipemapat, zocToBep-
HO Y/Ty4IIAIO[UIT Ka4eCTBO )KIM3HU GOIbHBIX OOKOBBIM aMIOTPODUUECKUM
CKJIEpO30M pUIyTeK (puiyson), B HMefMaTPUUECKOl IMpaKTUKe He HMpuMe-
HseTcs. OIBIT Tepanuu [PyTMMHU IperapaTtaMii, B TOM YMCIe HETPOTpo-
¢duueckumm  QakropaMy (KCalTUIPONEH- HMU3KOMONEKY/ISAPHBIN JIUTaHT
PELIeNITOPOB HepoTpoduyecknx (GaKTOpPOB), aHTUKOHBY/IbCAHTAMM (/Ta-
MOTPU/KIH, TaballeHTH), MeTabOoMIMYeCKUMM CPeACTBaMu (TaHITTMO3U/IBL,
aMMHOKMCIIOTBI, KpeaTuH), IPOTHBONAPKMHCOHNYECKUMI CPECTBaMI (ce-
JIETM/IVH), aHTUOMOTHKaMM (LIMK/IOCTIOPYH), aHTMOKCUFAHTaMU (alle TU/ILH-
crenH, BuTaMuH E), 6710KkaTopaMu KaabliMeBBIX KaHAIOB (HMMOJUIINH, Be-
pamamuI), UMMYHOMOAysTopamu (MHTepdepoH 6eTa, UMMYHOITOOY/INH),
okasanuch HeappexTuBHbIMK (B. V1. CxBopuosa, I. H. JleBnukuit, 2009).
OcHoBHbpIMU npobnemMamu geteit ¢ BAC ABAAOTCA gBUTaTe/IbHbIE, PECTIN-
paTopHbIe pacCTpolCcTBa U OynbbapHble HapylleHMs (fU3apTpus, BIUIOTH
mo aHapTpuy, fuctarus, aponns). [lammnaruBHas HOMOIIb HpeJIIOIara-
eT obecledeHre NMUTAHUA, KOPPEKLMIO 00e3BOXKMBAHNUA U NMPOPUIAKTU-
Ky acIMpaIVIOHHOJ IHeBMOHMM IIPY BBEJIEHNM HAa30TaCTPaNbHOTO 30HJA
VTN TIOCPEJCTBOM TacTPOCTOMMM ¥ IOJfiep>KaHMe aleKBaTHOTO JbIXaHUs
(HeMHBasMBHas U VHBAa3MBHas BEHTMIAUMA yerkux). Heobxommma kop-
PeKLMsI CHACTUYHOCTH (TU3aHUAVH, 6akmodeH) 1 6omeBoro cuugpoma (co-
I7IaCHO PeKOMEeHJAIVAM II0 jledeHNIo 60mu y geTert), mpy QacIiuKymanmnsax
BO3MO)XHO ITPMMeHeHe KapbaMasenuHa. YUUThIBast BbIpa>keHHbIe peueBble
paccTpoiicTBa Heo6X0a1Ma ToroneANYeckas Koppekius. [lanHoe 3aboneBa-
HIIE Y JieTeil XapaKTepUsyeTcss OTHOCUTEIBHO JOOPOKaueCTBEHHDIM TeUeHN-
eM. OfHaKo, IIporpeccupoBaHue 3ab0/ieBaHNs HEYK/IOHHO, JIeTaIbHBII UC-
XOJI HaCTYIIaeT Yepes 5-7 JIeT OT Hauasia KIMHIYECKIX IIPOsABICHMUIL.

1.2 3a6oneBaHus nepudpeprnyeckux HepBOB - Hac/leCTBEHHbIE
MOTOPHbIE 1 CEHCOPHbIE HeBponaTnn

leTeporeHHas rpymnma 3aboseBaHUIT C JeTeHEePaTUBHBIM IOpPakKeHM-
eM mepudepndeckoil HepBHOI CHCTEeMBI, cocTaBnsoomasn 40-50% HeBpo-
MaTuit geTckoro Bospacta. Yacrora coctaBiAer 1 Ha 2500. [lerenepanusa
MUEINHOBBIX O0ONOYEK ¥ aKCOHOB BBI3BIBAET JUCTANbHYIO IapajiTHU-
Jeckylo ammorpoduio. 3aboneBaHns KIacCUOUUMUPYIOTCSA MO KIMHMKO-
9MEKTPOPMU3NONTOTMYECKUM XapaKTepUCTUKaM (MOTOPHBIE MM CEHCOp-
Hble), maroMopdooruy (aKCOHa/IbHbIE M JeMUETMHUSMUPYIOLINe), TUIY
HacJIeJloBaHN .
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1.2.1 HacnepcTBeHHble MOTOCEHCOPHbIe HeBponaTtuum | Tuna.
Bug |, Tun HMCH - pemnenuHusupyowmin

Bonesup Illapko-Mapu-Tyra-XodmaHa - mepoHeanbHAss MBbIIICYHAS
arpo¢us. IlpencraBnser co6oil CETMEHTApHYIO IeMUETMHMU3UPYIOLIYIO
U peMMETMHUSUPYIOUIYI0 HEBPOATHUIO, IIPOABIIAIONIYIOCA B TUIEPTPOPUM
nepudepryecKuX HEPBOB, HEBPAIbHON aTpOo(UU MBI, JereHepaTuB-
HBIMM M3MEHEHUAMM B MEPeJHUX U 3aJHMX COIMHHOMOSTOBBIX KOpeUIKax,
KJIeTKaX NepefIHUX POroB CIMHHOTO MO3Ta, 3aJJHMX KaHaTMKaX, CIIMHHO-
HepeOe/UIAPHBIX TpakTax. TUII HaclTeJOBaHNUA: Ay TOCOMHO-TOMUHAHTHBIIL,
peXe ayTOCOMHO-PELIeCCUBHDII C PasIMYHOI 9KCIPECCHBHOCTDIO MYTAHT-
Horo rexa. CocrasiseT 51% Bcex Hac/lelyeMbIX nepudepuiecKux HeBpoIa-
Tuil y feteit. boneoT npeuMyIiecTBeHHO My>X4uHbI. Ha JaHHBI MOMEHT
B 9TOJT TPYIIIe KapTUPOBAHO 12 JIOKYCOB U MAEHTUDUIMPOBAHO 8 TeHOB:
PMP22, MPZ, EGR2, Cx32, MTMR2, PRX u NDRG1 u GDAPI.

1. PMP22 (ren nepucepudeckoro 6enka muennta). 17pl1.2-2 MyTarus gas-
Horo reHa mpuBoauT K passutuio HMCH tumna. OcHOBHOM TUII My Tal[UM —
pymnukanus (o 3—-4 Kommif) B pesy/bTaTe HepaBHOTO KPOCCUHTOBEPA.

2. MPZ (ren ocHOBHOro 6enka mmenuHa). 1q22.1-23. MyTauus gaHHO-
ro reHa npusogut K pasputuio HMCH I Tumna - HapylieHue cuHTe3a
OCHOBHOTO 6enka MuenuHa. OCHOBHOI TUIT MYTaL[MU — TOUYEYHBbIE.

3. EGR2 (earlygrowresponse). 10q21-22. fBaseTcsi TPaHCKPUIILMOHHBIM
(haKTOpOM 1A MO3IHUX MUETNHOBBIX '€HOB. MyTalys JaHHOTO reHa
IPUBOAUT K IIPeKpalleHNI0 3KCIPEeCCUN CTPYKTYPHBIX T€HOB 3Peioro
muenuna (MPZ u MBP).

4. NDRGI (N-mycdownstream-regulatedgene 1). 8q24-qter. @yHK1jus resa
TOYHO He ompefeneHa. CUUTAETCS, YTO OH SIB/SAETCS CUTHAIBHBIM Oer-
KOM MeX/Iy LM TOITa3MOII U SIEPOM.

5. Cx32. Xq13.1. OcHOBHOJI TUII MyTal[UM — TOYeYHbIe. MyTalus JaHHOTO
TeHa NPMBOANT K HapYLICHUIO CHHTe3 Oe/Ka, yYaCTBYIOLIEro B popMu-
POBaHUM I/IMAIbHBIX BHYTPUK/IETOYHBIX KAHAIOB.

6. MTMR2, 11q23. OcHoBHOI TuI MyTanuu — Todedssle. Kogupyer 6emox
MTMR2. Cuynutaercs, YTO yMeHbIIEHMEe KONMMYECTBA 3TOTO GeiKa OIo-
CpelloBaHO 4epe3 HeM3BECTHBINI CyOCTpaT yCUIMBaeT IPONUdepaluio
IIBAaHHOBCKUX KJIETOK 1 MIPUBOAUT K 06Pa30BAHNUIO CIIeNNPUIHOIN I/
JlaHHOTO 3a060JIeBaHIA CK/IAYaTOCTU MUETIHA.



7. GDAPI (reH IMMKOIPOTEN] MHAYLMPOBAHHBIN AupdepeHuNpyOLInii
acconyanmio). 8q21.1. Cunraercs, YTO TeH Y4acTByeT B IIpOLiecce CUT-
Ha/IbHOJ TPAHCAYKIIMY BO BpeMs PasBUTHA HellpOHa.

Knnunyeckue nposiBienns fe60TUPYIOT IpUMepPHO ¢ Tpex eT. Hapyima-
eTCs1 IOXOAKA, HOSIBAAITCS 00N B MKPOHOXKHBIX MBIIIIAX, IOCTYPaIbHBII
Tpemop. HabmogaeTcst aTpodusi MBI AMCTANTBHBIX OTAETIOB KOHEYHOCTEI!
(mepoHeanbHas) ¢ NPUCOEAMHSIOLIENCA TOKe aTpodyert MBIIIL Bepx-
Hell KOHEYHOCTY; aTpodust 0OBIYHO He PaCIpOCTPAHSETCS BbIIIE TOKTEBBIX
M KOJIEHHBIX CYCTaBOB; MHTEHIMOHHOE NPOXKaHUe, PacCcTpoiicTBa TPodu-
KJf, BAa30OMOTOpHbIe HapylIeHMs (L[MaHO03, MPaMOPHOCTb KOXKI [JUCTaTbHBIX
oTzenoB KoHewyHoOCTel). CyXoXmnbHble pedieKCchl (aXMIIOBbI) CHIKEHBI
WM OTCYTCTBYIOT ¥ 60% OONbHBIX, CHIMKEHA BUOpALMOHHAS ¥ MBIIIEYHO-
CyCTaBHasi 4YyBCTBUTENIBHOCTD, 3HAUNTEIBHO pexke 60meBast 1 TeMIlepaTypHas
B Bufie runectesun y 70% 6onpHbix. Habmogaetcs nedopmariys crorm (monas
CTOITa), HapylleHye IMOXORKM («cTemask»). s 3abomeBaHusA ¢ ayTOCOMHO-
JTOMUHAHTHBIM TUIIOM Hac/IeJOBaHNs XapaKTepeH f1e00T B IepBble [Ba Jecs-
TUJIETVS )KM3HY, YTONIIEHNE U YIIOTHeHNe IepudepuIecKyx HepBHBIX CTBO-
JIOB, aKCOHA/IbHasI aTPOGUsi C CETMEHTAPHOI [ieMIUeTMHN3aLel, MeIIeHHO
Iporpeccupyloliee TedeHye. AyTOCOMHO-PELeCCUBBI TUII HAC/IeTOBAHMSA
XapaKTepusyeTcs ge6ToM 3aboeBaHs B epBble 10 1eT XXIU3HM, 3aIep>KKOT
MOTOPHOTO PasBUTHS, CEHCUTUBHOI aTaKCyell ¥ BbIPaXKEHHBIMU OpPTOIEMN-
qeckre medopManmsaMu (CUMMeTpUYHast aTpodusi MENKMX MBIIIL CTOIBI
Y TOJIEHY € 06pa30BaHIIe ITOIOI CTOIBL, «MOIOTOYKOOOPa3HBIX» [TAJIBLIEB, CKe-
neTHbIe fedopMannu — CKOMNO03, K(POCKOINO3, YCUIEHHDIN TOPHO3) 1 IpPO-
IpeccUpyIonM TedeHneM. MeTarap3anibHble Iepe/IOMbI ¥ pelVVBUPYIOLee
CMellleHMe HaJKO/IEHHMKa MOIYT YCYIyOIATh ABUTATe/IbHbIE PaCcCTPOVICTBA.
VHTepKyppeHTHbIe MHPEKII, MHTEHCUBHBII POCT B ITyOepTaTHOM ITepIofe
IPUBOAAT K IIPOTPECCHPOBaHNI0 3a00eBaHMsA. [IMarHo3 ycTaHaBINBAeTCs
Ha OCHOBaHMM KIMHMYECKVX JAaHHBIX (CEHCOpPHbIe HapyLIeHMs TUIIMYHBI),
npu OHMI' oTMeuaeTcsi CHMIKeHME CKOPOCTU IPOBEAEeHUS MMITY/IbCOB TI0
IBUTATETbHBIM 1 YYBCTBUTE/IbHBIM BOJIOKHAM, MOJIEKY/IIPHO-TeHe T YecKast
AMarHOCTHKA. JIeyeHMe CHMITOMATMYeCKOe, BKIIOYaeT MAcCaX, JIeIeOHYI0
USKYIBTYPY, HOLIEHNE CIHeLanbHOll opTonenydeckoit o6ysu. [Ipexycmo-
TPEHO OIlePaTMBHOE JIeYeHNe — APTPOJie3 TOJICHOCTOITHOTO CYCTaBa P «CBU-
caoleil cTorme». VIMeOTCs JaHHbIE O JIeYeHUH OBICTPO MIPOrpecCUpYIoLeit
MIO/IHEBPOIIATUN CTEPOMIAMIU C IIONOXUTENbHBIM 3ddektom. [Ipumens-
I0TCsI TIpenapaThl, yAy4LIAolye MeTaboa3M MBI (KAPHUTYUH, KpeaTyH)
MO/TMBUTAMMHBI (MU/IbraMMa, HEIPOMY/IBTUBUT), TMOKTOBasi KUC/IOTA. Bbl-
CTPOIPOTPECCHUPYIOLIVIe BAPUAHTBI IPUBOJAT K MBAINANM3ALNI JleTeil B IO
POCTKOBOM IIepHOfe, COYETAIOTCS € IITO30M, orambMoITerveit, gucdarmueri,
nvcoHmelt U HapylIeHeM BeHTU/IALIUY JIETKIIX.
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1.2.2 HacneacTBeHHble MOTOCEHCOPHbIe HeBponaTuu Il Tuna.

Bup I, Tun HMCH - akcoHanbHbIl (nepoHeanbHas MbilleyHas atpodus,

aKCOHaNbHbIN TUM)

YactoTa Heckonbko Hmxke, 4eM IIIMT 1 tuna. Boicokas pacipoctpaHeH-

HOCTb Cpefy MIBefcKuX meTeil. Pasnuyaror gsa nogruna HMCH II tuma:
I)tun A - tun Jlambepa ayTOCOMHO-JJOMMHAHTHBII, HACTIe[[yeMBbIIT;
2)tun B - Tun YBpuepa ayTOCOMHO-PeLleCCHBHBII, HACTIeIyeMBIIL.

B ocHoBe 3aboneBaHMs JIOKUT aKCOHATbHASA JieTeHepalMs C COXpaHe-
HIeM MUeINHOBOI o6onmouknu. IIpu snekTpoHeiipoMuorpaduy CKOpoCTb
IpOBelleHNA MMIIY/IbCa, KaK MPaBMUIO, B HOPME, OJHAKO aMIIUTY/a MBbI-
IIEYHBIX OTBETOB 3HAYNTENbHO CHIDKeHa. O6a 3aboneBanns (tun Jlambepa
U TUI YBpMepa) [0 CBOUM CHMMIITOMaM O4YeHb ITOXOXKM Ha HaC/eICTBEHHBIE
MOTOPHO-CeHCOpHbIe HeBporaTyuy I Tuma. [Ipn gaHHOM 3ab0neBaHUM Kap-
THPOBAHO 11 JIOKYCOB, OTHAKO, MAECHTUPNUIIMPOBAHO BCETO TP I'eHA.

1. LMNA/C. 1q21.2-q21.3. Kogupyemble reHoM 6enky namuubl A u C 06-
pasyioT ¢puOPO3HBIIL CIOJ Ha BHYTPEHHUII AepHOIt MeMOpaHe, IB/ISIO-
IIMIICST KAPKACOM sifIepHOI 000TOYKIL.

2. NEFL. 8p21. Tun myTraunuu — TodeyHble. KogupyeT nerkyo Lienb Heilpo-
¢dumaMenTa, yMeHblIeH)e KOTOPOTO IPUBOAUT K YMEHBIICHNIO JaMe-
TpPa aKCOHa, Befylee 3a cOOOII MOIaBlIeHMe aKCOHAIBHOTO TPAHCIIOPTa
U JeTeHepalMIo aKCOHa.

3. KIF1B. 1p35-p36. Tun myTanuu — muccerc. KogupyeMblit JaHHBIM Te-
HOM 0eJIOK KMHE3)H y4acTBYeT B TPaHCIOpTe MUTOXOHApuil. [Tpu aTom
HapyuaeTcsa QYHKIMOHMPOBaHNE MUKPOTPYOOUEK aKCOHOB M TPaHC-
nopt Be3ukysl. CyllecTBYIOT aHaJIOTMYHble GOPMBI 3a00/IeBaHNS, IPU
KOTOPbIX MYTallMs B TeHe KMHe3MHa He 0OHAPY KMBaeTCH.

KimHudYeckme MpusHAKM HAC/IE[CTBEHHBIX MOTOPHO-CEHCOPHbBIX He-
Bpomaruit II tuma. JI7si ayTOCOMHO-IOMMHAHTHOTO THUIIA HACTeZOBaHMs
(tum Jlambepa) xapakTepeH 10T 3a60/IeBaHMs BTOPOe-TPeThe HecATHIe-
TIfe, HEBBIPa>KEHHOCTDb aTPO(Iil AUCTATIBHBIX OT/e/IOB KOHEYHOCTEN 1 pac-
CTPOJICTB YyBCTBUTEIBHOCTH, HEBBIPA)KEHHOE CHIDKEHNE CKOPOCTH MPOBe-
JIeHVISI UMITY/IbCA 110 [{BUTATeIbHBIM ¥ 4y BCTBUTE/IbHBIM HEPBaM I10 JAHHBIM
OHMK, akcoHa/mbHas lereHeparisi, TedeHre J0OpoKadecTBeHHOE, BO3MOX-
Ha crabummsanus npouecca. 3aboeBaHMs C ayTOCOMHO-PELieCCHBHBIM
TUIIOM Hac/lefoBaHusA (Tul YBpuepa) fe6l0TUpyoT B paHHeM Bo3pacTe (110
5 7eT), BbIpaskeHa aTpO(Usi MBILILL JUCTANBHBIX OT/E/I0B KOHEYHOCTEIT, fie-



dbopManys KUCTeit M CTOII, CHIDKEHA CKOPOCTDb IIPOBEEHNsI MIMITY/IbCa 10
nepudepnyeckuM HepaM (MeHee 38M/c), MIMeeTCA aKCOHAIbHAA JlereHepa-
uus. TedeHne 6picTponporpeccupyiomiee, K 10-12 rogam 60/bIINHCTBO Ha-
L[M€HTOB MHBANUIN3MPOBaHO.

1.2.3 HacnepcTBeHHble MOTOCeHCOPHble HeBponaTuum Il Tuna.
Bug lll, Tun HMCH - 6onesHb [lexxepuHa-CoTta

Bonesun [lexxepuna-CoTra, rumepTpodudeckas MHTEPCTUIMATbHASL
HEBPOIATUsA PAaHHEro JEeTCKOrO BO3pacTa, IONMHEBPUT MHTEPCTUIIMATD-
HBIIT TunepTpoduyecknit nporpeccupyrowuii. [Ipencrasnser coboit gemu-
JMVHUSUPYIOLYI0 I PeMUENMHMU3UPYIOUIYI0 HEBPONATHIO, B OCHOBE KOTO-
POt IeXUT TUIEPTPOdMs HMBAHHOBCKOI 000IOUK) HEPBHBIX BOJIOKOH CO
CllaB/IeHJEM U JleTeHepalilell aKCOHOB, COYETAOIAACA CO 3HAYMTENbHBIMU
KOCTHBIMU JieOpMalsAMM KOHEYHOCTell 1 TIpyfaHoit kimetku. Hacmemo-
BaHMe: ayTOCOMHO-PELIeCCHBHBIN TUI HACTENOBAHUA C OOBIINM YNCIOM
CHOpafu4ecKux crydaeB. BosHuKaeT B pesynbraTe MyTaluM B 4 TreHax:
PMP22, MPZ, EGR2, NDRG. [le610T 3a6071€BaH1s1 Ha IEPBOM TOLY SKU3HIL.
OTMmevaeTca 3afiep>kKa MOTOPHOTO PasBUTHsA, CUMMETPUYHAs IPOrPeccu-
pyromas cnabocThb U aTpodus MBI, fedopMalus cToI, ckonunos. [To Mepe
MIPOrpeccupoOBaHMS IPOUCXOAUT BOB/IEUEHME B IATOTOTMIECKMII MPOLecC
HMPOKCUMANbHBIX OTHEIOB, B 06/acTH aTpoduUM — paccTpOICTBa TPOPUKY
U YYBCTBUTENBHOCTY, CTA6OCTD MUILIEBON MYCKY/IATyphl, CEHCOpHasl aTak-
cus. HapacraioT HapylleHusa BceX BUJOB 4yBCTBUTENIbHOCTH, yTpara ITTy-
6OKIX CYXOXKM/IbHBIX pedIeKCoB. TUMMYHBI ITa3Hble CUMIITOMbL: HUCTATM,
napaany I7a3HbIX MBILIL, 3aMe//IeHHasA peaKlMsA 3padka Ha CBET, aHU30-
xopus, muos. [Ipy SHMI BoiABnfAeTCA CHM)KEHME CKOPOCTY IPOBeNeHU
UMITy/Ibca IO MepudepudeckuM HepBaM [0 12M/c M MeHee, BBIpaXKeHHas
CerMeHTapHas JleMUeTMHN3alNsA, TYKOBULIETIONoOHbIe 06pasoBaHms B 6u-
oITaTax mepudepudeckux HepBoB. TedeHMe OBICTPONpPOrpeccupyloliee ¢
[1y6OKOI MHBATMAM3ALEN KO 2—3 HeCATUIETIIO XU3HIL.

Briien 10T BpOXKIeHHbII JeMUeTNHU3UPYIOIMIT BapUaHT HEeBPOIATUH,
C TSDKEJIBIM TedeHMeM, HAIIOMMHAIOIUM OCTpYIo hopMy bonesun Bepauura-
Topdmana. [TanHOe 3a60eBaHMe XapaKTePU3YeTCsA OTCYTCTBUEM MUENTNHA
VIU €TO HeCTabVMIbHOCTDIO. BeIpajkeHHa s MbIIIeYHAs TUIIOTOHNSA B COYETa-
HUM C apedIeKcuell M HapylIeHVeM ITIOTaHV U IBIXaHNS MOXKeT IPUBECTH
K JIeTa/IbHOMY UCXOZly B Te4eHJe HECKOIbKMX MeCAIIeB.
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1.2.4 HacnepcTBeHHble CeHCOpPHbIe N BeretaTyBHbie HEBpoNnaTn

HCBH I tna - ayTocOMHO-JOMIHaHTHOe 3a00/1eBaHue, TeH AIMHHOLe-
[IOYeYHON CyOBeIMHMIBI CepUH-TTanbMUTOMITpaHchepassl (9922.1-q22.3)
y4dacTByeT B cuHTe3e docomuminos. CTpafaloT MperMyIleCTBEHHO He-
MUeTHN3MPOBAHHbIE BOJIOKHA, 3a/{HIe KOPEIIKM CIIMHHOTO MO3Ta U CIIMH-
HOMOS3TOBbIe TaHITIMN. [Je6I0T B KOHIle IePBOTO — Ha BTOPOM JIECATUIETUN
skusHM. KnmHmyeckas kapTuHa mpejicTaBaeHa MPOrpeccupyIoleit moTepei
IyBCTBUTEIBHOCTU B HYDKHUX KOHEYHOCTAX, TPODUUECKUMM HAPYIIEHV-
MM, BBIPa)KEHHBIM OOJIEBBIM CHHJPOMOM. 3aTeM yTpaduuBaeTcsi GonmeBas
U TeMIepaTypHast IyBCTBUTEIbHOCTH IIPY COXPAaHHOCTY TAKTUIbHOIL 3a60-
JIeBaHNe YaCTO aCCOLMMPOBAHO C HEIIPOCEHCOPHOI TYTOYXOCThIO, TaCTPO3-
30¢anbHbIM PeIIOKCOM, JeMEHITNEN.

HCBH II Tuma - BpoXJIeHHas CEHCOpHas HEBpOIATHU:, ayTOCOMHO-
perieccuBHOe 3aboneBaHusA. IeH mpeHTuduIMpoBaH. [le60T HeoHaTasb-
HbI. KimHMYeckoe nposiBIeHne — OTCYTCTBUe 60/IeBOII TYBCTBUTETBHOCTY,
4TO IPUBOAMUT BIOCIEACTBUM K MEXaHNYECKMM ITOBPEXIEHIAM UM 0¥KO-
ram. OHMI - 3sHaunTENbHO CHYM>KEHBI CKOPOCTH IIPOBEIEHMA 10 CEHCOPHBIM
HepBaM, NP COXPAHHOCTY NPOBOJVMIMOCTH 110 MOTOPHBIM. COMaTOCeHCOp-
Hble BbI3BaHHbIE IOTEHIIMAbI C HYXKHIX KOHEUHOCTE! OTCYTCTBYIOT.

HCBH III tuna - cuagpom Paitnn-Ies, saboneBaHne BCTpeyaeTcs cpe-
IV eBpeeB-alIKeHasy ¢ 4acToToit 1 Ha 10000 HOBOPOXKeHHBIX. AyTOCOMHO-
pelieccuBHOE, reH 9q31. ITopakeHbI HEMIPOHBI 3aJHMX KOPELUIKOB CIIMTHHOTO
MO3Ta, MHTHEPMeIMOMaTepaIbHBIX CTONOAX CEPOro BeIeCTBa, CTPajaioT
HeMMeIHU3MPOBAaHHbIe U MMETVHU3NPOBaHHbIE BOTOKHA Iepudepude-
CKVX HepBOB. [le6roT HeoHaTambHbIIL. OCHOBHbIE KITMHIYECKIE IPOABICHUS
— MUCHYHKIMS BereTaTVBHOI HEPBHOU CUCTeMbL. MblIlleuHast TUIOTOHUS
codeTaeTcsl C HapylleHNMeM COcaHMs, AucoHMelr, poToit. et orcraioT
B MOTOPHOM PasBUTUH, CHIDKEHDI CYXOXKIIbHbIE pedIeKChl, UMeeTCs HeCTa-
OMILHOCTD apTepUaNTbHOTO JaB/IeHM s, ITY/IbCa, HApYIIeHa TEPMOPer YA,
HeYyBCTBUTETBHOCTD K OONEBbIM Pas3ipa>kuTeNAM. DIM30bI allHO3, HAPy-
IIeHNe MOTOPHOI (YHKIIMU XKeMyIKa U MPUCOefUHEHNe OPOHXONIErOuHO
MHQEKINM — OCHOBHAs NMpUYMHA rMbeny B MyIajieH4eckoM Bospacre. ITo-
MOIIIb MAllMeHTaM 3aK/T04YaeTcsl B MPOPMIaKTUKe acHMPalMiOHHO ITHEB-
MOHIH, 30HJ,0BOM KOPMJIEHUM VJIU TACTPOCTOMUM.

1.2.5 CoueTaHHble HeBponaTuun

ArarkTyeckas nmonuHeBpomarusa IV tuma HMCH - 6onesup Pedeyma
(Refsum). Pegxoe HeBponormdeckoe saboneBaHye. XpoHMYecKas Mporpec-
cHpyIolas IOMHEBPOIIATHA, B OCHOBE KOTOPOII JIeKUT HAKOIITIEH)e B Opra-



HI3Me UTAHOBOI KUCIIOTBI, 06pasyloleiics 13 (GUTONA; HOCTEIHIIT BXOLUT
B COCTaB X/IOpO(UIIIA, TTOCTYNAONIET0 B OPTAaHM3M C IMPOAYKTAMU PacTHU-
TEJIbHOTO IIPOCXOXK ieH 1. [IprumHOI HaKoIUIeHVe PUTaHOBO KICTOTBI SIB-
nsetTcs fedekT MeTabonmusMa — 6/10Kafa OKUCIIeHMs a-PpUTaHOBOI KMUCTOTHI
B a-TuApokcuduranosyo. Myrarus rena PHYH Ha yuactke 10pl3. 3a6onesa-
HIe Ha4MHAeTCA C 3 10 7 JIeT, B KIMHNYIECKOiI KapTIHe COYeTAI0TCA IIPU3HAKA
aTaKCUM ¥ TIONVMHEBPONATUN. ACCOIMMPOBAHO C MUTMEHTHBIM PETUHUTOM
1 TeMepaJIoNueit, aHOCMUeli, aHaKy31eil M BpOXKIEeHHBIM MXTIO30M.

Cungpom Pycu-JleBn (Roussy-Levy) Ha JaHHBII MOMEHT yTPaTUI HO30-
JIOTMYECKYI0 CAMOCTOATENTbHOCTD U paccMaTpuBaeTcs kak BapuanT HMCHIJI
u obycroBrieH fymnukanyeit PMP22 rena. Knunandecke mposiBeHus — atak-
CMs TIPY TePBbIX HOMBITKAX XOAbObI, aHOMA/INY CTOII; CKONMO3 TI03BOHOYHM-
Ka, IpOTrpeccHpyIollias TUCTAIbHAs aTPOUsT MYCKYIaTypPbl TONEeHel (<HOTU
aJCTa»), yMepeHHast aTpodus BO3BBILICHNIT OOMBIIOTO Ialblla M MUSMHII,
OTCYTCTBHE CYXOXXW/IbHBIX pedIeKcoB Ha pyKax 1 Horax. HapymeHme riny6o-
KOVl 4yBCTBUTEIIBHOCT, KOOPIMHALIMY IBIDKeHUiT pykK. Hepenko Habmona-
I0TCS BPOXK/ICHHBIIT CTPaby3M, KaTapakTa.

2. MUOTEHHBIE PACCTPONCTBA

[pynma 3aboneBaHuil ¢ NepBUYHBIM IIOPaXKEHMEM MBbILICYHON TKaHU
(Mmomarum) nmpefcTaBieHa MPOTPECCUPYIOLIMMY MBIIIEYHBIMU FUCTPODUA-
MU ¥ BpOXKJIEHHBIMM CTPYKTYPHBIMY MUOTATYAMIA.

2.1 Mporpeccupyioume mMbllieyHble ancTpodun

I[Iporpeccupyomiyie MbllledHble AUCTPOGUN — 3TO HAC/IE[CTBEHHbIE 3a-
6oneBaHyst ¢ MaHMU(ecTalell B paHHeM BO3pacTe, IOpakeHIeM IIpenMyIie-
CTBEHHO IPOKCUMA/IBHOI TPYIIIIBI MBILIIL ¥ 9aCTO COYETAIOLINECS C TICEBIO-
runeptrpodueir.

2.1.1 AnctpoduHonaTum

Mbireynas gucrpodus [JroueHa — ogHa 13 Hauboree YacThIX U 3/I0KaYe-
CTBEHHBIX GopM.

3aboneBaHne HaClIefyeTcsl MO X-CIEIVICHHOMY PpeljeCCMBHOMY THUIIY.
[TaTomorus reHa AUCTPONHA, KOAMPYIOMIETO CMHTE3 MBIIIEYHOTO MeM-
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OpaHHOrO mpoTremHa puctpoduHa. ductpoduH (capkomemHbIi 6emOK
IIITOCKEeNIeTa) CBA3BIBACT AKTUH C 9KCTPAK/IETOUHBIM MATPUKCOM dYepes
AUCTPOIH-aCCOLUMPOBAHHbI KOMIUIEKC OenkoB. Jlokammsaums Xp2l.2.
OTMmeyaeTcst OTHOCUTEIBHO BBICOKAs yacToTa 3aboneBanus (1 Ha 3500 HOBO-
POXJIEHHBIX MalIb4MKOB man 9,7-32 Ha 100000 popyBIINMXCS KUBBIMY MaJlb-
unkoB). Kpaitne pefko 3aboneBaHMe e6IOTUPYeT Ha IIEPBOM TORY >KUSHIL.
Yae nepBble MPpU3HAKY 3a00/IeBaHMsI OTMEYAIOTCS OT 2 0 5 7eT. Mblied-
Has cmaboCTb PasBUBAETCA C MBIIII] Ta30BOTO I0sAcCA. [IeTV NpebABIAI0T
>Ka7I00bI Ha YTOMJISIEMOCTbD, 60JIb B HIDKHMX KOHEYHOCTAX, MOT'YT OTCTaBaTh
B MOTOPHOM Pa3BUTHUM, UCIIBITBIBATD 3aTPY[JHEHNUs IPU BCTaBaHUMU C IO7IA
VI TIPY TIOZ'beMe IO JIECTHMIIe, HEOXOTHO OeraloT, IpefbABIIAIOT Kao0Obl Ha
YTOMISIEMOCTb, 6O/b B HIDKHUX KOHe4yHOCTAX. PopMupyercs maromormde-
CKasl MOXOJKA — «YTHMHAsI» U ICEBJOTUIEPTPOPUU NKPOHOXKHBIX, ATOUIHBIX
U JIeNIbTOBYHBIX MBIIIL. TUIINYHO paHHAA yTpaTa KONeHHOro pediekca Ipu
coxpaHHOCTM axminosa. PopMupyoTca Muonarudeckue npuemsl [osepca.
MblmeyHast ¢1aboCTh PaCHpOCTPaHAETCA HA MYCKY/IATypy HIDKHUX KOHeEY-
HOCTeI1, TYJIOBMIIIA ¥ BEPXHMX KOHEYHOCTell. BOSHMKAIOT BTOPMYHbIE CKeJIeT-
Hble fedopManuu (Ipex/ie BCEro — MOSCHIYHBIN JIOPH03, «KPbIIOBUIHBIE»
JIOTIATKMY), PeTPAKIUM CYXOXWINMIT U aTpoduy MbILILL. VIHTe/IeKTyanbHoe
pasBUTHE CTpajaeT IpUMepHO y 70% ManbuMKoB ¢ Myuopuctpodueit [romre-
Ha. [TopaxeHne cepaua Habmogaercsa y 90% maryenToB. Ha paHHUX cragmsax
3abosieBaHNe BBIABIACTCA TONbKO npu nposefernu JKI, 3atem pasBuBaercs
IUIATAlMIOHHAA KapAUOMMOINATHA, MPOsAB/AILIAACA CepHedHoll HeJoCTa-
TOYHOCTBIO. B Bo3pacTe OT 6 110 14 J1eT yTpaunBaeTcsi CHOCOGHOCTD CAMOCTOSI-
TEJIPHO MepeMelIaThCsA, MbIIIeYHasA CTab0CTh MPOrpeccupyeT, pasBUBAIOTCA
KOHTPAKTY Pbl, IPOIPeCCUPYIOLINI CKOMIO3 Y HapyLeHNs bIXxaHus. JleTanp-
HBIil MCXOJ] HACTYTIaeT Ha BTOPOM JIeCATUIETUM XKU3HY, Yallle OT UHTEPKYP-
PEHTHBIX MH(EKIINIT WU IIPOTPeccUpYIoleil cepAedHoil HelOCTATOYHOCTH.

Mpimeunas gucrpodusa bekkepa

YacToTa BCTpedaeMOCTM MbIiIeqHOit Auctpodun bBekkepa 5,4-17,8 Ha
100000 HOBOPO>KAEHHBIX. 3a60/IeBaHIIe SIB/ISETCS Pe3y/IbTATOM Je/leL{iy TeHa
AUCTpodIHA, BBISBIBAIOIIEN IIPOAYKINIO JUCTPOGIHA MEHbIIEl MOEKYIIApP-
HOJT MacChl WM MEHBIIET0 KOMMYecTBa 9Toro 6enka. TakuMm o6pasoM, MUo-
nuctpo¢us Bexkepa annenbHa MuopgycTpoduu JioleHa, HO OTINYACTCS 110
K/IMHIYeCKNM IposBieHusaM. [Ipexx/ie Bcero, 1o cpokaM Havasia 3a60/IeBaHMy s
(Mexpy 5 u 10 rogamMm XM3HU WIN TI03XKe) M 0COOEHHOCTAM IIPOTPeccupo-
BaHMA (OTHOCUTENBHO NOOpOKaueCcTBeHHOe TedeHne). Hepenko moMmHUpyeTr
K/IMHYKA KapAMOMMOIATUY TIPY OTCYTCTBUM MM MAJIOJ CTEIleH! BOBJede-
HMS CKeIeTHBIX MBINIIL. 3aboneBaHMe MeJIEHHO IIpOrpeccupyloliee ¢ pas-
BUTHUEM MBIIIEYHON CMabOCTY IIPM CHOCOOHOCTY K CAMOCTOSATEIbHON X0fibbe



U caMoo6cyxuBaHuIo 1o 60 eT. TUIMYHBIM SABTISAETCA CTab0CTb U YTOMIIsIe-
MOCTb IIpK X0Ab0Oe, Pr3MIecKMX HarpysKax, BbIpa>keHHble MUAITUY B HOTAX,
KpaMIIy, 3aTpygHeHMe IIPU XOfb0e ¥ BCTaBaHMM C HU3KOTO CTY/Ia, M3MEHEH N
IIOXOJKY 0 TUITY «yTHHOII», aTPOQMI MBIIII] TA30BOTO Iosica 1 befiep (Bepx-
HIle KOHEYHOCTH [OJITOe BpeMs He BOBJIEKATCA B mporiecc). O6mmuraTHbli
mpusHak 6oresHu - ncepgoruneprpodun. Ha mosgumx crapusax sabonesa-
HUS IIPUCOENUHSIOTCS KOCTHO-CYCTaBHbIe AedopManun. B penkux cnydasax
OTMEYAIOTCsI HENPO-9HJOKPUHHbIE HApYIIeHUs (TMIIOTEHUTANn3M, aTpo-
¢dus sandex). VIHTeNIeKT, KaK IIPaBuUIo, He CTpajaeT. B HEKOTOPBIX cnydasx
orperensieTcss MUOrMoouHypusi. JnarHoctuka arucrpouHonaruuit Jrore-
Ha/Bekkepa ocHOBaHa Ha HaMM4IMK ruUepPepMeHTEMNN (3HAYNTENBHOE 110-
BBIIIEHNE YPOBHS KpeaTnH(OCchOKMHASBI), IMEKTPOHEIpOMIOrpaduiecKmx
[pM3HAKaX IMEepPBMYHO-MBIIIEYHOTO 3aboneBanms u uccaeposanyu [JTHK.
CraHfapTHOE CKPMHMHTOBOE MccienoBanme auctpoduna — IIIIP BoisBiser
menenyn y 70% manyeHToB ¢ Myuopyctpodueit JromeHa 1 50% ¢ MUOBUCTPO-
¢ueit Bexkepa. B crydae, ecny guarHos He MOATBEPXKAACTCS UCCTIEHOBAHMSI-
mu JJHK rena guctpoduHa, BBITOMTHAETCS OMOIICYS MBI U THCTOIOTIYe-
CKOe UCCIIefIOBaHeE.

JleyeHne mporpeccupyoleii MpleqHoit guctpoduu. HecmoTps Ha oT-
CYTCTBUME PafMKaTbHBIX CIIOCOO0B yedeHst muonucTpodun [JomreHa, mpen-
JIaraloTCs BapMAHTBI TEPAIINH, TO3BOISIOIIVE 3aMeJINTh IPOrpeccupoOBaHye
3abomeBanus. OIBIT IPUMEHEHNs KOPTUKOCTEPOUOB MTOKA3BIBAET, YTO UX
IIpYIMEHEeHMe BBI3bIBAET YBETMYEHUe MBIIIEYHON CU/IBI ¥ OTCYTCTBME IIPO-
IpeccHpOBaHNs IBUTATE/IbHBIX HAPYILIEHUI BO BpeMs Teparmu. OgHaKo, Bce
MCCTIEOBATENN IONYEPKIBAIOT, YTO IOO0UHBIe 3P PEeKTH HepeaKo OrpaHy-
YYBAIOT Tepanuio. CIMTAETCs, YTO IPU yTPaTe BO3MOXXHOCTI CAMOCTOSATE/b-
HO XOfUTb, IIPYIMEHeHNe KOPTUKOCTEPOUTOB He ob6ocHOBaHO. KnmHudeckas
3¢ PEeKTUBHOCTD JIeYeHNUsT aMMHOIIMKO3MAMM U LVK/IOCIIOPYHAMM He J0-
KaszaHa. MeTofbl TeHOTepanyu HaXOsATCA B CTafuu usydenns. Onpo6oBaHbl
pasyyHble CIIOCOOBI BBeIEHNsI TeHETIYEeCKOro MaTepuaa (lepeHoc Muobma-
CTOB, VICIIO/Ib30BaHME PETPOBUPYCHBIX BEKTOPOB, MHDBEKLMN IIIa3MUJHOM
OHK B Mprer). [IpenmaraloTcsi MeTORbI K/IETOYHON Tepamuyu (mepecanka
3Z0POBBIX AMOPVOHAIBHBIX MUOOIACTOB).

Tem He MeHee, HabTIOfieHMe pebeHKa ¢ Muopuctpodueit JromeHa/bexke-
pa TpeAcTaBIAeTCs MYIbTUAMCIUIIIMHAPHOI mpobieMoit. Heobxomumbim
ABJIAETCS HaOMIOJeHIe HeBPOIOTOM, OPTOIEIOM, Kap/IMOIIOTOM, ITy/TbMOHO -
norom 1 fueronoroM. ONTHMaTbHBIM AB/AETCS aMOyTaTOpHOE HabmoeHIe
U JIedeHMe M3-3a PUCKA IPUCOeNUHEHMS MHTePKYPPEHTHBIX MHQEeKINi
B yCclmoBMAX cranyoHapa. O6s3aTe/lbHOe HalpapjeHMe pabOThl — ICHUXO-
JIOTMYeCcKoe KOHCYIbTUPOBAaHUE PeOeHKa U ero CeMbl, KOPPEKI[MOHHbIE
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MepONPHATHUSA, UHANBYUYaIbHble 00pasoBaTebHbIe IIPOIPAMMBI C YUETOM
MHTeIIeKTyaIbHoro fiedpuunta. OCHOBHOI 3afaderl AB/ACTCSA IPOITOHIMPO-
BaHME CaMOCTOATENbHO XOoAbOblL IIpmMeHsloTcsA ¢usMOTEpaleBTHYeCKIe
MeTonMKH (yBemdeHue MOABIKHOCTI CYCTaBOB, MHCOJIALNSA) ¥ OPTOIIEIU-
JecKast KoppeKius (OpTesbl) € Ie/bIo MPOPUIaKTUKU KOHTPAKTYP U CKOTUO-
3a. Y fieTeil Ba)KHBIM MOMEHTOM SBJISIETCSI KOHTPOJIb Beca, MpOoQUIaKTUKa
oxupenns. [Iuera, oboralieHHas KayblyieM U BUTAMUHOM /I, HallpaBjIeHa Ha
KOPPEKIIIO OCTeO0po3a, IPOMIIAKTHUKY IepenoMoB. PekoMeH/[oBaHa afiek-
BaTHas BaKIMHAIMA (IPUMEHEHNe MTHEBMOKOKKOBOJ BAaKIIVMHBI, BAaKIIVHbI
HIpoTuB rpuimmna). PekoMeHyeTcs o6cefoBane Kapayonora (A1MarHocTupo-
BaHMe KapAVIOMUIIATHI), Ty/IbMOHOJIOTa (MICC/IefJOBaHIE OCHOBHBIX (PyHKI[NIT
nerkux) 1 pas B 6 Mecsles. IlayinaTuBHas IOMOIIb TpebyeTCs IeTAM TI0CTe
YTpPaThl MU CIIOCOOHOCTHM CAMOCTOSITENIBHO TTepeMeNaThb s, CHUYKEHNN pea-
OUINTAIMIOHHOTO TIOTEeHIIMAIA, IPOTPEeCCHPOBAHNM 3a00TeBaHNMsA C YXY/LIe-
HIEM COCTOSHNA, JeKOMIIEHCALIUY KapAyI0-PecIpaTOPHOI NeATeTbHOCTIA.

2.1.2 SmepuHonaTum

Mbnueynad gucrpodua Ivepu-JIpeiidyca

Penxas MblmedHas AyMcTpodus, HaclefyeMas ayTOCOMHO-DeEI[eCCHBHO,
ayTOCOMHO-JJOMUHAHTHO 1 cLieTieHo ¢ X-xpomocomoit. lTen EDMD-ADLAMA
1q11-23, 6enok mamuu A/C-6e0K sfiepHOIt TaMUHbI (9MepyHOomaTus). Jebot
3aboreBaHMs oTMedaeTcs ¢ 2 o 15 net (dame 4-5 net). OCHOBHbIE KIMHIYe-
CKJie TPOsBIIEHNA — CTTabOCTb MBI I/IEYeBOTO 1 Ta30BOTO II05CA, BEPXHUX
KOHEYHOCTEll 1 TOjIeHeli, paHHee pasBUTME KOHTPAKTYp B TOE€HOCTOIHBIX
U JIOKTEBBIX CyCTaBaX (CrMOaTeNbHBIX), PUTMIHOCTb ITO3BOHOYHMKA U IIEN.
INceBporumneprpoduu He BbIpakeHbL KappyanbHble HapylIeHNs — OOMTar-
HBIIT TPU3HAK 3a60meBaHMsA. PasBUTIE KapAMOMUOIIATIN, COTIPOBOX A0 UE-
Csl HapyIlIeHUEM CepIeYHON TPOBOAMMOCTH, SAB/IAETCA OCHOBHON IPUYMHOMN
rubemy feteil. B oTiuune oT [pyrux MUOTEHHBIX 3a00/IeBaHWIAL, TPV TaHHOI
(opMe HapylleHa CMHOATPHAIbHAS U1 aTPYOBEHTPUKYIAPHAS IIPOBOANMOCTD,
IpeficepiHas U XKemyfodkoBas rereporonusa. Okomo 50% MmanyeHToB yMu-
paloT BHE3aIHO, 6e3 IpefIIeCTBYOMINX KapAUalbHbIX CUMIITOMOB. PaHHMe
HposiBIIeHNs — 6710Kaja IpoBeieHNsA. 3ab0/IeBaHIe TPOTPEecCUpyeT Me/IEHHO,
npyMepHO 10% 6O/BbHBIX IepecTaloT CaMOCTOATETBHO XOUTD K 30 rofaM.

Jlmarnos ycraHaB/IMBaeTCA HA OCHOBAHUY KIMHMYECKUX JAHHBIX, IIOBBI-
IIeHMe YPOBHs KpeaTnHPpochoKuHassl (B 3-10 pas 0T HOPMBI), TeHETUIECKOM
TECTUPOBAHUY Y TYICTOTIOTMTYECKOM MCCIIEIOBAHNM.



Habmnionenue neteit ¢ muopucrpodueit Imepu - [Ipetidyca fOmMKHO OCy-
HIeCTB/IATLCA HEBPOIOTOM, OPTOIIefioM 11 KapayonoroM. IIpudem Heobxonu-
MBIM AIB/IETCA CYTOYHOE XOTePOBCKOE MOHUTOPUPOBaHME B JVTHAMYKE JI7I
BBIAB/IEHNA apUTMUIL. [I/1 TAHHO TPYIIIBI TPEIYCMOTPEHO XUPYprudeckoe
nedeHMe (YyCTAaHOBKA MCKYCCTBEHHOTO BOIMTENs PUTMA), YTO 3HAYUTETHHO
CHJDKAaeT PUCK BHE3AITHON CMepTH. B HeKOTOPBIX C/Tyyasax OTMEYaloTCs 9MN-
30[1bl HOYHOJI TUIIOBEHTU/IALIMY, YTO BBIABIAETCA IIPU MPOBeINeHNN IIOIN-
comHorpaduu. Takum naryeHTaM Heo6XOIMMa peCIIMpaToOpHas MOAiePXKKa
BO BpeMs cHa. CriefiyeT OTMETUTD, YTO B TPYIIIy PUCKA BXOAAT HOCUTENN
TeHa U YIeHBI CeMbH MAIIMeHTa, KOTOPbIe TOMKHBI 00CIeT0BaThCs Kap/UO/IO-
rom. [TannmatuBHas IOMOIb TpeOyeTCcs IPM MPOrpecCUpOBaAHNN CePAETHO
HEJOCTaTOYHOCTI.

2.1.3 KoHeYyHOCTHO-noACHbIe popmbl

leteporenHass rpymma 3abo/eBaHNUI C IIPEMMYILIECTBEHHON JIOKaIy-
3arueit DUCTpOodUUIECKOro Mpoljecca B MBIIIIAX IUIEYEBOTO M TA30BOTO
nosica. Xapakrep KIVMHWYECKUX IPOSIBIEHNI, TSXKeCTb 3a00/IeBaHIs U CTe-
IIeHb TIPOrpeccUpoBaHiLs KpaiiHe Bapuabenpubl. Juddeperunposano oko-
7m0 20 TeHHBIX JIOKYCOB, TUIIBI HAC/IeOBAHMA ayTOCOMHO-PEl|eCCUBHBIN,
ayTOCOMHO-JOMMHAHTHBIN. OmnucaHbl KIMHMYECKUe BapuaHThI JlerijeHa-
Mebuyca, Opba, KBafpuLielic-MUONIATUsA, pefKas ayTOCOMHO-peliecCHBHAs
¢dbopma, accounmpoBaHHas ¢ Oyn1ae3HbIM anupepMmonusoM. Hambomee ga-
CTO BCTpedyaeTcs KOHEYHOCTHO-NOsICHAs (opMa MBILIEYHON AUCTpOpuUn
(foBeHmnbHas Muomatus Ipba) — 1,5:100 000 Hacemenus. Ilepemaercs mo
AYTOCOMHO-PELeCCBHOMY TUITYy HaclefgoBaHus. Havamo 3abomeBaHus B
OOIBLIMHCTBE CIY4aeB OTHOCUTCA K CepefyiHe BTOPOTO [eCATUIETIUS JKIU3-
Hu (14-16 71eT), OOHAKO MMeeTCs JOBOMBHO IIMPOKMII BO3PACTHON AMama-
30H. OmucaHa Tak HasbIBaeMasl PaHHss, VI IICEBRORIONIEHOBCKas, popMa,
KOTIZIa MepBble CYMIITOMBI IIPOABAAIOTCA B Bo3pacTe o 10 eT u TeueHMe
3aboreBanus 6oyee TsoKenoe. TedeHne 3a60/meBaHMA MOXET OBITh OBICTPO-
IIPOTPECCUPYIOLINM MK Oojiee MATKUM, B CPefHEM IIOHAas 00e3[BIKEH-
HOCTb HacTymaeT yepe3 15-20 7ieT OT Havajia MosABJIeH N A HepBbIX CMMIITOMOB.
B 6onpuinHCTBe cny4daeB MUORMUCTPodUs Dpba HauMHAETCS C MOPaXKeHUs
MBIII] Ta30BOTO MOscCa U MPOKCUMANbHBIX OTJENOB HOT, I7ie MOABIAITCA
crmabocTp 1 moxyganue mbii,. [Iporjecc B fanpHelieM pacupocTpaHseTcs
Ha TIJIe4eBOli NosC. B HeKOTOPBIX CTydasax I/IedeBoll U Ta30BbII Mosca Mopa-
YKAIOTCA O[HOBPEMEHHO. [I0OBO/IbHO 3HAUMUTE/TbHO CTPA/JAal0T MBIIIILIBI CIIMHBI
M KMBOTA. Y OONBHBIX MIMEeTCs XapaKTepHas «yTHHasI» TIOXOAKa, 3aTPyLHe-
HO BCTaBaHUe U3 TOIOXKEHNA JieXKa U CUJis, TOTUepKHYT MOACHUYHBIN JI0p-
103. MbII1s! Muija B OOTIBIIMHCTBE CIyYaeB He CTPafaloT. [y 310 popMbl
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MUOAUCTPOQNM CPAaBHUTENBHO He XapaKTePHBI 3HAUMTENbHbIE KOHTPAKTY-
pbl 1 niceBpornnepTpodun. MoryT uMeTb MECTO CyXOXXM/IbHBIE peTpaKIiiL.
VIHTenneKT y 6071bHBIX 00bIYHO coxpaHeH. CeppedHas MblIiIia 6ombleil ya-
CTBIO He OpakeHa. YPOBeHb (pepMEHTOB B CBIBOPOTKE KPOBI, KaK IIPABIJIO,
IIOBBIIIIEH, OJJHAKO aJIeKO He CTOb Pe3KOo, KaK Mpy X-CLellJIeHHON MUOU-
crpodun. EcTp ykasaums, 410 y GONBHBIX MY>KCKOTO IO/IA YPOBEHDb Kpea-
tuH(}pochOKHA3EI BbIlIE, YeM Y OONTbHBIX JKeHIINH. VIMeeTcst 3HaYMTeIbHAS
PasHUIIA B 9KCIIPECCUBHOCTY MYTAHTHOTO I'eHa Y Pa3HbIX YIEHOB CEMbM — Ha-
DALY C TSDKETOV KIIMHIYECKOI KapTUHO MOT'YT OBITh CPaBHUTENBHO JIETKue
I Jaxke CTepTbhle KIMHMYecKMe cumnToMbl. Ha OMI' HaXomAT mM3MeHeHMA
MIOTEHHOTO THUIIA CO CHYDKEHMEM aMIUIUTY/bI OMOIOTEeHIIATIOB.

2.1.4 JinuenonaTto4yHo-nneyesas popma muoguctpodpun
(Tvn Jlanpysu-QexepuHa)

Bcerpeuaercs pexxe, yem mpepsipyuie dopmbr (0,9-2 Ha 100000 Ha-
cenmeHus1). 3abo/meBaHue MepefaeTcsi MO ayTOCOMHO-HOMUHAHTHOMY THUITY
C BBICOKOJI TTEHETPaHTHOCTDBIO U HECKOJIBKO BapuabebHON 9KCIIPEeCCUBHO-
croio (FSHDI, 4q35-qter). ITo ;aHHBIM HEKOTOPBIX UCCTIE[OBAHIT KEHIIIMHBI
6o7e10T B TpM pasa yaire My>XunH. Muopncrpodus Jlangysu-Iexepuna —
CPaBHUTEIBHO OMATONMPHATHO TeKylasi popMa MbliedHolt natomorun. Ha-
YMHAETCS OHA Yallle B BO3pacTe 0KoJo 12-20 jieT, MHOI A MMeeTCs paHHUIA fie-
610T. OHAKO B CEMEIHBIX CTTyYasix 3a00meBaHmsI, KOTAa MOXKHO IIPOCIENUTD
3a MIAJMINMMY YIeHaMM CeMbl, B IMHAMUKE y[aeTcs BBIABUTb HEKOTOPYIO
¢1ab0CTh MBIIIL], HAIIPUME /1A, B 60Jlee paHHEM BO3pacTe.

[To-BupuMoMYy, BHa4ame C1abo BbIPa)KEHHBIE CYMIITOMBI JIJIMTENbHOE
BpeMsI OCTAIOTCSI CTAOVMJIBHBIMY, @ 3aTeM HACTYIAeT IPOrpecCpOBaHMe 3a-
60/meBaHmA.

MpiieyHas ¢1abocTb u anO(bI/H/I BHaYaJI€ ITIOAB/IAITCA B MbIIIIIIAaX JINITA
VIV TITeYeBOro mnosica. [locternneHHO 3T HapymIeHNA paclIpoOCTPaHAKTCA Ha
MBI Bl TPOKCMMAZIbHBIX OTAENIOB PYK, a 3aT€EM M Ha HVDKHME KOHEYHOCTN.
XaPaKTepHO, YTO B OONIBIIMHCTBE C/Ty49aeB BHa4a/1€ IOpa’>KaroTCsA MbIIIIbI IT€~
penHei{ TIIOBEPXHOCTHU TOJ/IeHell, 3aTeM MBI BI TPOKCUMA/IbHBIX OTIIE/IOB HOT.
3HaYNTETHHO CTpajaloT KpyroBbl€ MbIIIIBI I'/Ta3a U PTa, 6ombIIas rpynHas,
nepenuas 3y6anaﬂ " HVUJKHUE OTHE/IbI TpaHeI_lI/IeBI/IIIHOIU/I MbIIIL, IINPOKasA
MblIIa CIIMHBI, ABYIJIaBasA, TpEXI/laBasA MbIIIIBI IT/I€Ya. XapaKTepeH BHEIII-
HUN BUI TaKUX 6ONBHBIX: TUIIMYHOE INLo <<Mac1<006pa3Hoe», 3aTPyAHEHDI
BCE€ MUMMNYIECKNE NBVKEHN A, pE3KO BbIPpa’)K€HHbIE «KPbIIOBMJHDbIE TOIIATKI»,
CBOCO6pa3HaH ne(bopMauI/m I‘py,[[HOI?I KJIETKM 3a CYET MBIINICYHOTI'O CKEJIETa



C YIJIOLeHMeM ee B IepefHe3aJiHeM HaIlpaBlIeHMM U poTalueil BHYTpPb
I7IeYeBBIX CycTaBoB. Hepefko MMeeTcsa acMMMeTpusA MOpakeHNUsA flaxke B
IpefieNlax OJHOM MBINIIBI (HallpyMep, KPyroBoit MbImbl pra). IIcemo-
runepTpoduu He xapakTepHbl. DYHKIMA MKPOHOXKHBIX, JETbTOBUIHBIX
MBI coxpaHHa. KOHTpaKTypsl 1 peTpakijuu Belpa>keHbl yMepeHHO. Cy-
XOXUIIbHbIE PeIeKCHI ITTUTeTbHOE BpeMs ObIBAIOT COXPAHEHBIL.

[TpusHaky MOpaXKeHU s CepfedHON MBILIITI BBIABIAITCA PEIKO, M OHI
HpPaKTUYeCKM He OT/INYAIOTCS OT TAKOBBIX B 00111l MOMYIIALUY, XOTS Hapy-
IIeHN aTPMOBEHTPUKYIAPHOIN IPOBOAUMOCTY ONMCAHBI. JJOIOTHUTENDb-
HBIM KJIMHUYECKUM IPOABJEHUEM SABIAETCA peTMHAIbHAasA AHTMONATHA
U HEePOCEHCOpHasl TYTOyXOCTb. YPOBEHb AKTMBHOCTU CBIBOPOTOYHBIX
(hepMeHTOB yBelIMYeH He3HAuMTENIbHO, MOXKET ObITh fla)ke HOPMaIbHBIM.
VHTennekT y 60mbHBIX Ipu 910N opMe He cTpafaet. [IpefcTapnser uH-
Tepec TOT ¢pakT, uto IMI' y 6onpHbIX MuopucTpodueit Jlangysu - Jexe-
pVHA HEPEJKO He TUIMYHA JI/I1 MBIIIEYHOTO YPOBHA MOPaXKeHNs. Y HeKo-
TOPBIX OOBHBIX (UIEHOB OIHON CEMbl) MOXKET HAaOMIONATbCA XapaKTepHoe
CHJDKEHNE aMIUIMTYAbl OMONOTEHINAIOB, WHTep(GepeHI[MOHHbI THUII
KPUBOIL, Y IPYTUX, HA0OOPOT, YMEHBIIEHNE YaCTOThl U T'MIIEPCHHXPOH-
Has aKTMBHOCTb, MHOTZIA C TUIIMYHBIM PUTMOM 4YacTOKofa. [Juarnos gomn-
JKEH IMOATBEPXKAATbCA Pe3ynbTaTaMM I'MCTOXMMUYIECKOTO M 37IeKTPOHHO-
MUKPOCKONIMYECKOTO UCCIeJOBAaHNUIA.

VMeroTcs faHHBIE, YTO (USUUECKNUE TIePerpy3Ky, MHTEHCUBHbIE 3aHA-
THSA CIIOPTOM, @ TaKXKe HepallMOHAJIbHO IIPOBOAMMAs edebHass PpU3KY/Ib-
Typa MOTYT CIIOCOOCTBOBATH IIPOrPECCHPOBAHNIO HONIE3HIL.

IuHaMudeckoe HabMIOfieHNE JOMKHO OCYLIECTBIATHCS HEBPOIOTOM,
OpToIIefioM, CypronoroM 1 odranpmonorom. OpToneandeckas KOppeKIus
U GUSMOTEPAIINs — OCHOBHBIE CITOCOOBI JIeUeHN .

2.2 BpoxpaeHHble MuonaTumn

OTO reTeporeHHas IpyIIa HACTEACTBEHHBIX MbILIEYHBIX 3a060/1eBaHMIT
C paHHUM [e60TOM, CUMMETPUYHON MBIIIEYHON CTabOCThIO, IpenMyIlie-
CTBEHHBIM IIOpa)KEHNeM MBIIIL] [/IE9eBOTrO ¥ Ta30BOTO IO5ICA, MbILIEIHON
TUIIOTOHMNEN, CHIDKEHMEM CYXOXXIIBHBIX pediekcoB. HekoTopble Bpox-
JleHHbIe MMOIIATUM MMEIT YeTKO UAeHTNNUIMPOBAHHbIE TEHHBIE MYTAIIN,
[/ AMATHOCTVIPOBAHMS OCTATIbHBIX HEOOXOJMMO MCC/IeioBaHMe OyomnTara
MBILIEYHOI TKaHW. [Ipy BPOXK/IEHHBIX MUONATYSIX TOBPEXXAEHBI TeHbI, IKC-
[pecCUpYIOLecs: B paHHEM 9MOpIOTreHese U KOAMpYyIoLye OeIKi, OTBeqaro-
1iye 3a pocT, fudpepeHurpoBKy U nponndepanno MuoOIACTOB.
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Kak rmpaBuio, mpu BpoXK/IeHHBIX MUOIATYAIX HOPMaILHBIN M/IN YMEPeHHO
HOBBIIIEHHbI ypoBeHb KPK, Hamiume CTPyKTypHBIX aHOMAJINI CKeTIeTHOM
MycKynaTypsl, SHMI npusHaky nepBUYHO MUOT@HHOTO XapaKTepa Hapyllle-
Huil. KnuHn4eckue MposBIeHNs TUIMYHBI — CUHAPOM «BSJIOTO pebeHKay,
103a «IATYLIKI» U3-3a BBIPa)KEHHOII MBIIIIEYHOI TMIIOTOHNIM, CTaboe COompo-
THBJICHVE IIPYU MACCUBHBIX JBVDKEHNAX, TUIIEPMOOMIBHOCTD CYCTAaBOB C yBe-
nMYeHneM o6beMa JBVKEHMIL, CHYDKeHMe OO1Ilel! IBUTaTe/TbHON aKTUBHOCTIL,
B Jla/IbHeTIIIeM — 3a/iep>KKa MOTOPHOTO Pa3BUTHA.

2.2.1 bonesHb LEHTPaNbHOrO CTEPXKHA

Ten saboneBanms KapTHUpOBaH, M0Kyc 19q12-ql3. Tun HacnemoBaHMs —
ayTOCOMHO-/IOMIHAHTHBII. VI3BeCTHBI ayTOCOMHO-pelleCCHBHbIE BapUaHThI
3a00/IEBaHNA C TSDKENBIM IIPOrPECCUPYIOIUM TedeHneM. [IpoTenH u reH —
pelLlenTopbl pUaHOMHA (KOHTPOMPYET BBIXOJ KaJIbIVIs B CApKOIINIa3My, BbI-
3bIBasI MBIIIEYHOE COKpallleHue). [lepBble CUMITOMBI OOBIYHO BBIABIAIOTCA
IPY PO>KZIEHN, B HEOHATAJIBHOM Iepuofie B Bupe A1 ysHOI MBIIIETHOI IU-
HOTOHVM U C1abOCT, Jallje BhIPa’KeHHOI B IPOKCUMA/IbHBIX TPYTIIAaX MBIIII]
HIDKHMX KOHEYHOCTelT, TMIoTpodun, runopediekcun. JeTu oTCTaoT B MO-
TOPHOM PasBUTHM B CpeJJHEM Ha 6-12 MecsAIleB, OTMEYAETCA HEJOCTAaTOYHAS
MBIIIIeYHAas Macca, MBIIIEYHast CTAb0CTh, HEIPOTPECCUPYIOLIAs WM MeflIeH-
HO IIporpeccupylomias Ipy OTCYTCTBUM MHBaNUAu3anym. KoctHo-cycTaBHbIe
feopMaLIny TPOSIBIAIOTCA B EPBbIE 5 JIET SKU3HM — KUPOCKOINO03, UCTOKA-
1y 6efep, crubarenbHble KOHTPAKTYPBI Ma/blieB. [JUarHo3 ycTaHaBIMBaET-
CsI Ha OCHOBaHMU Ha/MYMs LIEHTPAIbHBIX CTEP>KHell B OMOINTaTe CKeleTHBIX
MBIIIL ¥ TI€PBUYHO-MBIIIEYHOIO XapaKTepa M3MEHEHUII IIpM IpPOBEeJEeHUN
OHMI (cHm>XeHMe aMIUTUTYAbI U JIUTEIBHOCTY MBIIIEYHOTO TOTEHIIMAA).
CrefryeT OTMETHUTD, YTO B psfie CTy4aeB 60/Ie3Hb LIeHTPATbHOTO CTEP>KHS CO-
YeTaeTCs CO 37I0KaYeCTBEHHOIN IMIepTepMIuell, 06yCIOBIEHHON AedeKTaMu
B CHCTeMe OKUCTUTETTBHOTO (POChOpUINPOBAHS, YTO KIIMHIYECKI IIPOSIBIILA-
€TCs1 TOBBIIEHHOM YyBCTBUTENbHOCTDIO K AaHECTE3UIA.

2.2.2 MuoTty6ynapHaa mnonaTus (LLeHTPOHYK/ieapHas)

HacnegoBaHne - X-criernyieHHoe-perjeccrBHoe. [IpoTent u reH — MuoTy6y-
napuH (XpoMocoMHbIt 10Kyc Xq28). [le6roT BHYTpUYTPOOHO, XapaKTepHbIM
SIBJIAETCSI MHOTOBOJVe. B aHaMHe3e y MaTepyt OTMeYaloTCsl HeBbIHALIMBAHIIE
u rubenb MIafeHIeB My)Xckoro noma. Craboe IieBeneHye IIOfA BO BpeMs
GepeMEeHHOCTH, C PO>KJeHMsI TeHepa/Ii30BaHHasl MblIeHast CTabocTb U I'M-
HOTOHMS € IpeobIafiaHneM B IIPOKCHMAIbHBIX OT/eIaX KOHEYHOCTETT, /INIe-
Basi JUIUIETVSE, PACCTPOJICTBA ABIXaHNS ¥ IJIOTAHMISL, IBUTATE/IbHOE PasBUTIIE
bopMupyeTCst ¢ 3a/iepyKKOIL, OABIAIOTCS MblIedHble aTpoduu (IpenMylie-



CTBEHHO MBIIIII] IIIeV, TA30BOTO U TIIEYEBOTO II05ICA), CHYDKEHNE CYXOXKMTBHBIX
pedrexcoB. BoipaskeH MUOTIATHYECKIIT CMITTOMOKOMIITIEKC (TUIIOTOHMUA, TU-
noTpodis, Tunopedrekcrs 1 MIoIaTNIecKe mpyueMsl). TUNMYHBI aTpodun
MBIIIII IIey, IIeYeBOTO 1M Ta3oBOro mosica. Hepemko orMevaercs cnmabocTb
I71a30/IBUTATEIbHBIX MBIIIL], IPMBOJAIIAA K KOCOITIA3MI0 M NTO3. [IMarHos
HOATBEPKIACTCSA MPU HAIMYUM MUOTYOY/IAPHBIX BK/IIOUYEHNUT B OMOITaTax
CKeJIETHBIX MBIIII] — IIpeob/IailaHye BOJIOKOH I THIIa ¢ LIeHTPpaIbHO PacIIoso-
YKEHHBIMU ApaMM, HalloMuHamoie ¢petanbHble MUOTYOBI 11 faHHBIX DHMI.
XapaKTepHO MeJJIeHHO IIporpeccupylollee TedyeHre. Pa3BuBaroTcsa BTOpUY-
Hble CKeleTHble fliepopMmanuy (CKOMMos). AyToCOMHO-pelieccuBHas (opma
LIeHTPOHYK/IeapHask MMUOIATIA, pefKas GopMa, C HEOHATaIbHBIM JIeOI0TOM,
PecnpaTOpHBIM JJUCTPecc-CUH/IPOMOM, TMIIOTOHMEl, HApyLIeHNeM COCaHNUA
u rnoraHus. TedeHne 3a60/IeBaHNA IPOrpeccUpyIolLee, K OAPOCTKOBOMY Ie-
PUOJY MALMEHThI He CIIOCOOHBI CAMOCTOSITETTBHO XOINTb.

2.2.3 HemanuHoBaAa (HnTyaTasa) mmonaTusa

Hanbonee yacto BCTpedalomasncs BpoXK/ieHHas MMomaTys. Tui Hacre-
[OBaHMs — ayTOCOMHO-JIOMMHAHTHBI U ayTOCOMHO-Pel[eCCUBHBII (Yallle).
[TpoTenHBI 1 TeHBI — abda-TPOIOMIO3IH (XPOMOCOMHBIII JIOKYC -1q 21-23),
CKeJIeTHBIIT MbIIeYHbIiT anbga-akTuH (1q42.1), 6eta-Tpormommosut (9pl3.2),
HeOynuH (2q21.2), TpomonuH (19q13.4). Yame mannudecTupyer B JOMIKOIb-
HOM BO3pacTe, Ha ()OHe 3aJIeP>KKV MOTOPHOTO Pa3BUTHUA. BeIparkeHHBIe IO-
Pa’keHN A MBIIIL, MHHEPBUPYEMBIX YepelTHbIMY HepPBaMI, YepeITHO-/IUIieBas
nusMopdus IO3BOIAIT INPENIONIOKUTb JaHHOe 3aboneBaHue. Y [eTell
YOJIMHEHHbIN JIMIIeBON Yepell, HU3KO PACIIONOXKeHHbIe YITHbIe PAKOBMHEL,
roTudeckoe He6o, TUIIONIA3UsA HIDKHeN democti. KocTHble gedopmarum
(TpyZmHOI KJIeTKM U IO3BOHOYHMKA), IIpeobIailaH1e MBIIIEYHO C1aboCcTu,
HapylIeHUe peyuy, TUIIOBEHTUIALNA, CTab0CTh B MPOKCMMA/IbHBIX IPYIIIIaxX
MBI, AudQysHbIe MbILIeYHble TUIOTPoGMM. [JMarHo3 MOATBEP KAAeTCs
IpY Ha/lIN4MY HEMaIVHOBBIX BK/IIOYEHMII B OMONTATaX CKEETHBIX MBIIII]
npu okpacke I'omopu 1 nepBuyHO MuoreHHbIMu n3meHeHnaMu SHMI. Xa-
paKTep Te4eHMs HeNPOTPecCUpPYONNI UM MelIeHHOIPOTrpecCUPYOIUIL.
JlpIxaTe/IbHasA MYCKY/IaTypa MOpPa>kaeTcs Y Beex jieTeil. [laHHbIe HApyIIeHA
MOTYT IIPOTEKAaTh CYOK/IMHNYECK), HO B HEKOTOPBIX CIy4Yasx TPeOyIoT uc-
KYCCTBEHHOI JIbIXaTe/lIbHOM IO JePIKKIL.

Takum 06p330M, AVATrHOCTVKA BpOXKAEHHDBIX MUOIIATUII OCHOBaHA Ha TaH-
HBIX KJIMHUYECKOTO 06C]'Ie,l:[OBaHI/IFI, pe3ynbraTax C—)HeKTpOHeI?‘IpOMI/IOI‘pa(bI/II/I
" JaHHBIX MOJIEKY/TAPHO-TEHETMYIECKOTO MCCIIENOBAHNA. B otnuune ot Ipo-
TpeCCUpPYyOINX MbIIIEIHDBIX ,[[I/ICTPOCI)I/[I‘/JI, Jalie MCIIONIb3yeTCA TUCTONIOrm4e-
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CKUI METOO (HOTII/IMOP(bI/BM KIIMHNYECKUX HPOHBHCHI/IIU/I 1 OOJIBIIIOE KOMMYe-
CTBO 3a6071EBaHUII C HCI/II[eHTI/I(bI/ILU/IPOBaHHbIMI/I T€HHBbIMU )IOKYCaMI/I).

K coxanennio, He CyIIecTByeT JOCTaTOUHO 3P PEKTUBHBIX CIIOCOOOB Jie-
YeH)A BPOXKIEHHOJ MMOIATUY, KIMHMYECKUe IPOABIEHMA COXPAHAITCA
B TeUeHNe BCell )KU3HY 60/IbHOTO. JledeHne BPOXKIEHHBIX MMOIATHII OCHO-
BaHO Ha KOMIITIEKCHOM IOJ[XOJie, TI03BOJIA0IEM ITOBBICUTD Ka4eCTBO SKM3HU
pebenka. Ecnmu Bpox/ieHHas MMOIATYS COIMPOBOX/AETCS 3HAUUTETbHBIM
CHJVDKEHMEM MBIIIEYHOI! CUJIBI, B IIepBble MECALIbI )KU3HU MeIMILIMHCKIE Me-
POIIPMATHA 3aK/TI0YAIOTCA B 60pbOe C AbIXAaTETbHOI HEJIOCTaTOYHOCTHIO, 06e-
CIleYeHNN NMUTAHNUSA Yepes3 >KeMyHTOUHBIN 30HM, TeYeHU) OPOHXO-TerOuHbIX
ocnoxxHeHmit. PusrorepaneBTIYecKoe edeHNne, 6alTbHEOIOTMYeCcKe Mpo-
Iie/lypbl IOKa3aHBI MaI[YIeHTaM BCeX BO3PACTHBIX I'PYIIL Maccasx 1 nedeOHas
TMMHACTMKA BKJIIOYAIOTCS B KOMIIIEKCHOE JIeUeHNe ¢ pa3paboTKOI MHAMBU-
IlyalbHOI IPOIPAaMMBbI C Y4€TOM JBUTATENbHBIX BO3MOXKHOCTE MalLlMeHTa.
B crapirem Bo3pacTe OCHOBHOII ABJIAETCA OPTONEYecKas KOPPeKIusA NuMe-
IOLIMXCA HApYIIEHNUI M COLManbHaA afjalTanysa MalMeHToB. MefuKaMeH-
TO3Has TepallMs HaIlpaBlieHa Ha YIydlleHMe MeTabonm3Ma MbILIEUHOI
TKaHU, aKTMBAIMIO Ieprdepndeckoro KpopoobOpamjeHus. IIpumeHsOT
L-KapHUTWH, ABIAIONIIMIICA aKTMBATOPOM OOMEHa >XMPHBIX KUCIOT, obe-
CIIeYMBAIOIINIT TePEHOC )KMPHBIX KUCIOT Yepe3 MeMOpaHy M3 I[UTOIIIa3Mbl
B MUTOXOHJpUM, C 06pasoBaHMeM OOMBIIOrO KOMMYECTBA METabOMNIeCKOl
sHeprun B ¢opme AT, xosnsum QI0, KOTOPHII aKTUBUSUPYET IEPEHOC
37IEKTPOHOB B JIbIXaTeIbHOI LIeTIM, ABIAETCA aHTMOKCUJAHTOM, VIHTEHCUB-
HBIM IIOCTaBIMKOM 37IEKTPOHOB B [IBIXaTe/IbHOM IIeTN, IOfep>KUBAOLINM
TPAHCIIOPT Ka/IbIVs, KOMIIJIEKC BUTAMMHOB TPYTIEl B (TMaMuH, IMPUTOK-
CMH, INaHKOOATAMIH), THTAPHYI0 KUCTIOTY — AaHTUOKCU/IAHT, UHTEHCVBHBII
MOCTABIIMK 37IEKTPOHOB B [IbIXaTe/IbHOI 1€, MOALePKMBAIOIIYI0 TPAHC-
nopt KampluA. HecMOTpss Ha OTHOCKUTENTBHO JOOPOKaueCTBEHHBINI Xapak-
Tep 3ab0JIeBaHNA, BbIIIE IPYBeeHbI (OPMBI BPOXKIEHHBIX MUOTIATHUII C ObI-
CTPBIM IIPOTPECCUPOBAHMEM, TPUBOAAIIMM K 3HAUYNTE/TbBHOMY OT paHUYEHIIO
MOTOPHBIX (DYHKIIVIT, HAPYLICHNIO IbIXaHWSA 1 MUTAHWA, TPeOYIOMNM TIal-
JIMATVBHOY IOMOLII.



3. 3ABOJIEBAHUA HEPBHO-MbILUEYHbIX CUHAIMNCOB

,HaHHbIe AyTOMMMYHHbIE VI TEHETUYIECKNE 3ab0meBaHUs paccMaTpuBarOT-
CA B I'/TaB€ HEPBHO-MbIIIEIHbIX Hapr.IeHI/If;[, TaK KakK X KIMHNYIECKNE IIPO-
SABJIEHNA XapaKTEPU3YIOTCA CMaboCThIo U YTOMIAEMOCTDIO IIPN (bmr/mecxmx
Harpyskax. HpI/IBOJII/IM KIMHNYECKYI0 KTIaCCI/Iq)I/IKaLU/IIO MUACTCHUN:

I. TenepanusoBaHHBIe POPMBI
1. MyacTeHUsI HOBOPOX/IEHHBIX
2. BpOXK/IeHHAs] MUACTEHUSA
3. IOHOIIeCKasl MMACTEHM A
4. reHepanu3oBaHHasA MUACTEHNS B3POCIIBIX

I1. JlIokanbubie popMBI
1. rmasHas
2. rnoTouHo-nuLeBas (6ynpbapHas)
3. CKeIeTHO-MBIIIeYHAs

ITo xapakTepy TeueHNA

1. MMacTeHMYecKue SMU30/bI
2. MUAaCTeHNYeCKOe COCTOSHNE
3. mporpeccupyomias popma
4. 3mokavecTBeHHast popMa

3.1 MnacteHns HOBOPOXAEHHbIX
UAN TpaH3NTOpPHaA HeoHaTaNbHaA MMacTeHNA

MpuacTeHns HOBOPOXX/JEHHBIX MM TPAaH3UTOPHAas HEOHATabHASA MMa-
CTeHMs HabmiofaeTcss ImpuMepHO y 10% meTell, pO>KIEHHBIX OONbHBIMM
MHUACTeHUel XXeHIHaMI. MeXaHu3MOM ee PasBUTHUA ABIAETCSA IPOHUK-
HOBEHME OT MaTepy K IJIOfy aHTUTEN K alleTMIXOMMHOBBIM PeleITOPaM.
Knuuuueckue nposiBlneHns HabMIOZAIOTCA B MepBble CYTKU HOCTIE POXKJe-
HUA B BufAe AMGQY3HON MBIIIEYHON TMIOTOHUM, HapyLUIeHMeM COCaHMUs
U ITIOTAHUHA, TUIIOMUMUEN, NTO30M. PecniMpaTOpHBI AUCTpecc-CUHAPOM
MOXKeT MOTpe6OBaTh SKCTPEHHOI [BIXaTe/NbHON NMOAJEpXKKU. B ciyuae,
ecnu 3aboneBaHMe He IMAaTHOCTUPOBAHO y MaTepH, TpebyeTcs nuddepeH-
LMPOBATh JJAHHOE COCTOSIHME OT JPYIMX HEPBHO-MbIIIEYHbIX HAapyIIEeHNU
¢ paHHUM fie610TOM. CHMIITOMBI perpecCUpyIOT depes 4-6 HeJieNnb, OHAKO
B PeKMX CIydYasX BO3MOXKHBI PELVVBBI 3a00TeBaHM, pasBUTHE KOH-
TPaKTyp Ha pOHEe TUIOTOHNU MBIIII].
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3.2 BpoxpaeHHble MnacTeHN4YeCcKne CMHAPOMbI

9TO TeHeTNYeCKM eTePMUHMPOBaHHbIe 3a00/1eBanMs. Boigensor npe-
CUHAITHYeCKe PaCCTPOIICTBA — BPOXK/IEHHbIE MMACTEHNYECKIEe CYH/IPOMBbI
C 9MM30[aMIi AITHOD U CO CHIKEHVeM BbIOpOCa alje TU/IXOMMHA, Ay TOCOMHO-
peliecCUBHbIe, CBsI3aHHBIE C MyTaliMell reHa XONMMH-aleTunATpaHcdepassl.
YV nereit HaOMIOFAIOTCS SMM30/bI AITHOI, KaK IIPaBUIO Ha (OHE BUPYCHO
nHbeKuy, BO BTOPOM CIy4ae — CMMIITOMBI aTaKCcuy ¥ Hucrarma. [Jua-
THOCTMYECKM 3HAUYMMBIM ABIAETCA NEeKpeMeHTHbINl orBeT mpyu OHMI,
s¢dexTuBHAa Tepamus On0KaTopaMu XonmHecTepasbl. CHHANTHYECKNe
PacCTpOIICTBa — HEJOCTATOYHOCTb MEMOPAHHOI alleTU/IXOMMHICTEPA3bl,
AyTOCOMHO-pellecCBHOe 3abormeBaHle, MyTanus TIeHa, KOAUPYIOIIEro
KOJUTar€HOBBIN Y4aCTOK alleTVMIXOMMHAICTepasbl. [IposABisercsa TsoKenon
odTampMOIIErMell M TeHepann30BaHHON! MBINIEYHOI cmabocThio. [Ipn
CTUMY/IALMY HepBa BBIAB/IAETCS HMOBTOPAIOIINIICA M JeKPEeMEHTHBIIT OT-
BeT. IlocTcMHanTHMYecKMe paccTpPOCTBA CBA3AHBI C HEJOCTAaTOYHOCTBHIO
perieniTopoB. MyTaijus TeHOB CyODbefUHNL alleTUIXOMNHOBBIX PELeNTO-
POB BBI3BIBAET ayTOCOMHO-PeLieCCHBHOE 3a00/IeBaHNe C PAHHUM [e6I0TOM,
BBIPQ)XEHHBIMU KIMHUYECKMMHU IPOSIBIeHMAMYU (0(TanbMOIIETUs, MbI-
IeyHas c1ab0CTb), BeAYIMMY K MHBAIUAU3ALMNA. AHOMAINY KIHETUKA
peLenTopoB (CMHAPOM MeJIeHHbIX KaHAJIOB, CUHAPOM OBICTPBIX KAHATIOB),
KaK IIPaBUJIO, Ay TOCOMHO-JOMUHAHTHbIE 3a00/IeBaHNsI, C PA3IMYHBIMU MY-
tanyusamu. J[e6rT B e TCKOM BO3PACTe € IOKa/IbHOI C7Tab0CThIO MBIIII] LIEY,
JIONIATOYHBIX ¥ mpepmtednit. Onucansl u Apyrue ¢GopMmbl (HeZOCTaTOY-
HOCTb MeMOPaHHOTO paIC/HA, HATPUEBBIX KAHAJIOB, MBILIIEYHOI peLieTITOp-
HOJI TYPO3MHKIHA3BI), IIPY KOTOPBIX MBIIIeYHas C1ab0CTh COYETAETCS C pe-
CIMPATOPHBIMM HAPYLUIEHUAMH, OYTbOAPHBIMU PACCTPOIICTBAMI, ITO30M.

3.3 IOBeHunbHaA MnacTeHuns

Yacrora 3aboneBanusa 0,5 va 100000. ITaroreHeTnyeckas ocCHOBa 3a-
0onmeBaHMsI — CBsA3bIBaHNE AHTUTENTAMM alleTMIXOMMHOBBIX PeLeTOPOB
MOCTCUHANTIYECKMX MeMOpaH Mpiuill. 3aboneBaHye MMeeT HaC/IeoCTBeH-
HYIO NIpeipaclooXKeHHOCTD, JoKa3aHa cBA3b ¢ HLAB3,B8. Ponb Tumyca,
KaK MeCT IPOAYKLUMY aHTUTEeN K al[eTUIXOMMHECTEPA3HbIM pelleliTopaM,
00BACHAETCS AHTUTEHHON OOLIHOCTHIO JAHHBIX PELENITOPOB 1 KJIETOK BU-
JIOUKOBOII Kemme3pl. [le60T 3ab60meBaHus HAOMOfAeTCS B BO3pacTe CTaplie
12 MmecsiLeB, Kak paBuio, B 7-10 net. Yaie 60/€0T M11ia )XEHCKOTO MOa.
OTnMYNTebHON YePTOJ MBIIIEYHON C/1abOCTY IPU MUACTEHUM SIBIISIETCS
ee HapaCTaHMe IOC/Ie HarPy3Ky, Kak B PabOTAIMX, TAK ¥ B MHTAKTHBIX
Mbimax. Havano 3a6omeBannsa MOXKeT ObITh IOCTENIEHHBIM UM BHE3all-
HBIM, OJJHAaKO, [/Is1 IeTeil XapaKTepPHO MOHOCKMIITOMHOCTS. Yalie Hab/i0-



flaeTCs MTO3, JUIUIONN A, OTpaHMYeHNe 06beMa ITTa3HbIX A6MoK. TunnyHas
cmabocTh MUMMYECKON, TIOTOYHON MYCKY/IaTypBl, KeBAaTEeTbHBIX MBIIII]
u sA3bIKa. [l JeTCKOTo BO3pacTa XapaKTepHa TeHepaamsalys Mpoliecca,
nporpeccupytomiee TedeHue. I[lo JaHHBIM pasIMYHBIX ABTOPOB TONBKO 12-
20% meTelt MMEIOT JTOKa/IbHbIEe (POPMBI MUACTeHNUM. PaHHee opajkeHne Jbl-
XaTeJIbHOI MYCKY/IaTyPBI TPeOyeT HeOTIOXHOII TIOMOII .

JInarHos MuacTeHUM MOATBEPXKAETCA MpobaMi, C IPUMEHEHNEM aH-
TUXOJIMHICTEPA3HBIX IperapaToB (HEOCTUTMUH), JAHHBIMU 3/EKTPOMMO-
rpaduu (MHTepallMOHHAs CTUMYJIALMA HePBa CO CHIDKEHMEM aMIIIMTY b
OTBeTa), OIIpefie/leHNeM aHTUTE K alle TUIXOMMHOBBIM pellenTopaM (Ioo-
XKUTeNbHBI y 60-80% metett). [l yTOYHeHN I XapaKTepa IOpajkeHN st TUMY-
ca IPOBOAMTCSA Ty4yeBas JUArHOCTHKA.

Jledenme MmacTeHMM Y JieTeil MpefIonaraeT co4eTaHue MefMKaMeH-
TO3HBIX METOJMK — y/Iy4llleH}ie HePBHO-MBILIEYHOI IIPOBOSVIMOCTH C IIPU-
MeHeHMeM 0/10KaTOPOB XOMMHACTEPa3bl, KOPTUKOCTEPOUIbI, UMMYHOTEpa-
U0 KOPOTKMMM KypcaMu (a3aTHONPKH), BHYTPUBEHHOE BBEJleHNE IMMY-
HOIJIOOY/IMHA U METOJbI 9KCTPAKOPIIOPaNIbHOI leToKcuKanuu (mnasmade-
pes). OnepaTuBHOe JledeHMe TPUMEHAETCS Y IeTell C TsAXKeNbIM TedeHNeM
MIUACTEHUY, HaJIM4JieM TMOMBI, HEIIEPEHOCUMOCTDbIO AaHTUXOMMHICTEPa3-
HBIX IIpenapaToB. [IokasaHo, 4YTO TMMIKTOMNSA MOBBIIIAET YACTOTY peMIIC-
cun 1o 60-80%, 0cO6EHHO P ee paHHEM IIPOBENECHNN.

Takum 06pasoM, MMAcCTeHUA y JeTell SABIACTCA HMPOTPECCHPYIONINM
3aboneBanneM. KoHcepBaTMBHOe /ledeHNMe BO3MOXHO B aMOY/IaTOpPHO-
HOMUKIMHUYIECKNX YCTOBUAX, OFHAKO HEOOXOAMMO YUNTBIBATh, YTO BO3-
MOYXHBI HEOT/IO)KHbBIE COCTOSHUA — XOMMHEPTUYeCKNUI ¥ MUAacTeHn9ecKue
KpU3bI, Tpebylolue SKCTPEHHOI TOCIUTAIN3auNu. XOMMHEePrUYecKuit
KpU3 CBSI3aH C M3OBITOYHBIM XOTMHEPTUYECKMM BO3JIeiiCTBIEM (Jallle TTe-
pefo3MpOBKa AHHTMXOIMHICTEPAsHbIX IIpernaparoB). XOMMHEPrUYeCKui
KPU3 Pa3BMBAETCsA B TeUEHME HECKONbKMX CYTOK, TUIIMYHBI PaclMUKyIAP-
Hble TIOflepIMBaHusA, OpaguKapans, 67IefHOCTb KOXKHBIX OKPOBOB, MIO3,
IICUXOMOTOPHOE BO30Y>K7eHMe, TUIIepCaNNBIUA, JUapes, HapyLIeHNe Jbl-
xaHus, cygoporu. I[lanyenta Heo6XOAMMO FOCIUTANN3NPOBaTh. HeoTmox-
Has MOMOIIb 3aK/TI09aeTCA B OTMEHe aHTUXONMHICTePA3HbIX IIPeraparos,
BBEJIeHNM aTPOIMHA, IPOTUBOCYJOPOKHBIX IIPEIapaToB ¥ MeXaHUYeCKOIi
BEeHTU/IALMM JIETKUX. MMacTeHn4ecKuii Kpus BO3HMKAET IIPY HU3KOII [jo03e
AHTUXO/NMHAICTEPA3HBIX IpernapaToB. DTO BHE3aIlHO pasBUBIIeecAd KpU-
TUYECKOe COCTOSIHME y OONbHBIX MMACTeHMUell, KOTOpOe CBUJETENbCTBYET
He TOJIbKO O KOJIMYECTBEHHOM, HO 1 O Ka4eCTBEHHOM M3MEHEHNUM XapakK-
Tepa mporecca. IlaTorenes kpusa cBsA3aH C yMeHbIIEHNEM INIOTHOCTH XO-
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JIMHOPELENITOPOB ITOCTCUHAITIYECKOI MeMOPaHbI BCIIEICTBIE KOMITTIEMEHT
OIIOCPEOBAaHHOTO UX PaspyILIEHMs U C U3MEHeHUeM QYHKIIVIOHAIBHOTO CO-
CTOAHMS OCTaBIIMXCS PELeNITOPOB M MOHHBIX KaHajoB. Tskenble TeHepa-
JIM30BaHHbIE MMACTEHNYECKIE KPU3bI MIPOABIAIOTCA Pas3IMYHOl CTENEHbIO
YTHETeHU s CO3HaHM I, BIPa>KeHHBIMM OY/IbOapHBIMYU HapYLIIEHV MM, Hapac-
TAIOIIell IbIXaTeNbHOI HEOCTaTOYHOCTDIO, Pe3KOil CTabOCTbIO CKeNeTHO
MYCKY/IaTypbl. PaccTpoiicTBa IbIXaHN A HEYK/IOHHO IPOIPeCCUPYIOT Ha IIPO-
TSKEHUM YacoB, MHOT/la — MUHYT. BHavasie IpIXaHMe CTAHOBUTCS YacTBIM,
IIOBEPXHOCTHBIM, C BK/IIOUEHMEM BCIIOMOTaTeIbHbIX MBIIILI, 3aTe€M — PEJKIM,
IPEpPBLIBUCTBIM. B manbHelimeM pasBuBaeTcs sABJIEHUE TUIIOKCUN C TUIIEpe-
M€t NI, CMeHsoMelics aHo30M. [TosBAeTCs TpeBora, BO3OyKieHue.
PasBuBaercs gBUraTesIbHOE 6ECIOKOIICTBO, 3aTE€M TIOTTHA s OCTAHOBKA JIbIXa-
HUA, CIYTAaHHOCTD U yTpaTa cosHaHM:A. Hapyiienue cepgeyHo-cocyancTon
[eATEIbHOCTU B MOMEHT KPM3a BbIpa)KaeTCs y4dallleHMeM I1yibca fo 150-180
B MUHYTY 1 nosbieHueM AJl o 200 MM. pT. cT. B ganbHeliiem faBieHne
MIOHIYKAETCS, Ty/IbC CTAHOBUTCS BHAYajle HAIIPsOKEHHBIM, 3aTeM apUTMMY-
HBIM, PEIKUM, HUTEBUTHBIM. YCUINMBAIOTCA BeTeTaTUBHbIE CMMIITOMBI — Ca-
nMUBaLyA, IOToOTAeNneH e, [Ipy KpariHell cTeleHN TAXKeCTH IOTepsl CO3HA-
HIIS COTIPOBOXK/AETCS HEIIPOU3BOIbHBIM MOYEUCITYCKaHMeM U fiedeKalyeit.
ITpu Ts>xenpIX MMACTEHNYECKMX KPM3aX PasBUBAIOTCA ABIEHNA TUIIOKCHYe-
CKOJ1 9HIIe(aIonaTny ¢ MOsBIeHeM MMPAMITHOI CMMITOMATUKY (CUMMe-
TPUYHOE IOBBILIEHNE CYXOKUIbHBIX pedIeKcoB, MOsBIeHNE TaToNornYe-
CKVIX CTOITHBIX 3HAKOB).

JIeyeHue Kpu3oB

ITo coBpeMeHHBIM TPeACTABICHUAM, TaTOPN3NONOTNYECKIe MeXaHN3-
MBI Pa3BUTHA KPU3OB IIPY MUACTEHNUM CBA3AHBI C Pa3TNYHBIMY BapMaHTAMU
U3MEHeHUA IVIOTHOCTU ¥ (YHKIIMOHATBHOTO COCTOSHMS XOMMHOPELENTO-
POB BCJIEICTBME UX ayTOMMMYHHOTO ITOpa>keHMs. B COOTBETCTBUU C 3TUM,
JledeHye KPU3OB TO/KHO OBITh HAIpaBIeHO HAa KOMIICHCAIINIO HapyLICHNUI
HEpPBHO-MBIIIEYHON IepeflauM ¥ KOPPeKIVMI0 MMMYHHBIX PacCTPONCTB.
PasBuTie KpU30B B KayecTBe IIEPBOTO MEPOIPUATHSA MpeAIIonaraeT Heob-
XOIMMOCTD 0becIiedeH s afileKBaTHOTO IbIXaHMs ¢ nmomouibio VIBJI. Bompoc
o0 mepeBofie ManueHTa Ha VIBJI pemraeTca Ha OCHOBaHMM JAHHBIX KJIMHIYe-
CKOJT KapTUHBI (HapyIlIeH)e PUTMa U ITTyOMHBI IbIXaHV, [[aHO3, BO30OYX-
JleHMe, TIOTepsI CO3HAHMNA, yYacTye B JbIXaHMY BCIIOMOTaTeIbHOI MYCKY/Ia-
TYpbl, U3MEHEHNe BeIMYMHBI 3pAaYKOB, OTCYTCTBME peaKl[My Ha BBeJeHNe
aHTUXOMMHICTEPAasHBIX NIPEIapaToB), a TaK>Ke 0OBEKTUBHBIX ITOKa3aTerIelt,
OTpa)KaIOIIMX Ia30BbIil COCTaB KPOBY, HACBIIEHNUE TeMOITIOOMHA KUCIOPO-
IOM, KMCTIOTHO-OCHOBHOE COCTOsIHME. B mepuoy mpoBefieHns MCKYCCTBEH-



HOJI BEeHTU/IALIMM JIETKMX ITOTHOCTBIO MCK/II0YAETCs BBEfleHNe AaHTUXO/MNHI-
CTepa3HbIX IpenapartoB. Yepes 16 - 24 yaca noce Havana VIBJI, mpu ycnosun
MUKBUJALVMY KIMHMYECKUX CYMIITOMOB XOMTMHEPIMYECKOTO MM CMelIaH-
HOTO KPM30B, CIeflyeT IPOBECTU MpoOy ¢ BBeleHMEM KaluMMHa-¢popTe
uny nposepuHa. IIpy monoxmurenbHOM peakuyy Ha BBefleHMEe KalMMMHA-
¢dopTe unu mposeprHa MoXxHO mpepsarb VIBJI 1, ybeguBImuCch B BO3MOX-
HOCTH aJIeKBaTHOTO JIbIXaHM s, TlepeBecTy G0IbHOTO Ha PUeM MepOpanTbHbIX
AHTUXONMHICTEPASHBIX ITpenapaToB. [Ipy oTCYyTCTBUM MONOXXUTENTBLHON pe-
aKI[MJ Ha BBefleHNe aHTMXOIMHACTEPasHBIX NIPeHapaToB He0OXOUMO Ipo-
momxuthb VIBJI, moBTOpss npoby ¢ BBefieHNeM KaluMyHa-(opTe UK Ipo-
3epMHa 4epes Kaxkzble 24-36 4acos.

Hanbonee adpdexTuBHBIM Te4eOHBIM MEPOIPUATUEM IIPU PasBUTUA
MMACTEHNYECKUX VM XOMMHEPIUIeCKUX KPU30B SIBJISETCS IpOBefieH1e 06-
MeHHoOro Iasmadepesa. Merop masmadepesa OCHOBaH Ha 3a60pe KpOBI
U3 JIOKTEBOII MIIV OffHOI 113 LIEeHTPAIbHBIX BEH C MOCTIEAYOMNM LeHTpudy-
TUpOBaHUEM ee, OTAe/leHneM (POPMEHHBIX 9/IEMEHTOB U 3aMEHOI I/Ia3Mbl
7160 Ha JOHOPCKYI0, 1160 Ha CKYCCTBEHHYIO I/Ia3My. DTa IpoLefypa Ipu-
BOZUT K OBICTPOMY — MHOT/IA B TeYeHVe HEeCKOMBKIX YACcOB — Y/IyULIEHNIO
cocrostHus 60mbHBIX. [IpOTHBONOKa3aHMeEM K IPMMEHEHNUI0 asMadepesa
SIB/ISIETCSI HA/IM4le THeBMOHUM WM APYTUX BOCIATUTEIbHBIX IPOLIECCOB.
VIMMYHOI/IOOY/IMHBI TPV BHYTPUBEHHOM BBEJEHUM MOI'YT BBISBIBATH ObI-
CTpOe BpeMeHHOe ylydlleHue TedeHus MuacTeHnu. CrefyeT OTMETHUTD,
YTO YaCTO JICIONb3yeMble B K/IIMHNYECKOI IPaKTUKe Ipernapars (aHTubak-
TepuanbHble — AMMHOITIMKIO3WADIL, (PTOPXMHONOHDI, aMINLVUINH, 3PU-
TPOMMIVH, TeTPALMK/IMHBL, XOMMHOOIOKATOPBI, BepallaMuI, IIperapaTsl
MarHus, 6eH30/Ma3eNNHbl, TPUIUK/INYeCKIe aHTUEIIPECCAaHbITHI, MIOpe-
JIAKCAHTBI Y PEHTTeHOKOHTPACTHBIE BELeCTBA) MOTYT IIPUBECTH K YXY/LiIe-
HUIO COCTOSIHMS GONBHOTO MuacteHyeil. K yXyAIIeHNo COCTOSAHUS JeTeil
MOTYT IIPUBECTY NHCOALST, PU3NYeCKe HArPy3KIL.

4. MMOTOHUYECKUE 3ABOJIEBAHUA

MuortoHnst — 0coboe COCTOSHME MBIIIL, KOTOpOe CBOAUTCA K TOMY,
YTO MBIIIIA, TPUIIEAIIas B COCTOAHUE COKpallleHus, He paccmabmisercs,
a 3aTeM pacciabieHne IPOUCXOAUT Ype3BbIYAITHO MeJJIeHHO. SIB/IeHue aTo
Jalle Hab/TIOfIaeTCs B IIOMIEPEYHOIIONIOCATON MYCKYIaType, HO MOXKET UMETb
MECTO U B ITIAZIKOI MYCKY/IaType.
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4.1 MnoToHuuyeckas guctpodus (6onesHb LtenHepa)

Muotonnyeckas puctpodus (6omesun IlreitHepa) — BcTpevaeTcs
110 JAHHBIM Pa3INYHbIX aBTOPOB OT 2,5 fo 13,3 Ha 100000 >XxuBBIX HO-
BOpOXZeHHBIX. ['en mokanusoBan 19q13.2-ql13.3, mpoTenH — MUOTOHUH-
HpoTenHKIHa3a. TUI HacTleloBaHM I — @y TOCOMHO-TOMMHAHTHBIIL. [le610T
B JIETCKOM BO3pacTe, OJTHAKO IpOrpeccupoBaHie 3aboneBaHms Habmona-
€TCsl Ha BTOPOM JIeCATUIETUY XU3HU.

KnnHnveckre mposiBleHMUs IPeACTaBIAIT co0O0Jl couyeTaHNMe MUO-
TOHMM, MUOIATUY, KapMaIbHBIX HapYLIeHNUI, SHTOKPUHHBIX, BereTa-
TUBHBIX PaCCTPOIICTB U MIOpaXkeHM s I71as3 (KaTapakTa). [lepBble mpossie-
HUA - MUOTOHMYECKUII CTIa3M (3aTpyHEeHMe paccinabIeHNsA MBIIII HOCTIe
PE3KOTro COKpallleHN ), CUMITOM MUOTOHUYECKOTO «POBMKa», Hanboee
OTYET/INBO BBLAB/IAEMBII Ha 1e/IbTOBYU/IHOI MBIIIILe, MYCKY/IAaType A3bIKa.
Bo3Mo)xHO OTcTaBaHMe B IICUXOMOTOPHOM Pa3BUTMI, B JalbHeNIIeM —
MHTE/IEKTYaIbHBI AeduIuT. 3aTeM HapacTaeT MBbIIIEYHas CTaboCTb
u arpodus, MaKCHMAaTbHO BBIPa)KeHHas B MUMMUYECKON MYCKYIaTy-
pe, XeBaTe/lbHbIX, BUCOYHBIX U TPYJUHHO- KITIOYMYHO- COCLEBUIHBIX
MBIIILAX. 3aTeM BOBJEKAIOTCA MBIIIIBI KOHEUHOCTell (MedenydeBas
U nepoHeanbHble). [Ty6okue pedieKchl CHMKAIOTCSA U MOCTENIEHHO Pas-
BuBaeTcsA apedexcus. [TopaxkeHne IIaKoil MYCKY/IATypbl HPOsABIACT-
Cs B HapyIIEHUM MOTOPHON (PYHKI[MU >KeNyJOYHO-KUIIEYHOTO TPaKTa.
OHIOKPMHHBIE PAcCTPONCTBAa IpPeACTAaBIeHbl HapylleHHeM CeKpelun
COMATOTPOITHOTO TOPMOHA, TMIIOTOHAIM3MOM, TuIepuHCyInHemueit. Ce-
PbE3HBIMM COCTOSAHMAMM ABIATCA IOPAKEHUA ABIXaTeNbHON MYCKY-
JATypbl M BBICOKUI PUCK aCIMPALMOHHBIX OCTOXXHEHMI, TUIIePCOMHNA
1 aIlHO? BO CHe, @ TaK JKe HApYIIeHM A Cep/IedHOTO PUTMA, YTO MOXKET IIPI-
BECTH K BHE3aITHOI CMepPTH.

JIMarHocTMKa OCHOBAaHa Ha JJAHHBIX MOJIEKY/IAPHO-TeHeTNIEeCKOTO
UCCTIe[OBaHMs, 9MeKTpoMuorpaduu. Perncrpupyercss MUOTOHMYECKOE
mocyefieficTBMe: HU3KOAMIUIMTYZHAsA, BBICOKOYACTOTHAs 3/eKTpUye-
CKas aKTMBHOCTD B Te4eHNe IJINTeIbHOTO BpeMeH! Moc/le IIPpeKpalieH N A
IPOM3BOILHOTO MBIIIEYHOTO COKPAIleHNA C MeJIJIeHHBIM IOCTeIleHHbIM
yracanueM. [Tpu uronpuaroit DMI perncTpupyercs moBblLIeHHAS BO30Y-
AVIMOCTDb MBIIIEYHBIX BOJIOKOH — CepusA IMOTEHI[MAJIOB [Ie/ICTBMA OfiMHA-
KOBOJI aMIUINTYZIbI B OTBET Ha BBefleHNUe 97eKTpoyia. B nuarnocTuyeckn
TPYAHBIX Cny4asx (Opu nposefeHuu nuddepeHUNaTbHOTO [UATHO3A
C HepBMYHO MMOTEHHBIMM HapyUIEHUAMMU) HEOOXONMMO MCCIeflOBaHMe
ypoBHs kpeaTnH(OCHOKMHAZH MM OMOTICHUS MBILIIL].



Hetu ¢ pucTpodudeckoil MMOTOHNUEN HOKHBI HAOTIONATbCA Kapano-
JIOTOM C €X€TOZHBIM BBINOTHEHMEM XOJITEPOBCKOTO MOHUTOPMPOBAHMA
C IIebI0 BBIABJIEHMA HapyIIEHMII CepHeYHON IPOBOAMMOCTHU, SHIOKPU-
HOJIOTOM — MCCIE[JOBaHMEe YPOBHA ITIIOKO3bl M CONEP>KaHMA TIMKO3UIIU-
POBaHHOTO TeMOITIOOMHA [/ PaHHEro BbIABIEHMs Amabera. IlalueHTHI
[lepecTaloT CaMOCTOATENbHO XOAUTb B CTaplieM BospacTe (depe3 20-30
JIeT OT Havasa 3a6oJeBaHMA), Ha TPOTO/DKNUTETBHOCTD XXUSHN BIUAIOT pe-
CIMpaTopHble NHPEKINH, TbIXaTelbHasA HeJOCTATOUHOCTD MU CEPHIedHO-
COCYIVCTbIE HapyIIeHN.

4.2 BpoxpgeHHaA MUOTOHUA

9T0 3ab0neBaHNus, CBSI3aHHBIE C HapyLIeHMEeM pabOTbI XIOPHBIX Ka-
HA/lOB C ayTOCOMHO-HOMMHAHTHBIM (6o7me3Hbp TomceHa) M ayTOCOMHO-
peliecCHBHBIM TUIIOM Hac/menoBaHus (bonesHpb bekkepa).

Bpoxxpiennaa MmotoHmss TomceHa BcTpeuaercss ¢ dacroroir 0,7-0,7
Ha 100000. T'er 5q12.2-q13, nmuija My>CKOro Imosa 60Jel0T B TPY pasa dalle.
Jle6loTupyeT B MIajieHYeCKOM Bo3pacTe. [lepBble MpM3HAKM OOBIYHO pac-
LEHNBAIOTCA KaK 3ajJlep)kKa MOTOpHOro passuTusA. HabmiomaeTcs cko-
BaHHOCTD B IOKOE, JICUes3aolas Py ABIDKEHNAX, O0Te3HEeHHbIe CIIa3Mbl
MKPOHOXHBIX MBIIII, YCUIMBAIOIMECA IPY IepeoxiakKAeHuu. BoipakeHbl
MIOTOHMYeCKNe (PeHOMEHBI — TOBBIIIEHHA s MeXaHIYecKas BO30yAMOCTD
(«pOBUK» IIpM MEPKYCCUM MYCKYIATypbl). B pesynbrate IIUTeTbHOTO MbI-
IIEYHOTO COKpAIleHUs MalMieHTOB pasBMBAETCSA TUIEPTPO(UA MBIIII.
Teuyenne 3aboneBaHUsA MeIJIEHHO Iporpeccupylomiee. BuTanbHbIl mpo-
THO3 O/IaTONPUATHBII, A7 afallTalluy AeTell BaXKHa IpaBUIbHAsA Ipodec-
CHOHa/IbHAA OpMeHTaluA. BpoxenHas muoronus bekkepa BcTpedaercs
Jallle, 4eM JOMMHaHTHasA GopMa U XapaKTepUSYeTCs TSAXKENTbIM TeUeHMEM.
3aboreBaHNe HAYMHAETCS B BO3pacTe oT 3 1o 12 yeT. MblleyHast CKOBaH-
HOCTb BBbIPa)keHa, CONMPOBOX/AETCA CMabOCTbIO, HAOTIONAIOTCA JUCTAIIb-
Hble aTpodu, KOTOPble MOTYT COYETATHCA C TUIIEPTPOdUeil.

[Tpu neveHNM MMOTOHMYECKUX CIIA3MOB UCIIONb3YIOTCA aHTUIIApabyo-
TUKU (XMHUH, IMdeHNrH, HUQUANINH, XIOPUJ] WIN TTIOKOHAT Ka/lbIud,
HOBOKaMHaMuj). BoamoxxHo mpumeHeHme guaxap6a. MekcuaeTuH, mpe-
mapaT A JIeYeHMA SKCTPACUCTONUY, NPUMEHAETCA OrpaHMYEHO WU3-33
BBIP@)KEHHOTO MHOTPOIHOro a¢ddexra. TokaMHUA B HETCKON IpaKTUKe
He IpMMeHseTcs (IIpenapaT A Je4YeHMs HapyLIeHWUT CepfedIHOro PUT-
Ma, 06/TaflaeT TOKCUYHOCTBIO B OTHOLIEHNM KOCTHOMO3TOBOTO KPOBETBO-
penus). [Ipu guctpodudeckoir MMOTOHMM ONMCAHO IMpPUMeHeHMe aHabo-
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JMYeCKUX CTepOMIHBIX TOpMOHOB. (Pu3MOTepameBTHYECKNME METOLUKM
MO3BOJIAIOT YMEHBIIUTb BBIPAXKEHHOCTb CIIa3MOB (aMIIIUITYIbCOOpes
C MMAOKaNHOM). BoIbHBIM MUOTOHUEI He TT0Ka3aHo yIoTpebieHne 60/b-
MIMX KOTMYeCTB KaTNiicofiep>KaluX MpofyKToB (Kypara, KapTodenb, dep-
HOCJIVB) U IIpeNaparoB KaJus, IepeoxaaxKaeHne u Gpusndeckue HarpysKu.
C OCTOpPOXXHOCTBIO CIeflyeT HPOBOAUTH HAPKO3, CUMIITOMBI MMOTOHUM
MOTYT HapacTaTh IPU UCIONb30BAaHUN KanuiicOeperaiomux 1y peTmKos,
Kayus, 6eTa-aipeHO6I0KaTOPOB I IIPENapaToB, CHIDKAIOLINX YPOBEHb XO-
JIeCTepyHA B KPOBIL.

YuuTbIBasA, YTO HEPBHO-MBIIIEUHble 3a00/MEBAaHUsA MMEIOT HepenKo
CXOJIHBIE K/IIMHMYECKIe MPOsABIeHNs (MBIIIEYHYIO CTaG0CTb, TUIOTOHUIO,
orpaHindeHye o0'beMa aKTUBHBIX IBIDKEHNUIT 11 BTOPUYHbIE CKeJIETHDIE Jie-
dopmanyn) u TpebynT AuPepeHnNaNnbHON AUATHOCTUKM, MPUBORAUM
OCHOBHBIE IPUYIHBI Pa3BUTHS CUHAPOMA MBIIIEYHON TUIIOTOHNY Y AeTell
(o cxeme Dubowitz, 1995). B Tabnuue 2 npuBefeHbl OCHOBHbIE 3a60/1eBa-
HSL Y leTell, IPOTeKaIye C CUHAPOMOM MBIIIEYHO TUITOTOHNIL.

Tabnuya 2

OcHoOBHbBIE [UaTHOCTUYECKIE
KpUTEpUn

3aboneBanns

CruHa/bHBIE MbIIIEYHBIE aTPOUN
® Bosnesus Bepapuura-Topdmana

® XpoHMYecKe CIHaIbHbIE
MBlIIeYHBIe ATpodun

® CMA c pecnipaTOpHbIM
IMCTPecc-CUHAPOMOM

® Penxue Gpopmbl ( C apTpOrpuUIIO30M,
MHO>KeCTBEHHBIMI TIepeJIOMaMIL,
HOHTOIIepebe/ I PHOI TUITOIIIA3Melt)

KimHmndeckne ocob6eHHOCTI —
IpU3HAKY Neprdepuieckoro
Iapajnga, OTCy TCTBUE YyBCTBUTENb-
HBIX paCCTPOUCTB, HOPMa/IbHOE NHTE/I-
JIeKTya/IbHOE PasBUTIE

Kpurepun guarsosa:

1. OMI - yBennyeHne napaMeTpoB
MIOTEHITNAJIOB IBUTATeIbHBIX eVHNII,
CIIOHTAaHHAA AKTUBHOCTD — HOTEHIIA-
el hacuKymAnnii, GUOPMIIIAL Mt

U IIOJIOXKUTE/NbHBIX OCTPhIX BOJIH.
CKOpOCTM TPOBEJIeHN A IT0 MOTOP-
HBIM U CEHCOPHBIM HEePBaM B HOpMe,
aMIIUTYAB. M-OTBETOB MOTYT OBITH
CHIVDKeHBI. F-BOTHBI — 4yacTo BCTpeya-
I0TCs IOBTOPHbIE, TUTAHTCKIE OTBETHI
u BpinazieHnA F-BomH.

2. IHK-gunarnoctuka

3. Broricust MbIIIITbI
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3aboneBaHus

OcHOBHbBIE IMaTHOCTUYECKIIE KPUTE-
pun

Bpox/ieHHbIe MbILIIeYHbIe [UCTpOduM (He-
JZOCTATOYHOCTD JAMUHNHA-anbha2, 6071e3Hb
Dyxyambl, Yokepa, Yibpuxa)

MblmeyHast c1aboCcTh U TUIIOTOHUA

C POXKJIeHM A, paHHME KOHTPAKTYPHI,
HOpManbHBI ypoBerb KOK, nuarHos
IO/ TBEP>K/JAeTCA TUCTONOIMYECKN

IIporpeccupyromue
MBIIIEYHbIE JUCTPOGUN

Knuundeckie 0co6eHHOCTH — IICEB-
morunepTpoduu, nporpeccupyonas
MBIIIeYHas CTab0CTh

Kpurepun nuarsosa:

1. OMI - usMeHeHUe ITOTEHIAIOB
IBUTATe/IbHBIX eVIHNLL

[0 IEPBUYHO-MBILIEYHOMY THUITY, CIIOH-
TaHHas1 aKTUBHOCTD

(pmbpuIALIIL, TOTOKUTENTBHBIX
OCTPBIX BOJIH).

2. ITosbimenne yposua KOK

3. IHK-gnarsocTmnka

Bpoxpennas
MUOTOHMYECKAS JUCTPOGUS

MHo>XecTBeHHbIE BPOXK/IEHHbIE KOH-
TPaKTyPBl, IbIXaTe/bHbIe PacCTPOIi-
CTBA, MUOTOHNYECKUIT KOMIIOHEHT,
TunuYHble n3MeHeHnss IMI (Mmuoro-
HUYEeCKIIT paspsp)

c4-5 et

Bpoxpennpie
CTPYKTypHBIE MUOIIATUY

Knnnndeckye 0co6eHHOCTH —
coyeTaHue HelTPOTpeccupyIloeit/Mes-
JICHHO ITPOT'PecCHpYIoLeit

MBIIIEYHON C1abOCTI U TUTIOTOHUM
MBI C KapAMaIbHBIMU HAPYLIIEHN A~
MIL, JIbIXaTeTbHBIMY PACCTPOVICTBAMM,
medopManmAMU CKeTeTa

Kpurepun nuarsosa:

1. OMI - nepBUYHO-MUOTEHHBI
XapaKTep IMOpaKeHNs

2. KOK B HOpMe Ui TOBBIIIEHA

3. Broricmst MbIIIIb
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3aboneBaHus

OcHOBHbIE AVMATHOCTUYECKNIE KPUTEPUN

Bpoxne}maﬂ I HCOHaTa/IbHAA
MMACTEHUA

HeonaTabHbli1 1e610T, HapyILIEeHNE [TT0Ta-
HMA U COCaHMA, [JbIXaTeIbHbIE PACCTPOII-
crBa. MonekynsapHo-reHeTn4ecKas jua-
THOCTHUKA

Bpoxnennbie HeBpomaTumn

JleMyenMHU3UpYIOMUe 3a00TeBAHNUA C
HeOHATa/IbHBIM [1e6I0TOM, BPOXKAEHHOI
TUIOTOHMEN, epudeprdecKIM MapaaidoM,
MBILIEYHBIMY ATPODIAMI I HapyLIeHIeM
IBIXaHMA. BpoxJieHHaA ceHcopHasA HeBpOIa-
THS IPOSABTISIETCA OTCYTCTBIEM 6OTIeBOI

U TeMIIePaTyPHOI YyBCTBUTENBHOCTI

[lepmnaranpHoe nopakenue [JTHC
(aronnmueckas popma JJIIIT)

JlaHHbIE TEpUHATANIBHOTO
aHaMHe3a, HelipoBusyanusauuu, IMI

Hapyurennsa Metabonusma

AMMHOAUAYpUS,
OpraHMYecKMe alumypun

MuToxoHApHanbHbIEe 60TIe3HN

ITepokcucomHbIe 601e3HN

Hapyenne rmmko3suanpoBaHms

buoxnumnyeckas u JHK guarnoctuka

Yposenb nakrara/nupysara, OMI, CCBII

Buoxumuyeckas (CHM>KeHe aKTUBHOCTH
(epMeHTOB U MOBBIIIEHNE JIIMHHOLeII0Yey-
HBIX XM PHBIX KUCTIOT

B mnasme), IHK guarnocTuka,

610TICKA [TeYeHN

Knunnveckne nposABieHNsa — MUOTIATUNI

UM MyIBTUCUCTEMHbIE aHOMaMUN. JJnarHos
- M30971eKTprYecKoe (POKYCHPOBaHIIE ChIBO-
potounororpancdeppuna. MPT-rumontasms
Mo3keuka u ctBona. IHK-guarnoctmka.

JerenepatuBHble 3aboneBaHus (1eii-
KopucTpondum)

Knumandeckne nposBIeHN B COYETAHNN C
[aHHBIMI HeIPOBU3YaIU3aL UYL, OMOXIIMU-
veckont u JHK-guaruoctuku
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3aboneBaHusa

OcHoBHbIE AVAaTHOCTUYECKVIE KPUTEPUN

XpomocomHble 601e3HN
(cuuppom [layna, Ilpanepa-Busnn)

Tunnyusle GpeHOTUNINYECKNUE IPOABICHNUA
B COYETAHUM C IUTOTEHETUYECKUM METOIOM

Hapymenne nuranns
U 9HJJOKPMHHbIE PACCTPONCTBA

Knuunko-n1abopaTopHble JaHHbIE

3aboneBaHus
COEeIMTHUTENbHOV TKaHU

KnnHnveckue, 51eKTpodusnonornyeckme
(9KT, OSMT') u ny4deBble METOMbI JUATHOCTHU-
ku (9XoKT)

Takum obpasoM, aTnonornyeckue GakTOpsl, IPUBOAIIINE K CXOTHOI
KJIMHIYEeCKOI KapTHHe, KpaliHe BapnabeTbHbl, OCHOBHBIMIU METOIAMU [~
aTHOCTMKMY SIBJISIIOTCS 97eKTPOGU3NOIOTNIeCKe, OMOXUMIYECKNE Y MO-
JIEKY/LIPHO-TeHeTNYeCKMe UCCIeIOBAHUA. YUUTHIBAsA OCOOCHHOCTH Tede-
HUs HEePBHO-MBIIIEYHBIX 3a00/IeBaHUIT Y leTell, B Tabnuile 3 MpuUBeIeHbI
OCHOBHBIE COCTOSIHUA, TpeOyIolIe MaIMaTUBHON MOMOIIN.

Tabnuua 3

OcHosHuie npobnemvt y Oermeti ¢ HEPBHO-MblULeHHbIMU 3A001e6AHUIMU

U BO3MONCHBLE CNOCOODBL UX Koppekyuu

Bo3MoyxHbIe KTMHUYECKIE
CUMIITOMBI

Croco6b1 KOppeKIu

bonb

dapMakonoruyeckue u HepapMaKomornde-
CKJie MeTOfbI 00e3001MBaHIA

Hapymenns gpixanns

HeunBasuBHas
BEHTUIALUA neTKux, VIBJI
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Bo3sMorkHbIE KTVMHUYECKIIE
CUMIITOMBI

Cr1oco6b! KOppeKIyn

HBI/II‘aTeIIbHI)Ie HapylmeHm:a
® CHV)KEHVEe MBIIIEYHO CUJIBI

® orpaHmyeHne ob6bema
AKTUBHBIX IBU>KEHU

® MbIII€YHAA I'MIIEPTOHUA

o bubpumAnuy 1 GacuuKyIALUN

ITpemapartsl, yIyduralonmue MeTabommsM
MBIIIL, TOTMBUTAMUHBI

Vcnonb3oBaHme XOJJYHKOB, KOJIAICOK

Baknoden, TMsaHUAVH

Baknoden, TMsaHUIVH, KapbaMasenH

BynbpbapHbIe paccTpoiicTBa

® HapyIIeHNUs [TIOTaHUA

® TUIIepCaTMBaIVA U TUIIEPCEKPeI
e HapylIeHNs GOHALINU

® HapyIIeHUA apTUKYIALNN

Iluera (mpoTepras mula), KOppeKIus obe-
3BOXXMBAHNA, TPODUIAKTUKA ACIMPALINY,
racTPOCTOMMUA

CaHaIU/[H IIOJIOCTM PTa, MCIIOIb30BaHME OT-
coca, 6pOHXOHI/ITI/IKOB " MYKOJIVITUKOB

(IDI/I(‘}I/IOTepaHeBTI/[‘{eCKI/Ie METOOVKU

Horonenmqecxaﬂ KOppeKInA

Tpoduueckue HapyuIeHNA

IIpodunakTuka mpoexHei,
CYXOCTY KOXKHBIX IIOKPOBOB,
NedeHne TpopuIecKux A3B

Hedbopmarun ckenera

Opronenuyeckas KOPpeKIns —
OpTesBl, OpTONeAIIecKast 00yBb,
rOJI0BOZEPYKATENN, KOPCETHI.
®usnorepanus u 6anbHEOTEpANINA

Kp0Me BbBIIIE NTEPEINCIIEHHBIX HeO6XOJII/IMbIMI/[ ABIAKTCA IICUXOJIOTNYE-
CKIe METOObI O6CH€,E[OBaHI/[H TIaMEHTa " €ro CEMbl, BKIIOYAIOIVIE€ OLEHKY
" JOKYMEHTUPOBaHME 66C1’IOKOI7[CTBa, AeTnpeccny, IOBEAEHYECKMX pac-
CTpO]7ICTB. MCHOHBSYIOTCH AOCTYIIHbIE CTaHIAPTM30BaHHbIE IIKaJIbl, I IIPO-
BOAUTCA KOPPEKLNA BbIABICHHDIX HapyLLIeHI/[I?I. Coumaanaﬂ IIoOMOIIb OE€TAM
AO/IDKHA YIUTBIBATh UX OBITOBBIE U IOpnUINM9IecKne HOTpe6HOCTI/I n HOTpe6-
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HOCTU JINII, OCYILIECTBIAIOINX YXO[ 3a HMMU, BK/II049as COLIMAa/IbHbIE B3aM-
MOOTHOIIEHN A, ITIOPAAOK IPUHATNUA pe].].[eHI/If;[, KOMMYHMKaunio, O6CTaHOBKY
B IIIKOJIE€ 1 HA pa60Te, Cl)I/IHaHCOBbIe 06CTOHTeHbCTBa, Hanm4ne amnL, oCcyuiecT-
BIAOINX YXO[, 6o cTpecc, CBSI3aHHBIN C X OTCYTCTBUEM, a TaKXK€ JOCTYII
K MEIVIKAMEHTO3HOMY JIEYEHNIO U O6OPYIIOBaHI/[I'0.
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OPTAHU3ALMA MOMOLUU AETAM
CO 3JIOKAYECTBEHHbIMA HOBOOBPA3OBAHUAMU

0. A. NMyHaHoB

3/0KaYeCcTBEHHbBIE HOBOO6paSOBaHI/IH TIOpa’xarT BCE€ BUDbL paCTeHI/If;[,
JXKUMBOTHBIX JIIO,E[EI7[. OHM U3BECTHBI C APE€BHIX BPEMEH U BCTPEYAIOTCA
Y 9€/10B€Ka BO BCE NEPMOJDI J)KM3HU, OTHAKO JaCTOTa onyxoneﬁ[ 1 CTPYKTYypa
3a6071eBaeMOCTI CyLECTBEHHDBIM 06pa30M 3aBICAT OT BO3pacTa IMallI€EHTOB.

ITpoBefieHe IOTHOLIEHHOTO JIeYeHN I 60/TbHBIX 3/I0KaUeCTBEHHBIMM HO-
BOOOPa30BAHUAMI HEBO3MOXKHO 6€3 TOYHOTO y4eTa BIepBbIe 3a00/IeBIINX
U OLIeHKM OT/JaJIeHHBIX Pe3y/IbTaToB. Perncrpariys naryeHTos, 3a007eBIINX
3/7I0Ka4eCTBEHHBIMU OIYXOIAMM, B Poccun 1 3a py6exoM OCyIeCTBIsAeTCA
PakoBbimu perucrpamu. Iepsoiit B Poccuiickoit @epepanyu Iomynannon-
Hblit PakoBerit Peructp (ropozckoit) cosgan B Caukr-Iletep6ypre B 1993
rofy. B HacTosIIee BpeMa Bce OHKOIOTMYECKME CTAI[MOHAPBI U AMCIIAHCe-
PBI CTPaHBI IPOBOJAT yUeT GOTbHBIX C OHKOMOTMYECKIMM 3a00/IeBaHUAMI,
uMes TOCIUTa/NbHbIe PETUCTPBl. Pl TeppuTOpumit MMeeT pakoBble peru-
CTPBI, B 3aJJa4Ml KOTOPBIX BXOZAT PETrMCTPAIVs, YIeT U MOHUTOPUHT 60/Ib-
HBIX CO 3/I0Ka4eCTBEHHBIMU OITyXO/IAMM B Te4eHMe [ITUTeNTbLHOTO Ieproza
HabmofeHns. OfHaKO HeOOXOIVMO OTMETHUTD, UTO, B IleJIoM, B Poccun yuer
OOTBHBIX C OHKOIIOTUYECKMMM 3a00IeBaHNAMM, B TOM 4MCTIe U JieTell, Ha-
JIa>KeH TI0Ka HeJloCTaTOYHO XOPOII0, II03TOMY B ajIbHENIIeM U3T0KeHUN
Marepuasna OyyT UCTIONb30BAHbI U JAHHDIE 3aITaJHBIX PETUCTPOB.

YACTOTA 3/IOKAYECTBEHHbIX OMYXOJIEV
Y OETEVA U NOAPOCTKOB
N CTPYKTYPA 3ABOJIEBAEMOCTU

B 2010 rogy MexayHapomHOe areHTCTBO IO usydeHuto paka (MAWP,
IARC) coBmectro ¢ BO3 mpepcrasumu npoekt GLOBOCAN 2008, B ko-
TOPOM COOpaHbI OCHOBHBIE SMNJEMMOMOTMYECKIE TOKA3aTeNnu OHKOTIOTHU-
Jeck1X 3abomeBaHuit mo 184 cTpanaM u permoHam mupa. Psp mokasaterneit
10 HEKOTOPBIM CTPaHaM IpefiCTaB/IeH B Tabmuiie 1.



Tabnuuya 1

3abonesaemocmo u CMEPMHOCHIL OM 3710KA4ECBEHHBIX HOB000PA306aHUL
HaceneHus Hekomopuix meppumopuii mupa (C00-96, kpome menaromol,

Ha 100.000 HaceneHus)

My>K4nHbI JKenmuner
CrpaHa
3aboneBaemoctp | CMmeprHOCTD | 3abonmeBaemMocTb | CMEPTHOCTH

Focauicka 315,6 233,9 298,4 173,7

efepans
benopyccusa 347.6 264,9 300,2 161,5
DUHAAHIUA 494.,4 217,7 469,3 194,6
Hopserusa 557,8 234,6 4749 209,2
Bennkobpuranus 505,8 268,6 488,3 242.,6
lepmanusa 648,0 286,7 521,2 230,3
CIIA 484,8 191,4 438,1 171,9
SInoHus 582,9 332,1 389,1 208,7
M3apannb 357,6 150,2 371,3 147,1
Kurai 232,6 175,2 184,5 113,7
Muapns 70,4 52,6 90,9 54,7

Kax BupHO u3 Tabn 1, B OONBIIMHCTBE PasBUTBIX CTPaH, B KOTOPBIX
XOpOIIO HaJIaKeHbl PErMCTpauMs ¥ HaOMIOfeH)e 3a OHKOIOTMYeCKMMU
60MBHBIMY, 3a007IEBAEMOCTb 3/I0KaYeCTBEHHBIMI HOBOOOPAa30BaHMAMMU
npesbimaeT 400 cnyyaes Ha 100.000 Hacenenua. B 2008 roxy B Mupe 3a-
PErucTpupoBaHO OKO/IO 13 MJIH. HOBBIX C/Iy4aeB 37I0Ka4eCTBEHHBIX HOBO-
obpasoBaHuit 1 7,6 MTH. cMepTelt oT HuX. IIpn aTOM cpenin BriepBbIe BBIAB-
JICHHBIX HOBOOOPa30BaHNI1 Y B3POC/IBIX, HaNOOJIee YaCTO PErUCTPUPYIOTCS
37I0Ka4eCTBEHHBIE OITYXOIN Tpaxeu, OPOHXOB I JIeTKOro — 12,7% oT ob1rero
4JIC/Ia, paK MOJNOYHOI Xenesbl — 10,9% u Toncroit kumku — 9,7%. Bpicok
YIENbHbIN BeC paka >KelnyfKa, IPeJCTaTe/lbHON JKee3bl X paKa HeYyeHM.
B cTpyKType cMepTHOCTHU y B3POC/IBIX OONBHBIX IIEPBOE MECTO 3aHUMAET
pak sierkoro — 18,2% ot o6111ero KomM4yecTsa, pak xenynka — 9,7% u pak Ie-
4yeH! — 9,2%. BpICOK 3TOT OKa3aTeNnb IpU paKe TONCTOM KMIIKM, TNIEBOJIA,
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MOJIOYHOII JKee3bl U paKe IIeVKY MaTKU. B Mupe 110 abCOMOTHOMY MMOKa-
3aTeTI0 CMEPTHOCTY OT OHKOJIOTMYeCKMX 3abomeBaunit mupupyior Kuraii,
Poccus, Mupusa, CIIHA u Snonns.

Crernnanuctsl npoekta GLOBOCAN 2008 mmpefcTaBuy mporsos 3a6o-
JIEBAa€MOCTH 3/10Ka4eCTBEHHBIMM OIyXOnAMM B Mupe K 2030 ropy, npeno-
JIOXKUB, YTO TEMIIBI POCTa 3a60/IeBaeMOCTU PAKOM He M3MEHATCSA B OmyKaii-
e fecATUaeTUA. VIX JaHHBIE CBUETENbCTBYIOT, 4TO K 2030 rogy 4mcno
©XKETOJTHO BBIAB/IAEMbIX 3/I0KaYeCTBEHHBIX HOBOOOPA3OBaHMII JOCTUTHET
21.4 MJIH., 2 CMEPTHOCTD OT HMX COCTABUT OKO/O 13,2 MJIH. C/Iy4aes.

3ab07meBaeMOCTb 37I0Ka4eCTBEHHBIMU HOBOOOPA30BAaHUIMU Y [eTell,
Kak B Poccuim, Tak u B [PYruX cTpaHaX HAXOAUTCS Ha 3HAYMTENTbHO 60-
Jlee HU3KOM YPOBHE, YeM Y B3POC/IBIX. DTOT [TOKa3aTeab B OOBIINHCTBE
9KOHOMMYECKY Pa3BUTHIX CTPAaH COCTaBisAeT 13-16 MepBUYHBIX Cly4yaeB
Ha 100.000 metckoro HaceneHus. B Tabm. 2 mpencTaBeHbl JaHHBIE O 3a-
60/1eBaeMOCTH 3710Ka4eCTBEHHBIMIY ONYXOJIAMM JieTeil Poccum B BospacTte
1o 14 net 3a 20-1eTHNUI IEPUOJ], BpPEMEHM.

Tabnuya 2
Hunamuxa 3abonesaemocmu demckozo Hacenerust Poccuu (0-14 nem)
370KauecmeeHHvIMU H08000pasosarusmu (1990-2010 ez.)*

o Afc. Tco 3aboneBaemoctp Ha 100.000
MaJIbuYMKN TIeBOYKM oba noma

1990 2893 9,6 7,4 8,5
1995 3007 10,5 91 9,8
2000 2802 11,6 10,4 11,0
2005 2382 11,8 10,3 11,1
2007 2393 12,3 10,6 11,5
2010 2763 14,3 11,5 12,9

Kaxk BupHO 13 Tab1 2, 3a aHAMM3MPYeMBbIiT IePUOJl BpeMEH) OTMevaeT-
Cs1 MeJIJICHHBIIT POCT 3a00/1€BaEMOCTY, XOTs OTYACTH STy AMHAMUKY MOXK-
HO CBA3aTh C YNYYIIAIOMMMCS C TeYeHMeM BPeMEeHM Y4eTOM OOTbHBIX.
B Mupe Takxe HabTIOfaeTCs MeJJICHHBINI pOCT 3a060/IeBaeMOCTHU JIeTel,
B OCHOBHOM OOYC/TOBJICHHBIE yBelIMYEHMEM YHUCIa CIydaeB OIyXOJei
ITHC u 3m0Ka4ecTBEHHBIX TUMPOM.

* Akcens E.M., Top6auesa V.A., 2010



B 2011 roxy B Poccun sapeructpuposano 3152 manmeHTa co 370Kaye-
CTBEHHBIM) HOBOOOpa3oBaHUAMU B BospacTe oT 0 1o 17 jieT, B TOM 4ucrne
2621 pebeHok B BospacTe o 14 nmet. [Tokasatenu pacupeneneHus 60IbHBIX
o cTaguaM mporecca coctabunu: I cragua - 10,4%, II cragua - 18,6%,
III crapus — 12,4%, IV cragns — 8,8%. Bpicoknit yenbHbI Bec 60MBHBIX
C HEYCTAHOBJICHHOI! CTafyell 3a60/eBaHMs 00YC/IOBIIEH TeM, YTO OKOJIO IT10-
JIOBMHBI OT BCEX 37I0KaYeCTBEHHBIX HOBOOOPA30BaHMII Y IeTell COCTABIAIOT
reMo0/IacTO3BL.

CTpyKTypa 3/10KauyeCTBEHHBIX HOBOOOPA3OBAHUIT Y fleTell CyIleCTBeH-
HBIM 00pasoM OTJIMYAeTCs OT CTPYKTYPhI ¥ B3pOCIbIX OonbHBIX. Cpefn
OHKOJIOTMYeCKUX 3a00/IeBaHMIT Y B3POC/IBIX IIPe06IafjaloT paKiL — Oy XOJN
SMNTENNANBHON IPUPOABI (PaK JIETKOTo, paK MOJIOYHOI XKe/lesbl, pakK >ke-
AymKa M T.4.). Y HeTeil OIyXoinu B MOfaBIAIEM OGONBIIMHCTBE CIydaes
UMEIOT He3NMTeNNaNbHYI0 IPUPOAY, a PaKu BCTPEYAIOTCA Ype3BbIYAiHO
penko. B Tabn. 3 mpuBeeHbI JTaHHbBIE O CTPYKTYpPe 3a60/1eBaeMOCTH 3/10Ka-
4eCTBEHHBIMU HOBOOOpa3oBaHMAMI JieTell 1 mofpocTkos B CIIA.

Tabnuua 3

Cmpyxkmypa 3a60ne6aemMoCmu 3710KAUeCMBEHHBIMU HOB000PA308AHUIMU
y demeti u nodpocmkos (no danHvim Hayuonanvroeo Mncmumyma Paka,
CIIIA, 6 1973-2006 22.)

Bospacr 0-14 net 15-19 net
Bup HOBOOOpa3oBaHuMs (B %) (B %)
O. numdob6IacTHBII 1e1IK03 25,4 7,3
O. Mueno6IacTHHII NIETKO3 5,0 4,2
JIumdpoma XomKKuHa 4,0 16,2
HexomxKuHckue )'II/[M(l)OMbI 59 7,9
Omyxonn ITHC 20,6 9,8
Heitpo6macroma 7,0 0,3
PetnHob6macToma 2,9 0
Omnyxonb Bunmca 54 0,2
TenatobnmacToma 1,2 0
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Bospacr 0-14 ner 15-19 net

Buy HOBoOGpasoBaHuMs (B %) (B %)
Ocreocapkoma 2,5 4,2
Omyxonb IOnaTa 1,5 2,2
PabpoMunocapkoma 34 1,8
Ipyrue onyxonu MATKMX TKaHeil 3,5 6,0
l'epMuHOTrEeHHbIE OITYXOMNU 3,5 12,5
Pak muToBUIHOM >Xeme3pl 1,3 8,0
MenmaHoma 1,2 7,4

B cTpykType 3ab0/meBaeMOCTI 3/10KaueCTBEHHBIMY HOBOOOpa3OBaHIA-
MU y feTell IepBoe 10 YacTOTe MECTO 3aHMMAIOT JIEMIKO3bI, CPeJiyl KOTOPBIX
HaMOOMBUINIT YHE/NTbHBIN BeC MMeeT OCTPbIl MMMQOOTACTHDIN eNKO3 —
25,4%. [Ipyrue Bupjbl N€MIKO30B BCTPEYAIOTCA 3HAYMTENIBHO pexe. Bropoe
II0 YaCTOTe MECTO 3aHMMAIOT OIYXONMM LIEHTPa/NbHOV HEPBHOI CHUCTEMBI
(IHC) - 20,6 %, TpeTbe — 3mM0KaYeCcTBeHHbIE TUMGOMBI (HEXOM>KKIHCKIIE
u mumpoma XomxkuHa). Hanbonee 4acThIMM COMUIHBIMU OIYXONAMHU Y
meTeit B Bospacte 1o 14 et (6e3 yuera omyxoneit LIHC) sBrsitoTcs Heitpo-
6macroma — 7,0% u omyxonb Bunmca — 5,4%. Pexxe BcTpedatorcst pabgoMu-
ocapkomblI (3,4%), repmuHoreHHsble omyxonu (3,5%). Cpenn omyxoreit Ko-
CTell y eTell 9TOro Bo3pacTa Hanbojee 4acTO BCTPEYAIOTCA OCTeOCapKOMa
(2,5%) u omyxonu cemeiicTBa capkoMbl Ounra (1,5%). [Togo6Hble gaHHbBIE
0 CTPYKType OHKOJIOTMYeCKOll 3abomeBaeMoCTH feTelt gaeT u Poccuiickas
cratuctuka (puc 1).

Y nogpocTkoB B BodpacTe 15-18 net (Tabn 3) cTpyKTypa 3a601eBaeMoCTI
U3MEHSETCS, SABMAACh KaK OBl MepeXOTHO MEXJY AeTbMU M B3POCTBIMU
6onpHBIMU. Hanbonee 4acThIMU 3710Ka4eCTBEHHBIMY HOBOOOPa30BaHMAMMU
B 9TOM BO3pacTe AB/IAIOTCA 3I0KaueCTBeHHbIe TMM(OMBI — muMdoma Xof-
Kk1Ha (16,2%) 1 HeXOmXKKMHCKMe TUMPOMBI (7,9%). S3HAYUTETTBHO YBeN-
YMBACTCS JOJIA MALMEHTOB C TePMUHOTeHHBIMY orryxoramu (12,5%), omyxo-
JIAMU MATKUX TKaHeit (6,0%) 1 KocTeit (c ocTeocapkoMoit — 4,2%, Oy X0/bIo
IOunra - 2,2%). B aToM Bo3pacTe 3HaYNTENIBHO perKe BCTPEAIOTCS JICTIKO3bI
(ocTpsiit mMMGOOTACTHBI /eiIK03 — 7,3%) M OIyXO/IM LIeHTPaNbHOIl HepB-
Holt cucrembl (9,8%) 1 UpesBBIYANIHO PEKO PETUCTPUPYIOTCA 3MOpHO-



HaJIbHbIE OIIYXO/IN — Heﬁ[pO6J’[aCTOMa, OITYyXOJIb Bunmca, remaro6iacroma.
B Toxe BpeM: MOABIAIOTCA OITYXOJIN XapaKTEPHbIE /I B3pOC/IOTO BO3pac-
Ta — pakK ].I.U/ITOBI/I,E[HOf/[ JKe/ne3bl, METAaHOMBI.

0-14 nem

Manpuukn MeBOYKU
Jleitko3sr  33,5% | | 30,0% Jleitko3bI
Omnyxomu ITHC 18,1% | | 17,9% Omnyxomu [THC
JTumdombr 14,1% | | 9,8% JInmdombr
Onyxonyu MATKUX TKaHel 6,1% 7,4% Omnyxomyu HouKu
Omnyxony HouKu 5,9% 7,4% Onyxony MATKMX TKaHel
Omnyxonu KocTen Omnyxonu KocTen
n C}};CTaBHbIX XpAIen 4,4% 4,3% u CYCTal)S’HbIX XpAIen
Omnyxonu AnmyKa 1,5% 2,4% Omnyxony ANYHNKOB
Omnyxonu ne4enn 1,3% 1,8% Omnyxonu nevenn
Omnyxony Koxu 0,5% 1,7%  Omnyxonu mUTOBUIHOI XKe/le3bl
OmnyxXomny IUTOBUIHON JKee3bl 0,4% 0,6% Omnyxomu Koxu
Puc. 1

Cmpyxmypa 3a601e6aemMocmu 3710Ka4ec8eHHbIMU HO8000PA308aAHUAMU
demeii Poccuu 6 so3pacme 0-14 nem, 8 2010 200y.

BbI)KMBAEMOCTb U CMEPTHOCTb AETEN
OT 3JIOKAYECTBEHHbIX HOBOOBPA3OBAHUI

BeoK1MBaeMOCTh fieTell CO 3/10KaueCTBEHHBIMM HOBOOOpa3OBaHIA-
MM, CYILIECTBEHHO yBenu4maach B 90-e rofpl IPOLIIOTO Beka Omaropaps
UCIIO/Ib30BAHMIO arPeCCUBHBIX IIPOTPaMM IMOMUXMMUOTEpanuyu (IpoTo-
KOJIOB KOMOVHMPOBaHHOTO JIeUeHNs), Pa3pabOTaHHBIX B JETCKUX OHKO-
noruyeckux KnmHukax crpad Esponsr u CHIA. Ynyuiienue pesynbraToB
JIedeHN s 0COOEHHO BBIPAXKEHO y AeTell C JefiKo3aMy ¥ HeXOMKKUHCKUMU
muMpomamu. Tak B Poccun, B 70-80-e rofbl 5 eTHAA BBDKMBAEMOCTD Jie-
Teil ¢ OCTPBIM MUM(OOIACTHBIM JIeIKO30M He IpeBbimana 15-20 %, a npu
UCIIO/Ib30BAHUN COBPEMEHHBIX IIPOTOKO/IOB JIEUeHMsI OHa COCTaBIseT 60-
nee 70%. B HacTosIlee BpeMs laHHbIe PaKOBBIX PErMCTPOB 9KOHOMMYECKH
pasButbix crpad (lepmannn, Benmukobpuranuu, CIIA u ap.) cBupeTenn-
CTBYIOT O TOM, YTO CpeJHMe IIOKa3aTe/lN 5-eTHell BBIXKMBAEMOCTH Y HeTell
C pPasIMYHBIMM 3/I0KQaUeCTBEHHBIMM HOBOOOPA3OBAaHNUAMU COCTaBIIAIOT
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oxomo 70-80 %. Hambornee BbICOKME OTa/NEHHBIE Pe3y/IbTAThl IMEIOT AETH
¢ peruHo6mactoMoit (95-97%), mumdonmoit XopxknHa (90-95 %), OIyxonbio
Bunmca (85-92%),Han6omnee HU3KMe — MAIMEHTHI C HEKOTOPBIMM OITYXOJIs-
mu IJHC (ATPO-atunnyHas repatongHO-pabongHast Oy X0/b, [TTIOMbI) —
40-50%, ocTpbrIM Muenoneitkose — 60-65%, Heiipobmactome — 60-70%.
K coxanenuto, B mybnukanusax OTedecTBeHHBIX PaKOBBIX perucTpos
U CBOJIHBIX JAHHBIX IO CTPaHE Ha OTJAJEHHBbIX pe3y/nbTaTaX Je4eHU
OONMBHBIX C OHKOTOTMYECKMMM 3a00/eBaHMAMU (KpOMe CMEpPTHOCTH),
BHUMaHIUe He aKueHTHpyercsa. OpueHTUPYACh Ha MyOMMKanMy HEeTCKUX
OHKOJIOTMYECKUX U TeMAaTONOTN4eCKMUX VIHCTUTYTOB 1 OTHeNeHNiT CTPaHbI
MO>KHO JIyMaTb, 4TO IIOKa3aTeNIM BbDKMBAEMOCTH YfeTell C OHKOJOrmnye-
CKOI1 maTosioruelt B Poccum cxoxu ¢ 3amaHbIMU.

B 2011 rogy B Poccuu oT Beex npuunH ymeprno 23.350 feTeit 1 IOAPOCT-
KoB B Bo3pacTe oT 0 10 17 neT. OCHOBHBIMMU IPUYMHAMU CMEPTHU ABANNACDH
TPaBMBbI U OTpaBieHus — 27,2%, oT/iebHbIe COCTOSHNA, BO3HUKAOIINE B
IepuHATaIbHOM Tepuofie — 26,7%, BPOXXJeHHbIE aHOMAINN ¥ XPOMOCOM-
Hble HapyuleHus — 17,2%, 60/le3sHM OpraHOB AbIXaHMA — 5,9%, GomesHu
HepBHOII cucTeMbl — 4,9 %. Ha mectoM MecTe cpeiyt IpUYMH CMEPTHOCTH
HaXOJATCA 37I0Ka4eCTBEHHbIe HOBOOOpasoBaHus -4,5 %. Ho y mereit crap-
e OJHOTO TOfia, CMEPTHOCTh OT 37I0Ka4eCTBEHHBIX omyxoneil B Poccun
U B 9KOHOMUYECKM PasBUTBHIX CTPaHAX 3aHMMAeT BTOPOE MECTO, yCTyIasd
JIMIIb CMEPTHOCTM OT TPaBM M HeCYacTHbIX ciydaeB. Ilo mannbiM BO3
Ha 100 ymMepmux manueHToB B Bospacre 1-14 et u 15-18 jieT Ha 3no0Kade-
CTBEHHbIe HOBOOOpasoBaHMA npuxoputcsa 9,3% u 15,8% coOTBETCTBEHHO.
IluHaMuKa cMepTHOCTH JeTeil Poccun oT OHKONOrMYecKux 3abomeBaHuil
IpeJicTaB/IeHa B T 4.

Tabnuya 4
Junamuxa cmepmHocmu om 3710Ka4ecmeeHHbIX H08000PA308aAHUTL
demckoz20 HaceneHus Poccuu (1990-2010 22.)*

Ton I 3aboneBaemoctp Ha 100.000
MaTb9MKM IIEBOYKM 06a nona

1990 2313 7,4 6,2 6,8
1995 1812 6,3 5,2 5,8
2000 1329 5,6 4,8 5,2
2005 981 5,0 4,1 4,6
2007 890 4,6 4,0 4,3
2010 837 4,2 3,6 3,9

* Akcens E.M., Top6auesa I.A., 2010 r



Kax BupHO 13 Tabm 4, CMEpPTHOCTD [ieTell OT 3/I0Ka4eCTBEHHBIX OIIyXO-
7neit B Poccuu HEYKIOHHO CHIYKAETCsI, YTO CBsI3aHO ¢ 6omee 3P PeKTHBHBIM
JledeHyeM, HO He C paHHell AMarHOCTMKOM HOoBooOpasoBaHuit. Hambonee
BBICOKIE TTOKa3aTeNnu BeTCKol cMepTHOCTHU B Poccum B 2011 rofy oTMedeHbl
OT 3710Ka4eCTBEHHBIX HOBOOOPA30BaHMIT KPOBETBOPHOI U TUMATHYeCKOI
tkaHu (1,4 Ha 100.000 geTCcKOro HaceneHus, B TOM 9UCIIe OT JIEMKO30B — 1,2)
n ot onyxoneit [THC (1,1 na 100.000).

OAKTOPbI MPOHO3A MCXO4A
3/I0KAYECTBEHHbIX HOBOOBPA3OBAHUW Y OETEN

B Hacrosmlee BpeMs B JeYeHUN JIeTell CO 3/710Ka4eCTBEHHBIMM HOBO-
06pasoBaHMAMU IIMPOKO WCIOMb3YIOTCA HPUHIMIIBI TaK Ha3bIBaeMOIl
PUCK-alalTYPOBAHHON Tepamuy, NPy KOTOPOil MHTEHCHBHOCTDL JIeYeHNA
3aBUCUT OT YUC/IA U «TSDKeCTV» (PaKTOPOB IIPOTHO3a MCXOfa 3ab0/IeBaHMs
Y KOHKPETHOTO 60/IbHOTO. VIHBIMU C/IOBaMM, MALIMEHTbI, MMeIolIye 60/TbIIoe
YMCITO HeO/IaronpUATHLIX (aKTOPOB IPOTHO3a HY)K/JAIOTCS B MPOBEJICHUN
6oee arpeccMBHOTrO JiedeHMs1, a 6OIbHbIE ¢ MUHMMAJIbHBIM YUC/IOM Hebma-
TONPUATHBIX (PAKTOPOB MOTYT OBITh U3/IeYEHbI CTAHIAPTHO Teparnueri.

K HeOmaronpusATHBIM (GaKTOpaM IPOTHO3a IIPY JIOOBIX 3I0Ka4eCTBEH-
HBIX HOBOOOPa30BaHMAX OTHOCAT Ha/lM4Me OTHANEHHBIX U PerMOHapHBIX
MEeTAcTa3oB, OOJBIIYI0 MECTHYIO PacIHpOCTPaHEHHOCTb IIPOIiecca, pesu-
CTEHTHOCTb K JIeKapCTBEHHOII Tepanuu U pennans 3abonesanus. IIpu or-
IeTbHBIX BUJIAX OIYXO/eil BBIEIAIOT COOCTBEHHBIe HEOIAroNnpMsATHbIE
¢dakTOpbl IporHo3a. Tak, IpM KOCTHBIX CapKOMaX HeOIarompusATHO KOp-
penupyeT ¢ IPOTHO30M aKCMAajlbHAs JIOKalIM3alyusA IIEPBUMYHOTO O0Yara;
Ipu Heilpo6macToMe — BO3pacT cTapile 1 rofa, HaaM4YMe aMIUTUPUKALUY
OHKOTeHa N-myc; Ipu pabJoMMUOCapKoOMe — aTbBEONAPHDIN IMCTONOTMYE-
CKMIT TUII OIYXO/N; Y OImyXonu Buiamca — ByXCTOpOHHee IOpakeHMe
HOYeK ¥ aHAIUIACTUYECKUIT TUII OIyXOJM; IpPU HOBOOOpPa3sOBaHMAX IeH-
TpPa/lIbHOJ HEPBHOI CUCTEMBbI — HepaJMKaabHOE XMPyprudeckoe mocobue;
Ipu ocTpoM MUMPOOIACTHOM JIefiKo3e — BO3pacT MJIajIe 1 rofa 1im crap-
me 10 yeT, runepneiikonuTos, nopaxxenue IJHC n anoManum xapmoruma
JIeIKO3HBIX K/IeTOK. KpoMe Toro, B BBIOOpE 1e4e0HOTT TAaKTUKY CIIelyeT Y4u-
TBIBATb, YTO YeM OOJIbIIIee YMCIIO HeOMaronpuATHBIX GaKTOPOB MMeeT Halu-
eHT, TeM 60Jlee MeCCMMICTIYEH TPOTHO3 3aboneBanusA. C Ipyroit CTOPOHEI,
COBEpIIEHCTBOBAHME IIPOTOKONIOB JIEUeHNUs 37I0Ka4eCTBEHHBIX HOBOOOpa-
30BaHMUII Y JieTeil U MpUOIIDKeHMe MOKasaTeneil BbDKUBaeMocTu K 100%
CHIDKAET JJO MUHMMYMa 3Ha4MMOCTb (PaKTOPOB IIPOTHO3a MCXO/a 60Ie3HN.
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CUCTEMA OKA3AHMA NOMOLUN OETAM
CO 3JIOKAYECTBEHHbIMY HOBOOBPA3OBAHUAMUA

CucreMa oOKas3aHM ITIOMOIIY JIeTSM CO 3/I0KauyeCTBEHHBIMM HOBOOOpa-
30BaHMAMU B Poccun opraHn3oBaHa 3HAUNTETBHO JIyYllle, YeM Y B3POCTBIX
6OBHBIX, HO 11 OHa MMeeT CTabble 3BeHbs, O YeM CBUETENbCTBYIOT HU3KOE
4MCTIO OONBHBIX, BBIABICHHBIX Ha PAaHHMX CTaJAX ONYXOJEBOTO IIPOliec-
ca, IpobyIeMBbl OKa3aHUs IIOMOIIN MHKYpabenbHbIM OONbHBIM U Ap. Jlons
aKTVBHO BBIABICHHBIX OO/NbHBIX IeTel! IpU IPOPUIaKTUIECKIX 0CMOTPax
He MpeBbIIIaeT 3-5%, 4TO MOXKeT OBITh 0OYCIOBIIEHO PALOM NIPUYNH, CPefy
KOTOPbIX Hanbo/ee BaKHBIMY ABJIAIOTCA: HM3Kas OHKOJIOTMYeCKas HaCTo-
PO>KEHHOCTDb Bpaueil, ObICTpOe TeueHMe 37I0KaYeCTBEHHBIX ONyXOJIell y fie-
Tell, Majioe YMCIIO BU3yaTbHO HabM0gaeMbIX HOBOOOPa3OBaHMIL, PacIIoNo-
>KeHVe OOJBIIMHCTBA OIYXOJeil B TPYSHOZOCTYIHBIX A (USUKATbHOIO
0cMOTpa 06/1acTAX.

[TepBuyHas fUATHOCTMKA HOBOOOPA3OBaHMUII BXOAUT B 3aJauM ydacT-
KOBBIX IIeiNaTpPOB, Bpauell y3KUX Crelany3anuii TONMKINHUK U JeTCKUX
cranuoHapoB. IIpaBunbHee ckasaTb, 4YTO 3TU BpayM MEPBUYHOTO 3BEHA
MOJDKHBI TIPYM COOTBETCTBYIOLIEll KAMHMYECKO! KapTHUHe JUIIb 3aIOof0-
3pUTH HaIM4YMe OHKOMOTMYECKOro 3a00/ieBaHMs y pebeHKa M HAIpPaBUTD
ero Ha KOHCY/IbTAallMI0 JETCKOTO OHKOJIOTA MM TeMaTosora (eciay Iofo-
3peBaeTCcss HOBOOOpasoBaHUe KpPOBETBOPHON cucTeMsbl). Ha cerogusmi-
Huil feHb B Poccuiickoit epmepanunu pabotaer 6omee 40 [eTCKUX OHKO-
JIOTMYECKUX U reMaTonorndeckux Yupexpeunit (MHctutyTtos, LleHTpoOB,
OTZIeZIEHUIT — YUCIeHHOCThI0 OT 10 o 30 KoeK), Ije MeTAM OKas3blBaeTcs
BBICOKOTEXHOJIOTMYecKasl TIOMOIIb C UCTIONb30BaHNEM COBPEMEHHBIX NPO-
TOKOJIOB 7edeHMsi. KOHCY/IbTaTBHAS MTOMOIIb, & IPU HEOOXOZMMOCTU U
nedeOHasi MOXKeT IIPOBOAMUTHCSA B KPYNMHBIX VIHCTUTYTax MockBbl, CaHKT-
[Tetep6ypra u TeppuTOPUATBHBIX [IeHTPaX. BbICOKOO3HAS XMMIOTEPATIILA
C ayTo-, a TeM 6oree C a/lJIOTeHHOI TPAHCIIAHTAL[Mell TeMOTIOITUIeCKUX
K/IETOK OT HEPOICTBEHHOTO MY TaIJIONAEHTUYHOTO IOHOpa Y MallMieHTOB
BBICOKMX IPYMII PUCKa IPOBOAUTCA MPEUMYIeCTBEHHO B KPYIIHBIX KIU-
Hykax QefepanbHOro 3Ha4YeHUA, YTO OMpPaBAAaHHO KaK C MEIUIMHCKUX,
TaK ¥ C 9KOHOMUYECKMX MO3uIuil. PacminpeHHble MONTOCTHBIE ONEepaTyB-
HbIe TOCOOMsI, OPraHOCOXpaHsIoLINe OIepaluy IpU HOBOOOPa3OBAHMIX
OTIOPHO-IBUTATE/TbHOTO allllapaTa TaK>Ke BBHIIIOHAIOTCA NMPeUMYIeCTBEeH-
HO B KPYTIHBIX LIeHTPaJIbHBIX YUPeXJeHUAX.

ITpencrasnAeTcA, YTO XOPOUIMM IIPYMEPOM OpPTaHM3ALNM OHKOJIOTMYe-
CKOJ1 TIOMOIIN JIeTAM MOXKeT CTTY)KUTb CUCTeMa, OpraHu3oBaHHasA B CaHKT-
ITetepbypre u CeBepo-3allafiHOM peTMOHe CTpaHBL. B ropope, mMeromem



okor1o 800 THIC. AETCKOTO HacCe/leHNUs paboTaioT 4 yIpeXXAeHUs, B KOTOPbIX
IPOBOJIAT COBPEMeHHOe JiedeHNe MaIlIeHTOB CO BCeMM BMJAMM 37I0Kaue-
CTBEHHBIX HOBOoOOpaszoBaHuit. JIBa otTmenenns (mo 30 koek), pacmosnaraio-
I[Mecsi B MHOTONIPOMIIIBHBIX CTAIIVIOHAPAX, OKa3bIBAIOT MOMOIIb XKITETIAM
ropofia, IpM 9TOM OJHO U3 OT/eNeHMII OPUEHTUPOBAHO Ha JiedeHNe JeTeil
¢ neiikosamu. Jlerckoe otpenenue B HMIM onkomorum um. H. H. Ilerposa
M3 P® (25 xoek), 3aHMMAaeTCsl MIPEUMYIIECTBEHHO JledeHeM OONBbHBIX C
MMMGbOMaMU U CONMAHBIMU OMYXOMAMY, MPO>KUBAIOIUX B JIeHMHTpaficKOI
obnmactu u 6nusnexxamux Ilckosckoit, HoBropopckoit obnactsax. B Apxan-
renbcke, Bomorge, CeikToiBKape, IleTposaBopcke, MypmaHcke ecTb CO0-
CTBEHHbIE JIETCKe OHKOJIOTMYEeCKIe ¥ OHKO-TeMaTOIOTNYecKue OT/ie/IeHIA
YJC/IEHHOCTDIO J10 20 KoeK. BRICOKOfI03HY10 XMMUOTEPATINIO € ayTO- I AJIJI0-
TeHHOJI TPaHCIITIAHTAIMell TeMOIIOITMYeCKIX KJIeTOK IIPOBOAAT CIeIan-
CTBI VIHCTUTYTa [IeTCKOI OHKOJIOTMY, TeMaTOJOTUMM ¥ TPaHCIUIAHTOIOTUN
um. P. M. Top6aueBoit M3 PO (60 koex). [leTckye OHKOIOTH ¥ TeMaTOMIO-
ru 060Mx VIHCTUTYTOB OKa3bIBAaIOT He TOTBKO KOHCY/IBTATUBHYIO IIOMOIIb,
KaK B COOCTBEHHBIX ITOMKIMHUKAX, TaK I B CTal[OHapaX ropojia, HO U 3a-
HUMAIOTCA JledeHNeM Hamnbolee TsDKeIbIX KaTeropuil 60ombHBIX. Perucrpa-
VIO ¥ y4YeT IaLMeHTOB IPOBOAAT rocnuTanbHble Peructpel u [lonynanuon-
HbIII pakoBblit peructp CaHkT-IleTepOypra, OTIMINTENBHON 0COOEHHOCTHIO
KOTOPOTO ABJISAETCSA BO3MOXHOCTD OLICHKY BBDKMBAEMOCTHU OONbHBIX. Pea-
OMIUTALMOHHOE JIeYeHMe eTU IOTYYaloT B MHOTONPO(UIBHOM HETCKOM
caHaropun «CoONHEYHBI», HAXOAAIEMCA B KYpPOPTHOI 30He, Ha Gepery
dunckoro sanuBa. B mrTare oTfieneHnsa paccynTaHHOro Ha 60 Koek pabo-
TaIOT IeTCKJe OHKOJIOTY, eAMATPBl, YIUTeNIA, BOCIIMTATENN, My3bIKaTbHBIi
PabOTHIK, ICUXOJIOT, IICUXOTepaIeBT. [leTy HAXOLATCA B OTAE/ICHIN BMeCTe
C pOAMTEIAMY U YIeHAMU CeMbH, KOTOPBIM TaK>Ke OKa3bIBaeTCs IICUXONIOT Y-
JyecKasi U COoLaabHasl IOMOLLb. 3a60Ty 06 MHKYpabenbHbIX OONbHBIX OepeT
Ha ce6s Jlerckuit Xocnuc, B KOTOPOM BCe BUJIbI TIOMOIIY, BKIII0Yas MHOTO-
MecCsYHOe COIIPOBOX/IEHNE CeMbH TTOTepsBIIell pebeHKa, MOTYT ObITh OKa-
3aHBI KaK Ha oMY (BBIe3JHbIMMU OpUTajjaMi), TaK 1 B YCIIOBUAX COOCTBEHHO-
rO CTaljiOHapa Ha 18 Koex.

NAJIMATUBHAA NOMOLLb AETAM
C OHKONNOMMYECKMMU 3ABOJIEBAHUAMU

ITannmuaTuBHAA MOMOIb — 3TO BCECTOPOHHsS IOMOLIb Mal[eHTaM,
Y KOTOPBIX 60/Ie3HD MU BPOXK/I€HHASI [IATONIOT NS He MOffAeT sl U3/IeYeHIIO
B HacTosilee BpeMsi. ITO TaK)Ke BCECTOPOHHSIS [IOMOIb PORHBIM 1 O/1u3-
KUM 3TUX manueHToB. CI0BO Ma/IMaTHBHAS IPOUCXOFUT OT JIATUHCKOTO
pallum - mmai, mokpsIBano, 06pasHo 0603HaYAOIee TTOKPHIBAOIAS, OKY-
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THIBAIOIas1 3a60TOI1, moMo1bio. BO3 ompefenser mamMaTMBHYIO IIOMOIIb,
KaK IIOJXOf], HaIIpaBJIeHHbI)I Ha y/Iy4llleHMe KadecTBa JKM3HM IAI[MeHTOB
U 4JIEHOB MX CeMell, HaXO[AMXCA Tepef| TULOM KU3HEYTPOXKAIOLIETO 3a-
6oreBaHNsA, IyTeM MPefYIpeXAeHNs U 00IerdeHNs CTpajaHnii 6arogaps
paHHeMY BBIAB/IEHUIO, TOUHOII OLleHKe 1 JIeYeHNI0 OO U IPYTUX HpobeM
¢busMIeCKOTO0, ICUXNYECKOTO, ICUXOCOLMAIBHOTO U AYXOBHOTO XapaKTepa.

[TannuartuBHasA MOMOILDb MTOKAa3aHa IALMEHTaM CO 3/10Ka4eCTBEHHBIMU
HOBOOOpasoBaHMAMYU (MU 3/I0KQYeCTBEHHO TEKYIIMMU JJOOPOKaYeCTBEeH-
HBIMM OITyXO/IAMM, HAaIlpUMep, LieHTPa/lbHOIl HEpBHON CHCTeMBbl). B Heil
HY)X/Jal0TCs1 6O/bHbBIE He3aBJMCMMO OT CTafuM 3ab0/eBaHMs U BUJa IPOBO-
IMMOTO JIedeHM s, TaK KaK 9Ta IIOMOII[b CITOCOOCTBYET YTy YIIeHNIO Ka4ecTBa
>KU3HM U OKasbIBaeT IIO3UTUBHOE BINAHIE Ha TeueHNe 3aboneBanms. Kpome
OOBHBIX C OHKONOTMYECKMMU 3a00/IeBaHNAMY B Ia/UIMATYBHON ITOMOIIN
HY)X/JAI0TCS JIeTU C HpPOrpecCUpyOIIMMM HEeBPOJIOTMYeCKMMU 3aboeBa-
HUAMU (BPOX/IEHHBIMM U ITPUOOPETEHHBIMM, BCIEACTBUE MHPEKIIMOHHBIX
IPOLIECCOB MV TPABM), TAIIVIEHTBI C TSKEJION HeJOCTaATOYHOCTDIO BHY TPEH-
HJIX OPTaHOB (IIOYEYHOII, eYeHOTHOL, TeTOUHOIL M AP.) U PYTYMU YyTPOXKa-
IOIIMMY JKVM3HU XPOHNYECKIMU 3a00/IeBaHIAMMY (HaIlpuMep, TeHeTUUeCKN-
mu).IlanmnaruBHy0 TOMOIL HEOOXOAVMO HaYMHATh HA PAHHUX CTAIMUAX
Ipolecca, BMeCTe C APYTUMMU BUJAMM JIeYeHN — O TOTO MOMEHTa, KOIfa
CHMITOMBI 3a00/eBaHNUA WM COCTOSHUSA CTaHYT HEKOHTPOIMPYEMbBIMU.
ITpu sTOM Mfl€aTbHBIM CTIelyeT CYMTATh BAPMAHT, KOTZa Ia/I/IMaTUBHOI I110-
MOIIIBIO Y JieTeil CO 37I0KaueCTBEHHBIMU HOBOOOPa30BAHMAMM 3aHMMAIOTCS
cnenuanucTol Jlerckoro Xocmuca, penaolye 3afady He IPOJIUTD )XU3Hb
pebeHKa, a cenaTh €€ KoMGOPTHON ¥ 3HAYMMOI.

B cTpyKTypy XOcIuca MOTYT BXOLUTD — BbIe3[{HasI CITy»0a, THEBHOII CTa-
IIVIOHAp, CTAlIMOHAP Ha JJOMY U CTAI[VIOHAP KPYITOCYTOYHOTO IpeObIBaHNUA.
[TpuMeHNUTeNBHO K YCIOBUAM OKa3aHNUsA IIOMOIIN B PETMOHE, CTPYKTypa XO-
CIIMca MOXKET M3MEHATHCA U KaXK/Iblil U3 BAPMAHTOB MOXKET CYILeCTBOBATh
CaMOCTOATEIBHO.

Ba>XHBIM 3BeHOM PabOTBI XOCIMCA SBIAETCS Bble3HAs CIyX6a, KO-
TOpasi 0ObBIYHO HaYMHaeT OOIeHMe C TAlIMEeHTOM U ero ceMbell. B cocTas
6puraj 9Toil CTyXXOBI BXOJAT BpauM, MEAUIIMHCKME CECTPDI, COL[MaNTbHbIE
pabOTHMKY, IICUXOJIOT, IOPUCT, BOTOHTEPbI. MOTYT IpMBIEKAaThCA y3KUe
crenanuctel. Heo6XonuMbIMU depTaMyu pabOThI SABIAIOTCA MOCTOSH-
CTBO (HEIpepBHIBHOCTH) IMOMOIIN, B3aUMOJIE/ICTBIE U MPEEeMCTBEHHOCTD.
[TannuaTUBHBIN YXOX 3a 6OMBHBIM BK/IIOYaeT TUTHEHY TeNla, YXOf 3a KO-
JKell M TOJIOCTBIO PTa, OPraHM3aLMI0 IUTAHUA M KOPMJIeHMe, TIepeoyieBa-
HUe, 06paboTKy pasHOOOPAsHBIX PaH, B TOM YMCIIE MIPOIEKHElT, OTIOPOXK-



HEHVE KMIIEIYHNKA, Jaqdy JIEKapCTB B TOM YMC/I€ ITPOBENEHNE Kall€TbHbBIX
" ITIapeHTepa/TbHbIX BBeI[eHI/If;[.

[HEBHOI CTalMOHAP — HPOMEXYTOYHass (opMa MeXAY aMOymaTop-
HOJI ¥ CTaLMOHAPHON CTy>k60i1 (IpefHa3HaYeHa /I TPAHCIOPTAOETbHBIX
60/IbHBIX). B HEM OKa3bIBAIOT IICUXOJIOTMYECKYIO, COLMAIBHYIO, IPABOBYIO
Y MEAMLMHCKYIO [OMOIIb,0praHN3yIoT JoCyT (06ydyeHNe, 3aHATHS [0 MH-
TepecaM, «apTTepalsi», «TPYLAOTepANNsi», KOHLIEPTHI, BCTPEUN, BHICTABKI,
[PasgHUKMA U T.1L.).

[ToxasaHnem K Hpe6bIBaHI/[IO B KPYTZIOCYTOYHOM CTallMIOHap€ ABIAETCA
HEBO3MOJKHOCTD OKa3aHNA IIOMOINNM B YCIIOBUAX JOMa KaK C MEAUNIMHCKUX,
TaK U COUMAIbHO-IICUXOIOTMYECKUX HOSI/ILU/If/I. B oeioM, (bOPMa Hp66bIBa-
HUA pe6eHKa B XOCIIMCE 3aBUCUT OT JKE€/TAHU A pe6eHKa n pO,[[I/ITeJIeﬁI, COCTOA-
HUA MMAalMEeHTa, COIIMa/IbHbIX npo6neM B ceMbe U €€ TOTHOTHI, MaTepmanb-
HOI 006eCIIeYeHHOCT.

JleyeHune 6onn

[To mHeHuio skcreptoB BO3, okomo 70 % maryeHTOB GOTbHBIX He-
U3/TeYNMbIMM HOBOOOPA3OBAaHUAMU CTPAflaloT OT OOMM PasIMYHON MH-
TeHcuBHOCTU. He crmefyer orpaHuuYMBarh NMOHATME 60NN 4nCTO GUIKO-
normdeckumy e€ acmektamu. IIpm BbIGOpe MeToma 06e360MMBaHUSA
U COCTAaBIEeHMM CXeMbl HeOOXOIMMO OLEHUTb OOTb IO MHTEHCHBHOCTIH,
XapakTepy, HPOJO/DKUTEIbHOCTH, OIPENeIUTh PONb IICMXOCOLMANTbHBIX
U JYXOBHBIX (PaKTOPOB B TMaNMUTpe BOCIpUATIA 60mu IIpemapaTsl ¢ Ijebio
KyNMpOBaHMsA 6OMM Ha3HAYAIOTCSA CTPOTO 4epe3 OIpefie/ieHHbIe MpoMe-
XKYTKU BpeMeHH, a He 110 TpeGOBaHMIO MallYieHTa MV «Ha MUKe» OO0NeBbIX
omymeHnit. BO3 pekoMeH/iyeT TpeXCTymeHYaTyI0 CXeMy HPOTIBOOONIEBOI!
tepanuu. [Ipy 9TOM Ha TepPBOIl CTYIEHM UCIIONb3YIOT HEHApKOTUYECKMe
aHaJTeTUKMU U aJ’bIOBAaHTHBIE MpemnapaTsl. Ha BTOpOIT — HeHapKOTUYeCKMe
aHaJITeTUKM, KOIEMHCO/lepyKalllyie Ipenaparsl (C71abble OMMOU/BI) U aJbI0-
BaHTHBIE CpeicTBa. Ha TpeTbeil CTymeHM — HapKOTUYECK)e aHa/NTeTHKU
U a/ibIOBAaHTHBIE TIperaparsl. /I3 HeONMMOUHBIX aHAITETUKOB y JeTell Ja-
CTO NPUMEHAT MOynpodeH, aneToMuHODEH, KETOPOIAK, LeTeKOKCHO.
I3 crmabpIx onmmonyoB (Ha BTOPOIT CTYIEHM) Yallle MCHONMb3YI0T TPaMajoIl.
Xopourne pesynbTaTbl 06e3601MBaHNA JaeT COUETaHNE MPENapaToB Iep-
BOJl M BTOPOII CTYIIEHeil ¢ HeCTePOUIHBIMU HMPOTHBOBOCIANTUTENbHBIMY
npemnapaTaMu (BoJIbTapeH, JUK/IOPaH, JUKIOHAK 1 Ap.). B 1ienom, mpu mpo-
BeJIeHNM TTa//IMaTMBHOI MTOMOIIY HpefIoYTeHNe OTHAIT HEeMHBA3UBHBIM
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crioco6aM BBefieHVsI MI0OBIX [IPerapaToB, B TOM YIUC/Ie U aHAITeTUKOB, UC-
HOJIb3Yysl Tab/eTNpoBaHHbIe (HOPMBI, CBEYN U TPAHCAEpMaTbHbIE CUCTEMBI
(mmacteipu ¢ ¢peHTaHUTOM M 6yIpeHOpdUHOM). [I151 KynupoBaHus 60m,
BBI3BAHHOI METACTATNIECKIM ITOPAXKEHMEM KOCTENL, UCIIONIb3YI0T Ty YeBYI0
Tepamno, 6ucdhocdaHaTsl, KOPTUKOCTEPOU/BL. BO3MOXKXHO ncnonbp3oBaHme
YaCTHBIX METOLMK IIPOTUBOOOIEBOI Tepalnu — 37IEKTPOAHA/ITe3NH, /Tase-
poTepanuu, IPOBOZHUKOBBIX O/I0KaJ, HEMPONU3NCA, pedIeKCOTepANN.

CumnTomaTunyeckas Tepanua

Kpome 6omm y pereit ¢ HemsnedMMbIMU OHKOMOTMYECKMMM 3aboneBa-
HUAMM 9aCTO BCTPEYAIOTCSA TaKMe CUMITOMBI ¥ COCTOSHMA KaK aHOPeKCHU A,
KaXeKCHUs, MHTOKCUKALUA, CTPaX, JAelpeccys, HapylleHue QYHKIUHU Jbl-
XaHUA, 3afIeP)KKU OTXOXKAEHM MO4YM, HapylleHre QyHKINM KUIIeIHNKA
(3amopBI 4acTO CBA3aHBI C UCIIONb30BAHMEM HAPKOTIYECKUX aHAIT€TUKOB),
HapylIeHle CHAa, KPOBOTEYEHNUA paslIMyHON JOKanmusauuy u ap. B casu
C3TUM, 6OTbHBIE HY)K/JAI0TCA B IPOBEICHIM IIOTHOLIEHHOI CUMIITOMATHde-
CKoIt Tepanui. B medeHnn MeTaboMMuecKuX pacCTPOICTB U NeTOKCUKAIUY
HapsAnRy ¢ nHQY3MOHHOI Tepanueil U mrasMadepesoM C YCIeXOM MCIONb-
3YI0T S9HTEPOCOPOIINIO, TO3BOJIAIONIYIO CBA3BIBATh TOKCUYECKIE BellecTBa
B IIMIIeBAapUTETbHOM TPaKTe M BBIBECTU MX U3 OopraHusma. Iy sTux meneit
UCIIONB3YIOT NouenaH, SHTEPOCTeNb, TAKTOPUIBTPYM, 31aKOBbIE OTPY-
6u. IlpuMeHeHMe TUPA3UH CyabdaTa yIydllaeT CaMOYyBCTBIE, AlIIETUT,
HOBBIIIAET BUTATE/IbHYI0 aKTUBHOCTD U B PAJie CTy4aeB YMeHbIIaeT 60Ib,
MI03BOJIAA COKPATUTD JJO3bI AHAITETUKOB.

MepauKo-ncuxonornyeckas noanepxKa

Ba)kHy10 ponb B CHMCTeMe OKa3aHWUA IMa/JIMATMBHON IIOMOILYM JMMeeT
MeJIMKO-IICUXO/OTMYecKast Hoffiep>Kka. B o61ieHun ¢ 601bHBIM, MOKMAAI0-
MM 9TOT MUP, HeoOX0AMMO NpodeccrioHanbHoe yMeHue. Hy»HO He TO/b-
KO YMeTb TOBOPUTD C OONBHBIM, HO U C TIO/Ib30I1 A 6ONMBHOTO IPUMEHATD
HeBepOanbHble CIOCOOBI OOLIEHNS — IMPUKOCHOBEHNUE, YMEHMEe CIyIIaTh,
BBIOMPATDb 103y IpU pasToBOpe M Jp. DTUMU KaueCTBaMIU JO/DKHBI 06ma-
[aTb He TOJbKO MEIMI[MHCKUII IIePCOHAN, HO U COLVaIbHble PabOTHUKY,
1 Bo/oHTephl. He MeHee 3HaUMMO OKasaHMe IICHXONTOTMYECKOI U IICUX0CO-
I[MaJTbHOI ITOMOIIY OMM3KMM IalJieHTa — YMEeHUe CHATh OCTPOe UYBCTBO
BUHBI IIepef] pe6eHKOM, TOMOYb U30eXaTh DKM B OOIIEHNN, COXPAHUTD Te-
I/IbIe OTHOLIEHMS C JPY3bAMU U ONM3KUML.



CounanbHasa nomMoLb

ConyanbHas IOMOIIb 3aHMMAeT NIPOMEXYTOUHOEe ITOJIOKEHMEe MEXAY
MeJUIMHCKOIL ¥ TPaBOBOI IO Aep>KKoil. OCHOBHBIMY 3aJjadyaMy COLIMATIb-
HBIX PAOOTHMKOB SIB/ISIOTCS:

e YCTAaHOBJIEHIE U O IeP)KAHIe CBS3M C TPYLAOBBIMI KOJUIEKTUBAMM PO-
muTeneit pebeHKa;
HOMOIIb B 0pOpM/IEHN I HEOOXOAMMBIX [JOKYMEHTOB;
OpraHys3anus MUTAHNS, HOKYIIKA IPOJYKTOB ¥ KOPMJIEHNE;

e UTeHMe KHUI, IOMOIIb B OOLIEHUN C POACTBEHHUKAMM U APY3bIMMN
pebenka;

e moffep)KaHue OMaTONPUATHOTO K/IMMATa B CeMbe I T.J.

LyxoBHas nogaepxKa

JlynieBHOe 671aromnonydre He MeHee Ba>KHO JJIA YeloBeKa, YeM Xopoliee
¢dusudeckoe cocTosiHMe. B moppmep>kaHuM HyXa 60IBHOTO, OKa3aBIIEToCs
Ha TpaHM Iepexofa OT KM3HU 3eMHOi K BEYHOI, TPYJHO IepeoleHUTDb
3HavyeHMe ciayxxuTteneit Pycckoit IlpaBocnaBroit LlepkBu. JJyxoBHas mop-
IepyKKa fleTell M pofuTenell JO/KHA OKa3bIBaThCs He3aBUCUMO OT VX OTHO-
IIEHNUA K Bepe U peMUIMU. YKPeIlIeH)e [yXOBHOCTY MMeeT Iie/lb ITI060pOTh
CTpax CMepTHU U CTPpaJaHull, 06pecT cornacue U TapMOHUIO MEXIy yMUpa-
IOIVIM 4e/TOBEKOM ¥ «KeCTOKVM» MUPOM, KOTOPBI/I OH IIOKM/A€eT, PelINTh
BOIIPOCHI O CMBICIIE KU3HY, 3HAYEHNM MPOUCXOAAIINX BOKPYT COOBITUI
¢ pagocTaMmu u Gegami, MTI0OBH, ceMbe, APYyxKbe U T.J1 .

CaMooTBep>KeHHas1 paboTa BCEro IepCcoHaa XOCINca, TpedyeT KpoMme
npodecCHOHaTbHBIX HaBBIKOB O@CKOHEYHOTO [IYIIEBHOTO TeIl/Ia, Ipefie/ib-
HOJI MICKPEHHOCTH, COTIePEXBAHIA U «JIedeHUsI c060ii» II0 00pa3HOMY BbI-
pakennio A. B. [He3n/oBa, I7TaBHOTO Bpaya IEpBOTO B CTPaHe XOCINCA
s B3pocibix 60mbHbIX B CaHKT-IIeTepbypre.

Heobxopnnmo elrie pas moguepKHyTh, 4TO Hambomee KBannupuupoBaH-
HO ¥ TIO/THOLIEHHO IMajIMaTUBHAS IOMOIINb HETAM C HEeU3/TeYMMbIMU OH-
KOJIOTMYECKMMM 3a00/IeBaHMAMM MOXKET OBbITh OKas3aHa CIEelManTuCcTaMu
XocmucoB. B Tex pernonax cTpaHbl, B KOTOPbIX HOFOOHAs CIy»Xb6a OTCYT-
CTBYeT, IIOMOIIb JeTSM B 3aBICUMOCTI OT MX COCTOSTHMSI Vi XKeTTaHMsI peOeH-
Ka U pofuTesniell OKa3blBaIOT BpauM U MEIUIIMHCKIUE CeCTPbl MOMUKINHUK
(ecmu pe6GeHOK HAXORMTCS JOMA) UK CIELMaTN3MPOBAHHBIX I COMATHde-
CKUX OT/IEIeHUIA.
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3apy6exHbII ¥ OTEUECTBEHHBIN OIBIT CBUJIETEIBCTBYET, UTO pellle-
Hye npobneM INalIMaTMBHON INOMOIYM IMalJMeHTaM, CTPafaloluM 37I0-
KaueCTBEHHBIMM HOBOOODPa3OBAHUAMN, HEBO3MOXHO 0e3 IpMBICUYEHUs
BHEOIOJPKETHBIX CPeJICTB KOMMEPYeCKIX U OOLIeCTBEHHBIX YUpPeKIAeHMIL,
(OHIOB, peNUTMO3HBIX OpraHu3anuil. B cBoio ouepenb, MpyBIedeHNe BHE-
OI0I>KETHBIX CPEJICTB BO3MOXKHO JIMIITb IPY MOHMMAaHNUM B 001IeCTBe He06-
XOIVIMOCTM OKa3aHMA KadyeCTBEHHO IIa/UIMAaTYBHOM MOMOIIN PAa3INIHbIM
KaTeropusaM 6OMbHBIX.



TAXKEJIbIE TPABMbI 3
OMNOPHO-ABUTATEJIbHOI'O AMNMAPATA Y AETEWN.
OPrAHMU3ALUUA CNELWNATTNZNPOBAHHOW NMOMOLLIA

A.T. bannpypawsunu, K. C. ConoBbeBa

OpHNMM 13 Ba)KHEMMINX IOKa3aTesell 3[0pOBbA IETCKOTO HaceNneHNA
ABNIAIOTCA MOKasaTe/lu JeTCKOTO TPaBMaTM3Ma Y HeTCKOM MHBAMMIHOCTH
BcreficTBue TpaBM. OHUM OTpa)kaloT COIMAIbHO-9KOHOMMYECKoe 6yaro-
HONMy4ye B 0OILIeCTBe ¥ CAHUTAPHO-TUTHEHNYECKOe COCTOsIHIE OKPYKalo-
mett cpenpl. [TokasaTenn JeTCKOro TpaBMaTMU3Ma XapaKTepu3yIoT KadeCcTBO
yXofa 3a pe6eHKOM B CeMbe, 3aBUCAT OT OOIIEIPUHATHIX STUIECKIX HOPM
HOBeJIeHM s B 00IeCTBEHHDBIX MeCTaX, Ha y/IMIie I B IIKOJIe, OTPasKaIoT CIIy-
Yay arpeccuy ¥ HACU/IMA IIpU B3aMMOOTHOLIEHMAX B3POC/IBIX M JieTell,
a Tak)ke B JeTCKUX KO/IIeKTuBax. ITo 3TMM IokasaTensaM MOXKHO CYAMUTD
0 TOCTYIHOCTH U O KayecTBe MeIMIIMHCKOI oMo, 06 addekTuBHOCTH
HpoGUIAKTUKY TPABM, O TIOTHOTE peabUINTallIOHHBIX MEPOIIPUATHUIL IPU
He6/TaroNnpMATHBIX TOCTEACTBIAX TPAaBM I O BO3MOYKHOCTSX MHTEr Ay
pebeHKa B 061IeCTBO TIOC/IE TAXKENOI TPABMBIL.

PACMPOCTPAHEHHOCTDb U CTPYKTYPA
NOBPEXXAEHUA KOCTHO-MbILWEYHON CUCTEMbI Y BETEU

Ha 1 suBaps 2012 roga B Caunkr-Iletep6ypre nposxnusano 690 Tbicsa4
meTeit B Bozpacte oT 0 1o 17 jiet, uTO cocTaBMIo 14% K 0bLieMy 4ucIy
HacermeHus. VI3 Hux 579 TeicsA4 peTeit 6piu B Bospacte oT 0 o 14 ner,
12 thicay - ot 15 go 17 nmer. Yncno mManpumukoB Ob1o Ha 1,5% OGonblie,
4yeM JleBOYeK.

ExerogHo B nedebHO-poduaakTudeckue yupexjeHus CaHKT-
[Terep6ypra (CII6) obpamatorcss 116 — 118 ThicsAY feTeil ¢ TpaBMaMIl,
OTPaBIEHUAMU U [PYTUMM IOCHAEACTBUAMU BO3IENCTBUA BHEIIHUX
HOPUYNH, YTO COCTAB/AET 5,4% OT 41ciIa Bcex obpamenuit gereitr B JIITY.
IToxasaTtenb TpaBMaTu3Ma feteit oT 0 go 17 neT Ha 1000 cooTBeTCTBYIO-
lero HaceneHus coctasun B 2011 r. 170, 24, B 2012 1. - 170,74. IIpu aToM ¥
MaJIbYMKOB OH OBIJ B IIOZITOPa pasa 6ornblile, 4eM y fieBodeK. Y feTeit ot 0
1o 14 ner mokasaTenb TpaBMaTU3Ma yBelIudnics 3a 5 et ¢ 155,6 go 161,3
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Ha 1000 coOTBETCTBYIOIIErO HaceneHus, y geTeit 15 — 17 ner mokasarenb
TpaBMaTU3Ma YMEeHbIINJICA OT 227,6 mo 211,7.

CrpyKTypa TpaBMaTu3Ma II0 XapaKTepy IOBPeX/ieHUil U B 3aBUCUMO-
CTM OT MeCTa ITOTyYeHNUs TPaBMBI IPeCTaBIeHa B Tabmumax 1 u 2.

Tabnuua 1
Cmpykmypa mpasmamusma y demeti CII6 om 0 0o 17 nem 6 3agucumocmu
om mecma nonyuenus mpasmul 6 2011, 2012 ez. (6 npoyenmax).

Britosrie| Ynnunpie | Tpancnoprabie | [lIxonbabie | CnopTushble | [Ipoune Bl:i/zo
2011r.| 31,3 37,4 1,0 11,8 7,2 11,3 100
2012r.| 32,8 34,9 0,9 11,7 7,2 12,5 100
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V3 mpepcTaBIeHHBIX MMOKasaTeseil Hambomee TSKENBIMU SIBASIOTCS
TPAHCIIOPTHbIE TPaBMBI, OOMbLIAs YacTb KOTOPBIX KBanuuiupoBaHa
Kak aBTogopoxHas. B CII6 u Jleno6mactu exxerogso ot 10 5o 12% ot Bcex
I TII npoucxogut c yuyacTueM aeTeil. bomee momoBuHbI feTell, HOCTpaiaB-
mux B JJTTI, memexopnbl, o 20% — BeJTOCUIIEANCTHI ¥ TIOAPOCTKM, YIIPAB-
NAI0I e MOTOCPe/ICTBaAMMI, OKOJIO TPETHU — IeTU-TTACCAKUPBI TPAHCIIOPT-
HbIX cpeacTB. ClemyeT oTMETUTD, uTO 60% TpaBM y JieTeil-TacCakupoB
OTHOCATCA K TIOBPEX/IEHNAM BBICOKOI CTEMIeHN TAXKECTH.

Bospact mocrpagaBmux npeuMyIlecTBeHHO oT 7 mo 17 nmer. I'pynma
pucka JTII - manpumkm 12-14 ner. AHajau3 TPAHCIOPTHBIX TPaBM IIO-
3BOJIAET NIPOTHO3MPOBATh OOBIIMHCTBO U3 HUX KaK MMEIOLINX Hebmaro-
IpUATHBIN Ucxof. 3a 2012 r B pe3ynbTaTe JOPOKHO-TPAHCIOPTHBIX MPO-
ucmectsuit B CII6 moru6mo 14 gereit, us Hux 10 — Ha mecte ITII. [IBoe
MOCTPaJaBUIMX YMEPAM B Y4YPEXJEHUAX 3[PaBOOXPAaHEHUS B IepBble
CeMb CYTOK, Boe — B cpoku oT 8 1o 30 cyTok. [Ipun4unHoit cMepTH ABUIUCD
TpaBma ronossl (10), mwen (1), rpygHOIT KiaeTku (1) ¥ BHYTPEHHMX opra-
HOB (1). VIHzekc TsKecTy (OTHOIIEHNe Yucia mornomux K 100 noctpagas-
muM) coctaBuna 1,53, 4To Bbile mokasarens 3a 2011 1.

HpI/I‘II/IHaMI/I TSAKENbIX TpaBM WM CMEPTEIbHBIX MCXOAOB KpoMe
AOPOXKHO-TPaHCIIOPTHBIX HpOI/ICI.HeCTBI/I]U/I JOCTATOYHO YaCTO ABIAKTCA



HaJieHNs C BBICOTBI, TPABMBI OT OOPYILIEHNA 3[JaHNIT, KPUMWHATbHbIE CTY-
Yay HaCMIMA Hajl BeTbMU. DTU NMOBPEXIEeHNUA 110 CTATUCTUKE OTHOCATCA
K OBITOBBIM, YIMYHBIM MM K TPOYUM TpaBMaM. [[pU4rHaMU CMEPTHOCTH
OT TPaBM MOTYT TaKxe OBITb OOLINMPHBIE ITTyOOKME OXOTM, YTOIICHN,

OTpaB/JI€HNA.

Tabnuya 2

Cmpykmypa 0emicKozo mpasmMamusma no xapaxmepy nospeicoeHuil
Ha 1000 coomsemcmeyouezo HaceneHUus u 8 NPOUeHmMax K abconmomHomy
Konuvecmey mpaem 6 2011 u 2012 e..

Ha 1000 % Ha 1000 %
COOTBETCTB. | K aOCOMIOTH. | COOTBETCTB. | K aOCOTIOTH.
Hace/leHNs | YUCIy TPaBM | HaceleHus | 4MCIy TPaBM
Bcero 170,2 100% 170,8 100%
B TOM YMCIe
IloBepxHOCTHBIE 68,4 41,69 70.8 41,5
TpaBMbI
OTKpBITBIE paHbI 18,0 9,40 18,1 10,6
ITepenombl depera 2,0 0,77 1,9 11
Y TUIIEBBIX KOCTEN
Tpasma rmasa 24 1,28 2.4 14
Y TTa3HUIIBI
BHyTpuuepenHbie 8.9 5.42 8.9 5.5
TpaBMbI
Iepenompr kocreit 24,8 12,50 24,8 12,7
BepXHeil KOHeYHOCTel
Hepenova Kocreir 9.2 5,10 9.4 47
HIDKHEN KOHEYHOCTeN
Ilepenompr
NMO3BOHOYHMKA 2,5 1,58 2,5 1,4
M KOCTelii Ty TOBHIILA
BriBuxu, pactsaskeHns 24,7 16,22 25,8 15,1
TpaBMBI HepBOB 0.1 0,08 0.1 0,07
¥ COMHHOTO MO3Ta
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Ha 1000 % Ha 1000 %
COOTBETCTB. | K aOCOMIOTH. | COOTBETCTB. | K aOCOITIOTH.
HaceJleHNA | YMCTY TPAaBM | Hace/leHUsA | YUCITy TPaBM
Pasmosxenns, 0,08 0,04 0,08 0,07
AMIyTaIumn
TpaBMbl BHyTpEeHHMX 0.4 0,08 0.4 0,08
OpraHOB
Tepmugeckue 3.6 2.26 3.4 2.0
Y XMMUYECKIE OXKOT
OrpaBneHns 0,09 0,06 0,1 0,5
OcnoXxHeHU A 0,7 0,51 0.8 0,44
BMelllaTe/IbCTBA
IlocnencrBusa Tpasm 0,6 0,38 0,5 0,3
ITpoune 3,9 2,63 51 3,0

AHanus xapakTepa U JIOKa/lu3alyy MOBPEX/eHNIT TOKa3asl, YTO B 60/b-
IIMHCTBE Cy4aeB PeTrMCTPUPYIOTCA TPAaBMBI JOCTATOYHO JIETKHUe, KOTOpbIe
He MPeACTAB/AT OINACHOCTH I >KM3HM NocTpafaBmux. [pynmy pucka
IPEeICTABIAT MaTbYMKI IIKOTBHOTO BO3PACTa, Y KOTOPBIX B 2 pasa dalle,
YeM y ieBO4eK, Hab/TI0fjamiCh ITepelloMbl KOCTelT Yeperia, TMUIEeBbIX KOCTelL,
HepeIoMbl KOCTell BepXHNX U HYDKHMX KOHEYHOCTEN, pa3MO3)KeHMA U TPaB-
MaTu4ecKye aMmyTanuy, B 1,5 pasa yalje — BHYTpUUYEpeIHble TPaBMbI,
PaHBI, OXKOTY ¥ HeO/IaTrOIPUATHBIE TIOC/IEACTBUS TPABM.

I3 HO30MOTMYeCcKUX GOpM Hambomee TAKETBIMU M ITPOTHOCTUYECKU
HeOMaronpuATHBIMA AB/AETCSA HeOONbIIass TPYIHa MOBPEXMEHMUI, KOT-
fla M30MPOBAHHBIE VM/IM MHOXKECTBEHHBIE IIePe/IOMBbl KOCTeil COYeTaloTcs
C BHYTPMYEPEIHOi TPaBMOI MM C TpaBMaMU BHYTPEHHMX OpPTaHOB, Ile-
peOMBbI ITO3BOHOYHMKA OCTIOKHAIOTCA MOBPEXJIeHNMEeM CIIMHHOTO MO3Ta,
KOTTIa C/Ie[ICTBYEM TPaBMBI ABJAIOTCA PasMO3XKeHNA U aMIyTalluy KOHed-
HOCTell. B cTaTucTiyecknx nokasaTeax TsAXelble TPaBMbI He BBIJIEIAI0TCA
OT/IeNbHOI cTpoKoil. OTHAKO OHY MOTYT JIOKa/IM30BaThCA B M06011 06/1acTH.
['pymnma mocTpafaBIUINX C TSOKENON CTENEeHbI0 TPaBMbI TpebyeT Hauboblire-
TO BHMMAaHM MEJUIIMHCKOTO IIepCcOHaa, 6oee JINTeTbHOTO IpeObIBaHM S
B CTaIVIOHape, OOMBIINX 3aTPaT Ha XUPYPriUdecKoe U MefKaMeHTO3HOe Je-
JyeHMme, 6ojee COBEPIIEHHOTO BOCCTAHOBUTETBHOTO JICUEHU .



AMBYJIATOPHAA CNELUMNANIU3NPOBAHHAA
NMOMOLLb AETAM NMPU TPABMAX

Bornbiras 4acTh TpaBM KOCTHO-MBILICYHON CHUCTEMbI MMeeT O7aroIpu-
ATHDIJ MPOTHO3, ¥ OKa3blBaeMasl IIOMOLIb NMPMBOAUT K IOTHOMY H3/ede-
HUIO TTOCTpafiaBIIero. 84% JeTelt MOMy4aroT MePBYIO MOMOIIb B aMOyIaToOp-
HBIX YC/IOBUAX Y MPaKTUYECKM BCe NOCTpajjaBlle 3aKaHUMBAIOT IeYeHe B
TPaBMaTOJIOTMYECKMX U XUPYPIUYECKUX OTAENEeHNAX NeTCKUX IOMMKIMHUK
CII6. O6beM okasbiBaeMOil aMOy/IaTOPHOI TPaBMAaTOMOTMYECKON TTOMOIIN
BKJ/IIOYaeT OCMOTP BCeX OOPATUBIINXCS BHE 3aBYCHMOCTY OT MeCTa XKUTeNb-
CTBa, peHTreHorpaduieckoe obcnenoBanme (B cpefHeM y 30% IaIieHTOB),
HaJIO)KeHNe U CMeHY TUIICOBBIX NOBSI30K (22-25% mainueHTtoB). B omeparus-
HBIX BMeIIaTeNbCTBAX HY>KHAk0TCsA — 9-12% Brepsble 06paTuBumxcsa. O6bem
OIIePaTUBHOM JIeATENbHOCTU B aMOY/TaATOPHBIX YCIOBUAX: TlepBUYHAst 06pa-
60TKa paH, MePBUYHBII OB CYXOXKMUINII pasrubareneil KUCTY, HOBOKaNHO-
Bble OJIOKaIbl, aHeCTe3MsA C NOCTeAYIOLIell Perno3ulyeil OTIOMKOB KOCTel
U BIIpaBlieHMeM BBIBUXOB. OKoo 16% IMalMeHTOB, U3 IEePBUYHO O0OpaTUB-
IINXCSA B MOMVKIVHUKY, ObIIM TOCIUTaTM3UPOBaHbI B craninoHapbl CI16. Ya-
CTO MOKa3aHMeM K TOCIUTANIN3ALNY CITY>)KUT BO3PACT pebeHKa 1 HeoOXoau-
MOCTb IIPOBEfIeHM 1 MAHUITY/IALMI IIOf] HAPKO30M B IIPMEMHOM IIOKOE.

3a 2011 romy Ha 212 TpaBMaTONOTMYeCKUX KOMKaX JeTCKUX TOPOACKUX
607bHNUIL OBIIO IpoJedeHo 7834 MalieHTa, U3 KOTOpbIX 91% MOCTYNMIN II0
9KCTPEHHDIM IIOKa3aHMAM, CPEHMUIT KOKO-/ieHb cocTaBun 7,8. Ilpu mepeno-
Max KOCTelt CpefHNII KOVKO-IeHb ObUT 9,6. TPV BHYTPUYEPEIHBIX TPaBMaX —
4,5. Bo3M0KHO, KOPOTKMII KOJKO-JIeHb IIPY JIe4eHN BHY TPMYEPEHBIX TPABM
KOCBEHHO CBUJIETENIbCTBYET O TUIIEPAMATHOCTUKE BHYTPUYEPENHBIX TPABM.
Cry4aeB ¢ jeTa/IbHBIM MICXOZIOM He 6b1710. CTPYKTYpa TOCIIUTaIbHOI TPaBMBI
mpezicTapeHa B Tabmuie 3. O6paijaer Ha ce6sa BHMMaHMe GO/IbIIAsl YacTOTa
BHYTPUYEPEITHbIX TPABM J 03KOTOB Yy IAIIVIEHTOB IIEPBOT0 TOfla JKM3HNA.

Tabnuya 3
Cmpyxmypa cocnumanvtoti mpasmot 6 /II1Y Poccuu 6 2011 e..
CTpyKTypa rocnmTaabHOM TpaBMbI CpeHNK KOJKO-TleHb
Buyrpu Buyrpnu
ITepenomer | uepennbie | Oxoru | OTpasnenns | [lepenomsl | uepenHbie
TpaBMbI TPaBMbI
Hern 0 - 17 net 25,8 16,3 7,7 8,5 10,4 7,4
flernmepsoro | g 5 287 | 209 73 : :
roja KM3HU
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3akaHYMBaEeTCA edeHme TpaBMbI B aM6YHaTOprIX YCIOBUAX. ITo mo-
Ka3daHMAM IMAVEHTY Ha3Ha4aloT }Ie‘Ie6HYIO TMMHACTHUKY, MacCaxX, (1)1/[3]/[0-
TE€paNeBTUIECKOE JIEYEHIE.

3TAMbI JIEYEHUA OETEN C TAXKENIO TPABMOW
OkasaHue nepBoli NOMOLL Ha MecTe NpoucLIecTBUA

[Tpu TsKenbIX TpaBMax, KOIa COCTOsIHME peOeHKa IIPeACTaBIsaeT Omac-
HOCTb JIJIS1 €T0 XKMU3HM, OYeHb BaXKHBIM SBJIAETCS OKa3aHMe CBOCBPEMEHHO
[IepBOI JOBPa4eOHOI IOMOIIY Ha MeCTe IIPONCIIECTBIUS CBU/ETe/IAMNU He-
CYaCTHOTO cy4as, pogutensimu. OKONIO IMOCTPafaBIINX MOTYT OKa3aThCA
IIOCTOPOHHNE JIIOIY, He VIMEIOIIIie HABBIKOB OKa3aHM MepBOYI IIOMOIIM 1IN
He pelIalolyecs 0Ka3blBaTh IIOMOIb. IIpy OTCYTCTBUYM IOMOIIM Ha MecTe
IIPONCIIECTBYS JETH C IIOKOM ¥ KPOBOIIOTepelt 6ojiee YeM B IIOTIOBMHE CITY-
JaeB He IOXKMBAIOT 10 Ip1e3fia CKOPOJ MeAVIIVTHCKON OMOIIML.

Bcepoccniickas cnysxk6a MeAVIIMHBI KATaCTPOd, pabOTHUKMU aBapUITHO-
CrlacaTeNbHBIX (GOPMUPOBAHMIT U CIYXO, BOAUTENU TPAHCIOPTHBIX
CPEeZICTB IPOXOAAT CIIeLIMAIbHYIO TOATOTOBKY 10 0Ka3aHMIO IIepBOIi HOMO-
M U IPOBEe/IEeHNI0 PeaHNMAIIMOHHBIX MEPOIPUATHUI IIPYU SKU3HEYTPOXKa-
IOINX cOCTOAHMAX. OfHAKO YpOBeHb MOATOTOBKY PaslnMyeH U He BCeraa
rapaHTHUPYeT MPaBUIbHOCTb PeaHNMMAIMOHHBIX MeponpuATnit. O6ydeHne
MIMPOKUX CI0EB HACeTIeHN A OCHOBAM OKa3aHMA IIePBOJi TOMOIIY Ha MecTe
HIPOUCIIECTBUA IPY TPaBMaX ABIAETCA BaXKHBIM YC/IOBMEM IO COXpaHe-
HUIO JKVM3HM HOCTPafjaBIIEro M HPOGMIAKTUKY HeOMIaronpusATHBIX II0-
CNIeNICTBUIL TPaBM.

B xommtekc nepBoﬁ TIOMOIIN BXOOAT: OLl€HKA CUTYalliM1 I BbBI3OB MEIN -
].U/IHCKOI7[ CTIY>K6I)I, IIpN OTCYTCTBUM Y IIOCTPAaaBIIETO IbIXaHMA U ITy/IbCa —
MCKYCCTBEHHOE [bIXaHNE «pPOT B pOT» " HerHMOI?I Maccaxx cepana, ocTta-
HOBKa Hapy>XHOTO KpOBOTE€Y€HMIA, I/IMMO6I/ITII/I3aI_H/IFI TIOAPYYHBIMU CpeN-
CTBaMU IIpJ BO3MOJXXHbBIX IIE€PE/IOMAX U BbIBIXaX.

OT,[[e}'IbeIe ClIy4an MHOJKECTBEHHBIX 1 COY€TaHHbIX HOBPe)KI[eHI/IﬁI, HE-
COBMECTVMIMBI C )KU3HDIO I HEMMHYEMO IIPUBOAAT K CMEPTU. B rakoit CUTya-
UM HENTb3A OOBUHATH OKpYXaloWnX 1 TOCTOBEPHO YTBEPKAATD, IYTO 6bIma
BO3MOJXHOCTD IPEAOTBPATUTD CMEPTDH MOCTPaLaBIINX Ha JOTOCIINTAa/IbHOM
9Talle 3a CIYET OKa3aHMA NOCTpaJaBIIEMY HepBOf/I IIOMOLIM 1 YCKOPEHMA €TI0
AOCTaBKM C ME€CTa ITPONCHIECTBIA B CTallMMIOHAp.



OkKasaHue nomollu pe6eHKy C TaKenol TpaBMoiA
6puragamu ckopoii nomoLyu

9BaKyanusa IOCTPaJaBIIEro0 C MeCTa IPOMUCIIECTBUA OCYILECTBIA-
eTcsl BBIE3THBIMM OpUrafiaMu CKOpPOIl MENMIIHCKON IIOMOIIM C Ipo-
BefIeHJ)eM BO BpeMs TPAHCIOPTUPOBKM MEPONPUATHUIL C IpUMEHEHMEM
MeJIUIIHCKOTO obopynoBaHusa. O6beM IOMOLIM BK/IIOYAaeT OKasaHMe
CepIeYHO-IETOYHOI  peaHMManuy, o06e300NMBaHNe, OCTAaHOBKY KpoO-
BOTEYEHM M 3alIMUTY paH OT 3arpsAsHEHMs ¥ MHOMLIMPOBAHUA, MMMO-
6MnIM3anuio MeCT BO3MOXKHBIX II€PeIOMOB 1 BBIBUXOB, MH(QY3MOHHYIO
tepanuio. CeyeT yIMTBIBaTh OCOOEHHOCTM JeTCKOro opraHmsma. Ilpu-
MeHeHMe TpyObIX IpPHEMOB MCKYCCTBEHHOTO MaccaXka Cepylia MOXKeT
OCIIOKHUTBCSA TepesioMaMy pebep, a MHTEHCUBHOE AbIXaHUe POT B POT —
IPUBECTI K Pa3pbIBY eroyHoit TKaHN. C pe6eHKOM TPY/HO HaTaAUTh KOH-
TaKT U MOYKHO ITPOIYCTUTH IIOBPEXXeHNe BHYTPEHHIX OPraHOB, IOCTaBUTD
HeTO/HbII ArarHo3. OT/eNbHble aBTOPBI OTMEYAIOT, YTO U3 AeTell, HoTu6-
IMX Ha JOTOCHUTAAbHOM 3Tare, 75% yMupaeT Ha MeCTe IPOUCIIECTBUS,
a 25% - B Impolecce TpaHCIIOPTUPOBKIAL.

[lns Bpava CKOpOJT IIOMOIIY 0COOEHHO Ba>KHO OIPEJeUTh B KaKoe Jie-
yeOHOe yUpex/ieHue HaJlo BeCTHU IIOCTPafIaBIIeTo, YUYUThIBAsI C OfHOIT CTO-
POHBI COCTOsTHME pebeHKa 11 BpeMsI TPaHCIIOPTUPOBKIY, a C APYTOil Ka4eCTBO
7e4e6HOTO YUPEXJIeHN, CTAHAAPT ero OCHAIIEHNs Y HaaM4ye MOfTOTOB-
JICHHBIX KaJipoB. DTO IIPeJOTBPATUT HEOOXOAMMOCTD IlepeBofia MOCTPajiaB-
1rero pebeHKa 13 OFHOTO 1e4e6HOr0 yupexjeHus B gpyroe. B 2012 r. menu-
LMHCKasl ITOMOIIb OpurafgaMu cKopoii momoru 6s1a okasaxa 900 getsam,
noctpagasimnm npu JTII 8 CII6 u Jleno6macTtu.

OKasaHue 3KCTPeHHOI NoMoLLY pe6GeHKY C TAXKenoi TpaBMo
B cneLnanns3npoBaHHOM CTalioHape

JeTeit ¢ TAXeNbIMY MHOXECTBEHHBIMU U COYeTAHHBIMU MOBPEXIEHMA-
MH, C TPaBMaMH, OCTTO>XHEHHBIMM IIOKOM 1 KPOBOIIOTEpell, JOCTABIAIOT B
IeTCKMe CTal[OHaphbl TOPOfia, KOTOpble UMEIT B CBOEM COCTaBe KPYIIOCY-
TOYHY0 MEIVIIMHCKYIO OMOIIb IT0 IIPOUIAM «TPaBMATONOTS U OPTOIIe-
OUA», «XUPYPIUA» U «aHECTe3UONOTHA U peaHMManusa». K okasaHMIO aKc-
TPEHHOII MMOMOIIM TOTOBBI AeTCKue MHorompodunbHsie 60ompaunbl CII6
NeNe 1, 2, 5, 18 m 22., uMeouiye B CBOEM COCTaBe CIIELMATN3/POBAHHbIE
TPaBMaTOJIOTO-OpTONeANYecKe OTAe/ieH ). B mepBble CyTKM [/ OKa3aHUA
IIOMOIIYM IIPK TSDKETION TpaBMe, OCTIOKHEHHOJ LIOKOM, HEOOXORUM MeX-
OVICUMIIIMHAPHBIN MoAxof. I'MaBHasA ponb MpUHAAIEKUT aHECTEe3UONOTy-
peaHuMaToNory, AEeTCKOMY XUPYPry, TPaBMaTOJOTy-OpTOIeERy, HelipoXu-
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pypry. 321,[[3‘11/[ 9TOr0 dTalla JIEYEHNA: YCTAHOBIEHME MarHo3a, BbIBEJEHIE
13 IIIOKa, OCTAaHOBKA HapY>XHOTO I BHYTPE€HHEIO KpOBOTE€IYEHM A, 06e360m1-
BaHue 007IacTu TIIepenoMoB, I/IMMO6I/I]’II/I33LU/IH OT/IOMKOB, paHHJE OII€EpPaTUB-
HbI€ BME€HIATC/IbCTBA IO XM3HCHHBIM ITOKAa3aHUAM. HOCTIeI[OBaTe]'IbHOCTb
1 06'beM OKa3aHMs IIOMOIIIN 3aBUCAT OT AMarHo3a i COCTOAHUA pe6eHKa.

B 0)KOrOBOM OT/ie/IeHUY TeTCKON KIMHUYECKOi 60mpHMIIBI Nel mpuMme-
HeHIeM KOMIIJIeKCa peaHMMAIMOHHBIX MEepPONPUATUI YMEHbIIeHa CMepT-
HOCTb OT O)KOTOBOTO ILIOKA IIPY KPUTHUECKNX 0XKorax 6omee 30% moBepx-
HocTU Tena. ITo BBI3OBY [eTCKONM OOMBHMIBI MOTYT OBITH IIPUITIALLIEHBI
PabOTHVMKM BBIE3JHOI KOHCYIBTATMBHOM OPUrajbl CKOPOI MEZMIIMHCKOI
TIOMOIII .

Oka3aHwue cneyuanm3npoBaHHON NOMOLLU PeGeHKY
C TAXKeJIoll TPaBMOI B CTaLlMOHape

IMocne ycTpaHeHMs YTPOXKAIOLINX >KUSHN COCTOSHUIT OONIbHBIE TIepeBO-
IATCA B OTHENEHMA JIeTCKUX OONBHMUI NIl YTOUHEHMS AMATHO33, NedeHMs
U IIpeRyTIpeKAeHN A OCTIOXKHEHMI C MICII0/Ib30BAHNMEM CIIeIaTbHBIX METOJIOB
U CIOKHBIX MEJVIIMHCKUX TeXHONOTUIL, @ TakoKe /IS MeAMI[MHCKON peabu-
mutanyy. IlanyeHTs ¢ TpaBMaMy KOCTHO-MBIIIEUHON CHCTeMbI HOMYYaioT
JledeHe B TPaBMATONIOTUYECKUX OT/e/IEHVSIX MHOTONIPOGWIBHBIX OOTbHMUII.
Bornee 25% manyeHTOB TpaBMaTOIOTMYECKOTO CTAIIIOHAPa UMEIOT IIeperio-
MBI KOCTell ¥ TPeOYIOT KOHCEPBATMBHOTO MM OIEPAaTHBHOTO BMeIIATelNlb-
CTBa JI/IS1 PEMO3UIINY U a[IeKBaTHOI MMMOOVIN3AaLIMY OTIOMKOB. VI3omupo-
BaHHbIE I MHOYXECTBEHHBIE TTePe/IOMbI KOCTeil KOHEYHOCTY B 11eJIOM UMEIOT
671aTOIPYUATHBII 1A )KM3HYU MPOTHO3. IIpy COMyTCTBYIOMMX ITOBPEXCHNMAX
K JIeYeHUIO TIPUBJIEKAIOTCA XUPYPIH, IeAMATPhl, HellpOXUPYPTH.

B pspe ciydaeB TAXKeIBIX TPABM BHICOKOTEXHOIOTMYHAS IIOMOIIb IETAM
okasbIBaeTcs B pepepanbHbix yupexgeHnsax CIIb.

B kmHMKe MeAUIIMHCKOTO eANaTpiuiecKoro YHUBEpCUTeTa B epBble
9achl II0C/Ie IIPONCIIECTBYS IPUHMMAIOT CTIOXKHYIO TPABMY KUCTY C OOLINP-
HBIM IOBpPEX/eHVeM PasINYHbIX aHATOMUYECKUX oOpasoBaHuil (KocTeit,
CBS30K, CYXOXXWJ/INIT I HEPBOB) C OTPBIBOM ¥ Pa3MO3)KeHeM IanblieB. PaH-
Hee XMPYprudeckoe JiedeHNe C JVCIONb30BAHMEM MUKDPOXMPYPrUIecKOil
TEXHMKI MO3BOJISIET TIONIHEe BOCCTAHABIMBATH AHATOMMUIO KIUCTH, IIpef-
YIpPeAUTh pasBUTHE TPYyOBIX KOXKHBIX PYOIIOB, MAKCUMAIbHO COXPaHUTb
YHKUMIO KUCTH.



Bpuraza TpaBMaTon0roB 11 HEMPOXMPYProB HayYHO-MCCTIEN0BATENbCKO-
ro feTckoro oproneanyeckoro mHctuTyTa uM. I. V. Typrepa kpyrmocyTou-
HO OKa3bIBaeT KOHCY/IbTaTYBHYIO IIOMOIb BpayaM ropoyia B I/IaHe JIeYeHU A
feTeil ¢ TpaBMaMM ITO3BOHOYHMKA 1 CIMHHOTO Mosra. B saBucumocTu or
cuTyanyy 6puraja Bble3KaeT B MEJVUIIMHCKOE YUpEXeHMNe /IS OllepaTuB-
HOTO JIeYeHN s WIM IPYHMMAET PellleH)e O IepeBojie IIOCTPalaBLIero B OT-
JieJIeHMe TTaTOMIOTUY TI03BOHOYHMKA 1 CIIMHHOTO Mo3ra. PaHHee (B TedeHMe
HepBBIX CYTOK) OIEPaTHBHOE BMEIIATENbCTBO CTAOMIUSUPYET OBPEXK/eH-
HBIl CETMEHT IT03BOHOYHMKA, TUKBUAMUPYET MCTOYHMKIM KOMIIPECCUM CITMH-
HOTO MO3Ta J €I0 KOPEIIKOB, BOCCO3/laeT HOpMa/IbHbIe B3aVIMOOTHOIIEHU A
MEX/y TMO3BOHOYHVKOM, CIIMHHBIM MO3TOM, O0O/MOYKaMU U KOPEIIKaMIL,
OIITMMUBUPYET KPOBOCHAOXeHe CIIMHHOTro Mo3sra. Takas ¢opma coBmecT-
Hoit pab6oTsl HVMM u 6onpHui CII6 mo3Bonuia y feTeit ¢ HeCTaOUIbHBIMU
HOBPEXICHUAMHU NO3BOHOYHUKA KYNMPOBATh OONEBOI CHHIPOM, BOCCO-
3[]aTh HOPMAJIbHYIO AaHATOMUIO II03BOHOYHOTO KaHa/a, pefylIpefuTh pas-
BUTME CIVMHAIBHBIX PACCTPOIICTB, YTO SABIACTCS MPOMUIAKTHUKOI JETCKOI
nuBamuaHocT. Ha ocHoBe onbita pa6otsl B I. CaHkT-IleTepbypre Ha Oase
OI'BY «HVJIOU um. I. V1. TypHepa» Munsznpas Poccun cozgan @epepanp-
HBI JeTCKMIT LIEHTP JI/1s OKa3aHMs KOHCY/IbTaTUBHON 1 paHHEN XUPYpru-
4ecKoll Helpo-opTonefudeckoil momomnu aetam Poccuiickoit Pepepanun
C HOBPEXJEHMAMY II03BOHOYHMKA U CIIMHHOTO MO3Ta.

B 0>x0roBOM OTHe/IeHNY HETCKOI KIMHUIECKOT 60bHMIBI Nl TIpu I1y-
6OKMX 1 OOLIMPHBIX 0>KOTaX BBIIIOMHAETCS PAHHSS WM OTCPOYEHHAs, TaH-
TeHLMaIbHASA WM PafiKanbHasA HEKPIKTOMMA C MOCTEeYIOMIM TIacTIde-
CKMM 3aKpBITUEM PaHeBOIl MOBEpXHOCTH. VIcIonb3yeTca MMPOKUIL CIIEKTP
(dbapMmaleBTIYECKMX IPeapaToB, MPeayIPeXFaOllNX pa3BuTie NHPEKIN-
OHHBIX OCJTO)KHEHIA.

ITocne 3aBE€PHICHNMA CTALIMMIOHAPHOTO 9Talla OKa3aHIMA IMOMOIIN MalleH-
ThI BBINMCBIBAOTCA ITIO[ Ha6)11011eH1/[e TpaBMaTO/IOra-opToIneaa B JETCKYIO
TIOTUKIMHUKY 1A naaneﬁmero JICYCHUA U MeIU/ILU/[HCKOIU/I pea6I/ITII/ITaI_II/II/I.

Am6ynaTopHbIii 3Tan
neyeHUn TSHXKeNbIX TPABM Nocse cTaloHapa

3ajauaMu TpaBMATOJIOTa-OPTOIIeIa aMOYTATOPHOTO OTHEIEHN S ABIACT-
s IUCTIaHCepHOe HaOITIofieH e JieTell, BBITMCAHHBIX 13 CTAIlMIOHAPa, U IPo-
BeJleHJe BTOPVMYHOI MPOPUIAKTUKU OCIOKHEHUIT M MPOrpecCUpyIOIero
TeYeHM A MOC/Ie[CTBUI TPaBM KOCTHO-MBIIIEYHOI CUCTeMBL. JleTsAM HasHa-
JaloT KOHCEPBATMBHOE BOCCTAHOBUTENbHOE (13M0-(YHKIVOHANBHOE JIe-
4eHMe B MOMMKIMHUKAX Wiy B cTanuonapax CII6, B BoccTaHOBMTETBHOM
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LIeHTpe OPTOIefMH U TpaBMaToNOruy « OTOHEeK», eTCKO-IOAPOCTKOBOM OT-
meneHuy 60ombHMUIBI Ne 40 u B gpyrux JIITY peabunutannn.

Ilo mokasaHusAM I[eTeﬁ HalIpaB/IAOT /1A IIOBTOPHOTO XUPYPTUIECKOTO
JI€YE€HNA B CTallMMIOHAapbl, B TOM YUCJIE€ B QJe;LepaanbIe Cliennanmn3npoBaH-
HbI€ YIPEKIAECHNA.

HeTI/I C TSDKEIbIMIM TpaBMaMM M € MOCIEACTBUAMM COY€TAaHHBIX TpaBM
OIIOPHO-IABUTATE/IbHOTO allllapaTa IPMHNUMAITCA Ha JUCITAaHCEPHOE HabmI0-
A€HNE OpTOoIIefa (a T10 ITIOKA3aHMAM TaK)Xe€ HEBPOJIOTa MJIN xnpypra) OETCKUX
IIOJIMK/IMHUK C BBIIIOTHEHUEM ITJIaHA pea6I/ITII/[TaI_U/II/I. CoBMecTHOE HabIo-
AE€HNE U JIEYEHNE Y HEBPOJIOTA 1 OPTOII€la 3HAYNTE/IbHO IIOBBIIIAET 3(1)(1)6K-
TUBHOCTb OKa3aHUA Me,[[]/[].II/IHCKOI?I IIOMOIIIN.

NHBanuaHOCTb feTen BcieacTBUE NOBpeXAeHNIN
ONOpHO-ABMraTesibHOro annapara u nx nocneacTBun

Tletu ¢ HeOMATONPUATHBIMU TOCIEACTBUAMM TPaBM, MMeIOIIVE CTa-
TOMHAMUYECKMe HapyLIeHNs (QYHKINIT OpraHM3Ma U HapyLIeHNS W3-
HeJleATeTbHOCTY, HANpPaBIATCA Ha MeMKO-COLMANTbHYI0O 3KCIIEPTHYIO
komuccuio (MCIOK) mns ocBuperenpcrBoBanusa. MCOK ycraHoBauBaer
KaTeropuio «PeGeHOK-MHBaMUA» U CPOK ee HeiicTBMs. BemencTBue TpaBM
u ux nocnenctsuil y 142 pereit CII6 6bima ycTaHOB/IEHa KaTETOpuUs «pe-
0eHOK — MHBanua». TpaBMBbI, OTPaBIeHNUs M HEKOTOPble APYriie MOCIen-
CTBUA BO3JENCTBMA BHENIHMX IIPUYUH COCTaBMIM 1% OT obliero 4mcma
mereit--mHBanumoB. Ilokasarens geTckoit mHBaaugHocTu 2,1 Ha 10 000 co-
OTBETCTBYIolIero HaceneHuA. Cpeay BcexX MPUYMH IeTCKO NHBATUTHOCTI
TpaBMa 3aHUMaeT 11 mMecto. IIpeobnanator Manbunku (61%) B BO3PacTHBIX
rpynmnax ot 10 o 17 ner.

Crennanuctel MCOK Takyke mpefiaraloT MHAMBUAYAIbHYIO IPOrpaM-
my peabyutanuu (VIIIP). B VIITP BKII09aloTCs [0 IOKa3aHUAM CTIefyoLe
MepOIPUATHA:

1. KoHcepBaTBHOe BOCCTaHOBUTENbHOE (DU3NO-PYHKIIMOHATbHOE JIe-
JyeHMe B MOMMKIMHMKAX U cranmonapax CII6, B BOCCTaHOBUTEIbHOM
IIeHTpe JIeTCKOil OpTOoIeAuu U TpaBMaTonoruy «OTOHEK», B JIeTCKO-
HOJIPOCTKOBOM OTHeNeHNY OonbHUIBI Ne 40 M B JPYTMX CaHATOPHO-
KYpPOPTHBIX OPraHU3ALVAX, IPOBOASAIINX peabMIUTAILIUIO AeTell C Mmo-
BpeXXZIeHIAMHI OIIOPHO-[|BUTATe/IbHOTO allIapara.



2. Xupypruueckoe peKOHCTPYKTHBHO-BOCCTAHOBUTEIbHOE JIeUeH e IO II0-
Ka3aHMAM B CIIeIMaNM3MPOBAHHBIX yUpeXXIEeHMAX Ha STalax JedeHns,
B TOM YICJIe ITAHOBAsI BBICOKOTEXHOMIOTUYHAS IIOMOIIb B (efiepaTbHBIX
KInHMKax [lerckoro opronepnyeckoro nucTutyTa M. I. V. Typuepa,
MeuIHCKOTO IIeiMaTpUYecKoro yHmBepcuTera, HayuHoro ienrpa
IpoTe3NpoBaHMs UM. ATbOpexTa.

3. Ob6ecneuenne pe6eHKa C OTpaHMY€HHBIMI BO3MOXXHOCTAMU TEXHUNYIE-
CKMMM CpeACcTBaMU [ obneryeHns MHTETpanun B O6I.HCCTBO " OKa-
3aHNE IIOMOIIN B l'IpI/IO6peTeHI/II/I TEXHNYIECKUX CPENCTB (V[SI‘OTOBHGHI/IE
OpTONEeAMYIECKNX alllIapaTOB 110 MHAVNBUAYa/IbHOMY IIPOEKTY, Cb€MHbIE
IIVHBI, IIMMHHO-KOXaHbI€ allllapaThbl, KOPCETbI, OPTOIIEAMIECKaA 06be
U CTCIbKU, KOCTBIJIN, XOOUIKN, KOTACKIU /I HepeI[BI/I)KeHI/IH).

Kourponupyior u Beimonuswor MIIP ambymatopHble CIeUanucTbl —
OpToIlefibl B IIpoljecce AVCIaHCepU3anny pebeHKa-NHBaIN/A.

MennuuHcKas peabunInTalnusA fieTeil — MHBAMINIOB IIPUBOAUT K IIOJIO-
JKUTENIbHON IMHaMuKe. UMciIo fieTeli-MHBAMN/OB, IOBTOPHO MPM3HAHHBIX
MHBa/IMFAMU 110 TIOBOJY HOCTIEICTBMIL TPABM, MEHBIIIe II0 CPAaBHEHUIO C ITep-
BUYHOJN VMHBATUIHOCTBIO 1IO TIOBORY TPABM, UTO 0OBACHAETCA 9P PEeKTUB-
HOCTBIO peabMIMTallIOHHBIX MEPOTIPUATHUIL.

MnaHoBasa rocnuTannsayua B CBA3U C OC/IOKHEHUAMM
n HeGnaronpmrerlMM nocneacTBUAMMU TAXKENbIX TPaBM

He6maronprAaTHBIMU TOCTEACTBUAMY TTOBPEX/IEHNI KOCTHO-MBbIIIEY-
HOII CUCTeMBI ABJIAIOTCA 6OTe3HU KYIbTU NPY PAa3MO3XKEHMAX M TpaBMa-
TUYECKUX aMIyTaI[MAX JUCTATbHBIX OT/E/IOB KOHEYHOCTEl, 3aMe/lIeHHOe
CpallleHue OT/IIOMKOB, Je(eKThl U JOXHBIe CYCTaBbl KOCTell, yKOpOUeHMe
U HapylIeHJe OCU KOHEYHOCTH, AedopMaluyl ¥ KOHTPAKTYpbl CyCTaBOB,
medopMmupylome pyobubl U APyrue OCIOKHEHUA PasNIUYHOI JIOKanm3a-
tun. [TocmecTBYA TSKENMBIX TPABM TPeOYIOT HOBTOPHOI TOCIMTATN3A UYL
B TPaBMaTO/IOr0-OPTONeNIECKIe OT/ie/leHNsI OONbHULL, ITUTEIbHOTO Ipe-
ObIBaHUA B CTAIVIOHApe U HEOJHOKPATHBIX OIEPaTUBHBIX BMEIIATeIbCTB,
PEeTy/IAPHOTO NMOBTOPEHMS 3TANOB aMOYTaTOPHOI 1 CTalMOHAPHOI Mefu-
LIMHCKON peabINTaI L.

B xnuHuke Hay4YHO-UCCNIEAO0BATE/IbCKOIO ME€TCKOIr0 OPTOIIEANYIECKOTO
MHCTUTYTa UM. I. 1. TypHepa AE€TAM C ITOCIEACTBUAMU TpaBM OKa3bIBAaIOT
TIJTAaHOBYI0 BbICOKOTEXHOJIOTMYIHYI0 IIOMOIIb. ,D;IIH YCTpaHEHNA aHAaTOMUYE-
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CKUX U (PYHKI[MOHATbHBIX HapYIIeHWIT, BOSHUKIINX BCIIENCTBUE HebIaro-
HPUATHBIX MOCTECTBUI TTOBPEX/EHMIT KOCTel M CYCTaBOB /100011 TOKaNu-
3aluy, IIPOU3BOAATCA PEKOHCTPYKTUBHO-BOCCTAHOBUTE/IbHbBIE OIlepaliy,
KOPPUTHPYIOI[Me OCTeOTOMUM, KOCTHas IIACTMKA, opraHocOeperaiomuiye
orepanyy 1 3HAO0IPOTe3poBaHye CYyCTaBoB. [IpoBOINUTCA peKOHCTPYKIINA
KJMCTM ¥ CTOIBI IIOC/Ie TPABMBI C MCIIONb30BAaHMEM MUKPOXMPYPIUYECKO
TeXHMKM, Tlepecajika KOXIU ¥ KOMIIIEKCOB TKaHeil, IIepeHOC IafblieB CO
CTOIIBI Ha KUCTDb. HebmaronpusaTHble MOCNEACTBUA ITyOOKUX M OOLIMPHBIX
0XOTOB TPeOYIOT MHOTOKPATHBIX KOXKHO-IIJTACTUYECKUX OIlepallnil Ha II0-
BEPXHOCTH TeNa JiIsl yCTpaHeH!s TPyObIX feopMMUPYIOIUX PyOLIOB MAT-
KMX TKaHell, U3bA3BIECHNIT 11 Ie(eKTOB KOXHBIX IIOKPOBOB.

OrnepaTuBHbIE BMEIIATeTbCTBA HA KOCTHO-MBIIIEYHOM aImapare y 601b-
IIMHCTBA fleTell, MMEIONX MHBATMAHOCTD 110 IOBOAY TPAaBMBI, I aKTUBHO
IpPOBOAVMAs MeAMIMHCKAs peabMINTAIA TO3BOJIAIOT MOMYYaTh Y/OBJIET-
BOPUTeENbHBIE pe3yIbTaThl. KauecTBO >KM3HU pebeHKa ylydlIaeTcs, AeTH
HOJTYYaloT CpefiHee U MpodeccHoHanbHOe 06pasoBaHIe.

Peabunurauus npm Hellpo-opToneanyYecKnX oC/IOKHEHUAX
TAXENbIX TPaBM - KaK YacTb KYpPCOBOIro BOCCTaHOBUTE/IbHOTO JlIeYeHMs

YacTteiMu TIOC/IEACTBUAMIM  COYE€TAHHBIX TpaBM ABIAIOTCA Heﬁpo—
OopToneanIeCcKe HpO6HeMbI. Cpe,um TMMAaVIEHTOB BbIACTANTCA ABE TPYIIIIbBI.

1. ITocmepcTBMSA YepenHO-MO3TOBBIX TPaBM, IIpUBeJIINe K OpTOIefnde-
CKUM OCTIOKHEHUAM (TeMM- U TeTpanapesbl), Hopa)keH1s mepudepmde-
CKOJT HEPBHOJI CUCTeMBI (BSUIbIE U CITACTIYECKNE TTapalTnyn).

2. TpaBMBI KOCTHO-MBIIIEYHOI CUCTEMBI B COYeTAHNUY C HEBPOIOTMYECKH-
M HapyIIeHUAMU TOIl VIV MHOJ CTereHM (OCTeICTBUA MO3BOHOYHO-
CIMHHO-MO3TOBOJ TpPaBMBbI, HEBPOJIOTMYECKUe MOCIe[CTBUA IIepeno-
MOB KOCTell U BBIBXOB CYCTaBOB, KOHTPaKTypbl PonbKMaHa 1 Ip.).

JleTn co ctaTopMHAMMYECKMMI HapYLUIeHMAMY U OTPaHMYeHUAMM SKM3-
HeZIesATENTbHOCTY MMEIOT KaTeTOPUI0 «peOEHOK-MHBANMNI» U B COOTBETCTBIUE
C VHAVMBUIYa/IbHOI TIPOTPAMMOl peabMINTALNY HAaXONATCS Ha JAVCIaH-
CepHOM HAOTIOfleHNM OpToIlefia (XMpypra, HeBpOJIOra) B NETCKON IOMN-
K/IMHYKe MONTy4aloT KOMIIJIEKC BOCCTAHOBUTEILHOTO edeHns 1 — 2 pasa B
rofl B aMOY/IaTOPHBIX MU B CTAI[MOHAPHBIX YCTIOBUAX. B KoMIITeKc BXOZAT
Me/IJUKaMeHTO3Has Tepalus, 10 IIOKa3aHUAM pasInyuHble BUABI QUSNOTe-
PaIeBTIYECKOTO TedeHNs (37eKTpodopes, MaTHUTOTePaIus, YIbTPa3ByKo-



Bas Tepanus (poHodopes), MUOCTUMYIALNS, CBeTONeUeHNMe), TapaduHO-
030KEepPUTOTEpAINs, BOHONedeHNe (BMXpeBble M KOHTPACTHBIE BaHHBI Ha
BepXHMe U HIDKHME KOHEYHOCTM), MAcCax, JiedeOHas TMMHacTuKa. [eit-
CTBEHHBIM METOJIOM JIeYeHMs IIpY JIBUTATENbHBIX HapYLIEHMAX ABJACTCA
MexaHoTepanyA. 74 BOCCTAHOBIEHNA aKTUBHBIX JBVDKEHMII IIPOBOIMUTCSA
po6OTH3MpPOBaHHA MEXaHOTEPAMN C UCIIONb30BaHNEM alapaToB «JIoko-
Mat» IJIs HIDKHIX KOHEYHOCTEN U «ApMeo» IJIs TPEHMPOBKY JBIDKEHUIT B
cycTaBax BepxHell KoHeuHOCTH. [IporpaMma yiedeHNs ¢ BKIIOYEHMEM MeXa-
HOTEpaNNM OCYIIeCTBIACTCA B oTAeneHun peabunuraunuu GPIbY «HNUIOM
uM. I. V. Typuepa» Munsgpasa Poccun.

Mpo6nema nananaTMBHOI NOMOLLV AEeTAM
C NOCNeACTBUAMM TAXKENOI COYeTaHHOI TPaBMbl

BcemupHas opraHusanus 3[paBOOXpaHEHMS ONpefendeT MajIMaTUB-
HYIO TIOMOIIb IeTAM C 3a60/IeBaHMAMM, TIPUBOAAIIMMY K IPEXeBPeMeH-
HOJI CMepTH, KaK aKTMBHYIO BCECTOPOHHIOIO 3a00Ty O Tenle pebeHKa, ero
IICUXMKeE U JIy1Ile, @ TAK)Ke HaIIpaB/IeHHYI0 Ha MOfIIEPKKY YWICHOB €TO CEMBIL.
[TannnaTvBHAs HOMOIIb OKa3bIBACTCS JIETAM C HO30JIOTMYECKUMM 3aborte-
BaHMAMM, YTPOXKAIOIMMM >KU3HU (370Ka4eCTBEHHBIE OIYXOJN, TPaBMbI
TOJIOBHOTO MO3Ta). B HacTos1IIee BpeMs IPOUCXOUT CTAHOBJIEHME CITY KObI
HaJUTMATVBHO MTOMOIIM C pacIIMpeHreM TO/M HEOHKOIOTYeCKUX 3abore-
BaHUIL, TO €CTh C OpMEHTAI[uell He Ha [[MarHo3, a Ha XapaKTep CTpajlaHusA
6onbHOro. IIoTpe6HOCTD B MATIMATUBHON ITOMOIIY MCIIBITBIBAIOT JETU C
COCTOAHMAMMY, IPU KOTOPBIX HEeT HaJieXK/Ibl Ha M3/IedeHNe, a UMeeTCA Mpo-
rpeccUBHOE YXYALICHNUe, IPUBOJAIee pebeHKa K TAXKeNOoi MHBATNAN3A[ UYL
U K TIOTHOI 3aBMCMMOCTH OT POfUTENell uan onekyHoB. Hambornee Tpynen
BOIIPOC O TIpeJIIoIaraeMoll JINTeTbHOCTY YXO/a 33 MAIIIeHTOM.

Y mocTpafaBIINX OT TPaBMbI Ha1tbo/ee HeOIaronpuATHbIN TPOTHO3 MIMe-
10T IIOC/IEICTBUSA OOMIMPHBIX ¥ ITTyOOKUX OXKOTOB, MOCTEACTBUS TSKEBIX
COYETAHHBIX TPAaBM, KOTJIa Ha MePBbIil I/TaH BBICTYNAIOT 6OIEBOIT CHHIPOM,
Hapessl U IMapannyy, HelipoIaTuMm, MaTOMOTH A KOXXI M MATKMX TKaHeil (po-
JIKHY, TpopudecKue A3BbI), HapylIaeTcst QPYHKIVA BHYTPEHHUX OPraHOB
U OpPTaHOB MaJIOTO Ta3a, IIPOrPecCUpPYIOT ABUTaTeNbHble HapyIeHNs. Takue
COCTOAHMSA YaCTO MMEIOT OTPUIATEIbHYIO JUHAMUKY U YKOPauMBAIOT IIPO-
IO/DKUTENbHOCTD XKM3HM HOCTpajasuiero. [TainatuBHoe edeHne IO3BO-
JIUT TORJEPKMBATD XKI3HENEATEIBHOCTh pebeHKa, MaKCMMaIbHO U30aBIUTh
ero ot cTpajanmit. CTaHZapTOB IpueMa fieTell ¢ MOCeCTBUAMU TPaBM B
CHCTeMe TIa/IMaTYBHON NMOMOIIM ToKa HeT. [Ipo6ema npeOpiBaHys pebeH-
Ka B JIETCKOM XOCIIJCE MU B OT/eNIeHMAX Ma//IMAaTVBHON IOMOIIN HeTCKUX
MHOTONIPOGWIbHBIX OONTBHUIL] MOXKET ObITD pellleHa TOTbKO MHAVBUIYaTBHO.
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BbiBOADbI

1. ITokasatenu TpaBmatusma y geteit CI16 0-14 net 161,3, y mereit 15-17 net
211,7 na 1000 cOOTBETCTBYIOIETO HACENEHN A IIPEBBIIIAIOT CPEHIE TIOKa-
3arenu B 1ieloM o Poccuy 1 comocTaBMMBI C TAKOBBIMU B METaIlo/MCcaXx.
ITonoBo3pacTHOI cocTaB MOCTPaflaBUINX, CTPYKTYypa TpaBMaTU3Ma B 3a-
BUCHMOCTH) OT MeCTa IIO/TyYeHM A TPABMBI I TIO XapaKTepy IMOBPeX/IeHNI
Ha IpoTsKeHun 10 j1eT MMeeT onpefieNieHHOe IOCTOSHCTBO.

2. Tsxenble TPaBMBI M cTydan cMepTH ABATCA cnefctBueM I TII, magenni
C BBICOTBI, KPUMIHAIBHBIX CTy4aeB. VI3 Hozonorndyeckux Gpopm Haubonee
TSDKETIBIMM U TIPOTHOCTUYECKM HeONIarompuATHBIMY ABJISIOTCA MHOXe-
CTBEHHbIE IIepeIOMbI KOCTell, CoueTalolyecs ¢ TpaBMaMM BHYTPEHHUX
OpTaHOB, C MOBPEX/IEHUAMM FOJIOBHOTO U CIIMHHOTO Mo3ra. IIpnunnaMn
CMEPTHOCTH OT TPaBM MOTYT OBITb OOIIMPHBIE TTyOOKIEe 0XKOTH, YTOILIe-
HIA, OTPABIeHMSL.

3. Ha sramax momoIu fieTsAM C TAKe/ION TPaBMOJ CeflyeT BBLILENUTD I10-
MOIIIb Ha MeCTe IIPOVUCIIECTBY A, KOTOPYIO MOT/IM ObI OKa3bIBaTh CBUJIETeE-
mm TpaBMbl. HeobXofuMo cosfaHMe mporpaMmbl 1 06ydeHMe apaMey-
KOB, TO €CTb JTofiell Harboree 4acTo SAB/AIOIMINXCS CBUAETE/AMYU TPABMbI
(corpynHukoB MBI, BopuTeneil aBTOTPAaHCHOPTHBIX CPEACTB, y4uUTe-
JIelt, TPEHepoB U AP.), METOJAM OKasaHMs IepBoli JOBpaueOHOI TOMOIIN
P IOBPEXKAEHMAX.

4. OpraHusanys MeIMLMHCKON IIOMOIIY JAeTAM C U30NMPOBAaHHBIMU 1 COYe-
TaHHBIMU TPaBMaMJ OIIOPHO-JBUTATEIbHOI CYCTeMbI Ha 9Talax MOMOLIN
B CII6 coOTBeTCTBYeT TpebOBaHNAM HOPMAaTUBHBIX JOKYMeHTOB MuH3apa-
Ba Poccun. VimeeTcs IOMOKXUTENIBHBIIN ONBIT MEXAVCIVUIIIMHAPHOTO IIOJ-
XOfia JyIg OKa3aHUA MOMOIIM IIPYU TsKeTIOil COYeTaHHON TpaBMe B IepBble
CYTKM ¥ OTIBIT PAHHVX XMPYPIUYECKUX BMEIIATeNbCTB A1 IPO(QUIAKTUKY
OCTIO’KHEHUII U MHBAINAU3AIVM HAllMEeHTOB. VIMeeTcs IpeeMCTBeHHOCTD
B JICYCHNU U peabUINTALUN JeTell ¢ TpaBMaMy MeX/y aMOy/lTaTOpHbIMU
¥ CTallMOHAPHBIMU YUPeX/IeHNAMM. [loCTyIIHA BBICOKOTEXHOIOTMYHAA 110-
Motb feTsaM CII6 ¢ He6maronpUATHBIMY MOCTEACTBUAMMN U30TMPOBAHHBIX
¥ COYEeTAHHBIX TPAaBM OIIOPHO-/IBUTATEILHOTO allllapara.

5. Ectp HeO6XOI[I/IMOCTb B paclinpeHnn MMaji/IMaTUBHON IIoMoumun neTam C
MMOC/IeACTBUAMU TSIKETO HeﬁpOTpaBMbI u 06].I_II/IPHIJIX OJXOTOB, C COCTOA-
HUAMMU, IIPY KOTOPBIX HET HAaAEXKIbl Ha M3JICYEHNE, a IMEETCA Iporpec-
CUBHO€ yXYyHOII€HNE, IPMUBOAAIIEE pe6eH1<a K MHBAJIMOHOCTN U K TIOJTHOM
3aBUCUMOCTHU OT pom/[TeneIZ VJIN OIIEKYHOB.
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OKA3AHME NAJUTMATUBHON NOMOLLA
AETAM C HACNIEACTBEHHbIMU BOJIE3HAMMU

O. I. PomaHeHKo, [1. K. BepnuHckas, J1. B. JIasuHa

B mocnepHee fecATHIeTHE BO MHOTUX CTPaHaX MUpA, B TOM YUCTIe U B
Poccuim, oTMevaloT yBennueHMe YacTOThI HacIe[CTBeHHbIX 6oresHeit (HB)
M BPOXKJEHHBIX MOpokoB pas3utus (BIIP). 9To cBA3BIBAIOT O MHOTMMMU
(dakTOpaMu - co CHVIKEHMEM YacTOTbI MH(MEKIIMOHHBIX 1 aTMMEHTapHbBIX
3a00/IeBaHMIl, C yIydIleHneM MEeIUIMHCKOTO OOCTY>KMBaHNSA U yBelude-
HYEM HPOJO/KUTETBHOCTI SKM3HU GOJIBHBIX U BO3MOXKHOCTBIO OCTABUTD
notoMcTBoO. IIporpecc mabopaTOpHON M MHCTPYMEHTATbHON Me[UIVHBI
U yIydlleHUe JMarHOCTUKY HAaC/Ie[ICTBEHHBIX 00/Ie3Hell U CMHPOMOB TaK-
Ke CIIOCOOCTBYET YBETMYEHUIO YaCTOTHI TOI AaTONOI NN

B T0 >xe Bpems, HayYHO-TeXHIYeCKOMY Iporpeccy XX BeKa COIyTCTBO-
BaJIO TIOBBIIIIEHIE B OKPYKAIOIIlell Cpefie TepaTOTeHHBIX M MY TareHHbIX (ak-
TOPOB, PaHee HUKOT/ja He BCTPEYABIINXCA B IIpoljecce 3BOTIOLMN, KOTOpbIe
CIIOCOOCTBYIOT YBETMYEHMIO YaCTOTHI BPOXKCHHBIX U HAC/IEICTBEHHDIX 3a-
6onesannit. K aTum pakTopaM OTHOCAT 3arpssHeHUe aTMOCheEpHl, XMMU-
JecKlie BeleCTBa Ha IIPOU3BOJACTBE U B OBITY, HEKOTOPBIE TeKaPCTBEHHBIE
Ipernaparsl, pajjuallIoOHHble BO3TENCTBUA U JIp.

ITo pannubiM BO3, gactora Hb u BIIP coctapnseT 5% cpenu HOBOPOX-
meHHbIx. HacnecTBeHHbIe 60/IE3HM PA3eIA0T Ha TeHHbIE, XPOMOCOMHbIE
1 607Ie3HY C KOMIIOHEHTOM HaC/IefICTBEHHOI IIPefPacIioio>KeHHOCTH. U1cio
HO30JIOTM4eCcKMX GOPM IPY MOHOTEHHBIX OO/ME3HSIX JOCTATOYHO BEIMKO —
IO PasHBIM JJAHHBIM 4McI0 ux gocturaetr 5000-6000. OpHaxo, 4acToTa UX,
KaK IIPaBUJIO, HeBeNMKa — OT 1 Ha 2-3 Toicsaun 1o 1 Ha 10-20 ThIC. HOBOPOX-
meHHBIX 1 MeHee (1:100 000 - 200 000). B cymMe y HOBOPOX/IeHHBIX 4acTOTa
reHHBIX O07e3Helt cocrapnser 1%.

XpoMocoMHble 00e3HN UeNoBeKa, CBA3aHHBbIE C M3MEHEHNEM YMCTIa
XPOMOCOM U/ UX CTPYKTYPBI, COCTaBAAIT 0,5% cpey HOBOPOXKEHHbIX.
B Hacrosmiee BpeMs HacUMTBIBAIOT 0Ko/o 800 BapMaHTOB XPOMOCOMHBIX
HapyIllIeHNI.



Ha 60e3HM ¢ KOMIIOHEHTOM HAaC/Ie[ICTBEHHO IpPejpacloNoXeHHOCTH
unu MynbTugaKTopHble 60/Ie3HU, K KOTOPBIM OTHOCHUTCS GOBUIMHCTBO
Hanbosee pacIpOCTPaHEHHBIX 0OJIe3Hell deloBeKa, MpUXoputcsa 3-3,5%
cpenu fereit 1o 5 neT, npudeM 2-2,5% NpUXOAUTCA Ha BPOXK/IEHHbIE IIOPOKI
pasBuTus. [1]

[eHHBIE, XpOMOCOMHBIe 60/IE3HM U 3HaYNTeNbHas 4acTb BIIP, kak mpa-
BUJIO, TsDKEJIbI IO TEUEHMIO U JAIOT BBICOKYIO MIaJleHUYeCKyI CMEpTHOCTD
1 MHBaNMUAHOCTD. CornacHo cTatuctuke Munsapasconpassutus PO gona
BPOX/IEHHBIX U Hac/lefcTBeHHbIX 3aboneBaunit (HB3) B cTpykrype nmepu-
HaTaJIbHOM M MJaJleH4eCKOWl cMepTHOCTU mocturaer 35-40%, 4yro mpep-
CTaBJIsIeT COO0IT He TONMBKO MEANLIMHCKYIO, HO M OCTPYIO COLMANBHYIO IIPO-
6nemy. ExxerogHo B PO Ha KaXXAYI0 THICSYY HOBOPOXKAEHHBIX IIPUXORNUTCS
ot 40 mo 50 merent ¢ HB3.

KnnHudeckne mposiBlIeHNs Hac/le[CTBEHHBIX OojesHeil KpaliiHe pas-
HooOpasHbl. HacnencTBeHHass NaTONMOTMA BCTpeYaeTcsl y Bpadell Bcex
cneruanbHocTelt. CymectByeT knaccudukanus HB u BIIP mo cucrem-
HOMY NPUHLMNITY — 60JIe3HU HEPBHO CUCTEMBbI, SHOKPUHHOI, CepHeIHO-
COCYAMCTON, MOYEBBITETUTEILHON CUCTEM, XKETyJOYHO-KMIIEYHOTO TPaK-
Ta, OPTaHOB 3PEHNA, CIyXa U Jip. B 3aBMCHMMOCTY OT IMOpakKeHN A TOM Man
VHOJI CUCTeMBI JIe4eHMe 6OMbHBIX OCYLIECTBIAETCS BpayaMI COOTBETCTBY-
IOLIMX CHEeLMaTbHOCTEIL.

BbIpa)keHHBIN KIMHWYECKUIT TOMMMOP(USM U TeHeTMdecKas reTepo-
TeHHOCTD 3aTPYJHSAIT paHHIo0 AnarHoctuky HB u cnegoBaTenpHo HasHa-
JeHle PaHHeTO MaTOTeHeTUIeKOTO JIeYeHM I, UTO U IIPUBOAUT K MHBAIU/HO-
ctu u netanbHOCTY. HO Jlaske mpu paHHelt AMarHOCTUKe J/1s1 GOIBIIMHCTBA
HAaCJIefICTBEHHBIX 60JIe3Heil He CyIecTByeT a¢ddeKkTuBHOrO nedenus. [lToxa-
BIIsAIONIee OOMBIINHCTBO HACTIEICTBEHHBIX 60/Ie3Hell BCTPEYAIOTCs He YacTo
M VIX OTHOCSAT B TPYIIY penkux (opdanHbIx) 6omesHeit. B Poccnitckoit Oepe-
pal[uy yCTAaHOBJIEHO CUUTATh PEIKMMU Te 60/Ie3HN, KOTOpPble BCTPEYAIOTCS
€ 4acToToI He 6osee, yeM 1:10 000.

Cpepnu Hac/eyeMoli IIaTO/IOT U BEITENAI0T HAC/IeACTBEHHbIE CUH/IPOMBI
U Hac/le[CTBeHHble HapyureHus: obmena Bemtects (HBOB). Hacnencreen-
Hble CHHJPOMBI XapaKTepU3yIOTCA COUYeTaHMEM MHO)KeCTBEHHBIX IIOPOKOB
PasBUTHSA ¥ MUKPOAHOMAJINIT pasBUTHA. B rpymie MOHOTeHHBIX Ooje3Heil
ocoboe MeCcTO 3aHMMAIOT HAC/Te[CTBEHHbIe 60/Ie3HN 0OMeHa BellecTB, Ha-
cunThiBaonye okono 2000 Hozomormyeckux ¢opm. Hns HBOB o6bryHO
XapaKTepPHO OTCYTCTBME KIMHUYECKON KapTUHBI IIPU POXJEHUU U IIPO-
rpeccupoBaHue natonoruu B AuHamuke. [Ipu HbBOB knnunyeckas kapTuHa
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BapbUpyeT OT IPOABAEHUI B PaHHEM BO3pacTe C BBICOKOI /€TaTbHOCTBIO
U MHBaNIMAM3aIuel o MaHudecTanyu B MO3[HEM BO3PacTe ¢ MATKUM Te-
gyeHMeM. TombKo 25% Hac/leICTBEHHBIX 60Je3Hell MpPOSAB/IAETCA B IEPUO
HOBOPOX/IEHHOCTY, OCTaJ/IbHble BBIABIAIOTCA MO3XKe, B JeTCKOM, HOJ[POCT-
KOBOM WJI YK€ BO B3pOC/IOM COCTOSHM.

9 deKTUBHOCTD /IedeHNUs TaKMX OOIBHBIX 3aBUCUT OT CPOKOB €ro Ha-
vajsia. O4eHb BaXKHO BBIABUTDH OONE3HD ellje Y HOBOPOXKAeHHbIX. [To rocy-
mapcTBeHHONt mporpamme B CaHKT-IleTepbypre HmpOBOZUTCS MaccoBoOe
o6creoBaHye HOBOPOXKAECHHBIX Ha 5 peIKMX HACTIEeACTBEHHBIX O0JIe3Hell.
Vcnonb3yeMble METOAbI PAHHETO BBLIABIEHNU MTO3BONAIOT HAYaTh JIeYeHMe
60/IbHBIX feTelt 7o 16 nqueit kxusan. 3a 2006-2011 rogpr o6¢cnegosano 308918
HOBOPOXXIEHHBIX I BBIABIEHO 169 meTeil ¢ 5 HACIeACTBEHHBIMM OOMe3Hs-
My o6MeHa, a Bcero B 2012 ropy Ha ydere B MefMKO-TeHETUYIECKOM LieH-
Tpe cocTout 368 Takmx fereit. CoBpeMeHHbIe METORbI 00CTefoBaHus, B
TOM 4MC/Ie MeTOJ, TAHJ,eMHOII Macc-CIeKTpoMeTpun, npoBogumMblit B MI'TI,
paciInpAT BOSMOXKHOCTHU JVMAarHOCTUKY U TTI0O3BOJIAET BBIABUTD elrje 30 Ha-
C/IeICTBEHHBIX O0/me3Heil oOMeHa y fgereit Ko 1 ropa. [laHHbIe METORBI Aua-
THOCTUKM ITO3BOJISIIOT BBIAABUTD Psifi penKux (opdaHHbIX) 60/me3Helt, BXOA -
HIYX B NTepeuyeHb XU3HEYTPOXKAIOIMX ¥ XPOHMYECKUX MIPOTPeccCUPYIOINX
penkux (opdaHHBIX) 3a00MeBaHNIT, IPUBOIALINX K COKPALIEHNIO IPOLOT-
JKUTETTBHOCTHM SKM3HM OOJIBHBIX WIM MX MHBATUTHOCTM, YTBEP>KIEHHBIX
[ToctanosnenueM [Ipasutenncrsa PO. [l psiga 3TUX 6071€3Hel CYLIeCTBY-
eT 9 eKTrBHOE eueHe. DTO MOXKET OBITh AMETOTepamus WIN JeKap-
CTBEHHBbIe IIpemnaparhl, KaK MpaBMUIIO, JOpOrocToAlMe. [l nedeHns aToi
TPYIIIBl GOMBHBIX BBIEMAIOTCS CIIelaabHble CPeAcTBa U3 (emepaabHOro
M PErvoHaabHOrO OIOKeTOB. LI/ 9TUX Lie/eil CO3[AeTCs CIel[ManbHbIil
DepepanbHBIl PETUCTP, THe OYAYT YUTEHBI OONMbHBIE, HYXXJAIOLIECS B JIe-
yeHMU. B HacTosAlee BpeMsA B 3TOT PETUCTP BHOCATCA JaHHDBIE 0 24 peIKNX
60onmesuax. Cmcok 3ot 6y/eT MOCTOSHHO PACUIMPATHCA.

Csenennsa o HekoTopbix HBOB, BbIABIeHHBIX B Me[IMKO-TeHeTUYeCKOM
nentpe Caukt-IletepOypra npuBeneHs! B Tabnuie 1.



Tabnuuya 1

Yucno demeti ¢ 8bIA671eHHOT HACTIEOCBEHHOTI NAMON02Uell

OpPHUTMHKap6OMOMITpaHChepaspl

HaumeHnoBaHune Ywucno
3ab0/eBaHNA 60JIbHBIX JeTell
Bonesns l'ome 1
Myxomonucaxapuyos I Tuma 4
Myxkomnonucaxapupos II Tuma 5
Myxomonucaxapuyos VI 1
DeHNITKeTOHY U KOpaKTOpHas 1
bonesHp KJIeHOBOTO cUpoIIa 1
Jleitkopuctpodus Kpaboe 2
Butamun JI-pesucTeHTHBI paXuT 50
Butamun JI-3aBucUMBIi paxXuT 4
IloyeyHbIN1 KaHATBIEBBIN ALNTO3 12
lamakrosemns 12
(meurut ranmakroso-1-pocdar-ypuaunrpancdepasnr)
Bonesup ®abpu 1
Hecosepiennoe kocteobpazoBaHue 18
Cunppom yMCTBeHH?IZ OTCTANIOCTH, CLIETIJIEHHOM 7
C JIOMKOJ1 XpoMocomoit X
Cungpowm Jloy 1
Myxomonucaxapuos I11 Tun 1
GM2-raurnnosuzos 1 tuna (6onesun Tes-Cakca) 1
Bonesnp Mapdana 27
Cunppom Onepca lannoca 24
Cunppom Cruknepa 2
Heitpodubpomaros I tuna 118
Ty6epo3Hblit cKepo3 10
Bornesus ge Toun-Jlebpe-Pankoun 6
Cungpom Perta 17
I'mnepaMMoHNeMUs € feUINTOM 1
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[t Heb6onbuioro yncna HBOB cyuiecTByeT maToreHeTudecKoe iedeHue,
KOTOpOe PV paHHEM HadaJle IaeT IONOXUTeIbHBIN addexT. OfHako, Ans
6O0MbIINHCTBA 3a00/IeBaAHNII JIedeHNe He pa3paboTaHo.

XpoMocoMHbIe 6ONe3HN OTHOCAT K BPOXK/IEHHOI! IaTONOIMU. XPOMO-
COMHBIE CMH/IPOMBI Pasfie/IAI0T Ha CleflyIollie IPYIIIIbI: IOTHbIE TPUCOMUM
ayTOCOM, YMC/IOBbI€ QHOMA/IMY TTOJIOBBIX XPOMOCOM, YaCTHMYHbIE AaHEYTI/ION-
VMM ¥ MMKPOLMTOTeHETNYeCKNe aHOManun. [l manueHToB ¢ XpOMOCOM-
HBIMJM aHOMa/lMAMM XapaKTe€PHbI MHOKECTBEHHbIE BPOXK/IEHHDbIE IOPOKM
PasBUTHA M HapylLIleHNs QYHKIMOHMPOBAHUA CHCTEM OpPraHU3Ma, CHIKAIO-
I[ye XM3HeCI0co6HOCTb. Cpenyt XpOMOCOMHBIX 60JIe3Helt Hanboee JacThl-
M SBJIAIOTCS TPUCOMUY, 0OYCTIOBTIEHHbIE IPUCYTCTBUEM JIOIIOTHUTENbHO
xpoMocoMbl 21 pu cuHpapome [layHa, 18 mpu cuHApoMe daBappaca u 13 npu
cunppome ITaray. Yucno poxpenuit gereit ¢ aTumu 6onesHsamu B CaHKT-
[Tetep6ypre 3a 2011-2013 roxs! mpefcTaBIeHbI B TabIu1le 2.

Tabnuya 2
Yucno demeii ¢ 8bIA6/1EHHOL XPOMOCOMHOI hamonozuel
rog, 2011 2012 2013
Cunppowm [layna 58 52 53
Cunppom InBapaca 1 2 1
Cunppowm Ilaray 1 1 1

Ilpu cunpgpomax OpBappca u IlaTay 60mbHBIE MMEIOT MHOXECTBEH-
Hble BPOXKJEHHbIE IIOPOKM PasBUTUA, ¥ IPOSOKUTENBHOCTD UX KU3HU
00BIYHO He NpeBBIIIAeT rofia. Y GOMBHBIX ¢ CMHApPOMOM JlayHa, MOMMMO
3aJIep>KKU YMCTBEHHOTO PasBUTHUA U XapaKTePHOTO (GeHOTHUIIAa HEPEIKO Ha-
6/TI0al0TCsI BPOXK/IEHHBIE TIOPOKM CePJiIia, KeMyOUHO-KUIIIEYHOTO TPaKTa
u gpyrue. [l HUX XapaKTepHa Majas >KM3HeCIIOCOOHOCTD 1 Ype3BbIYali-
Hasl 9yBCTBUTEIBHOCTD K MHPEKINAM, YTO TAaK>Ke MOBBIIIAET CMEPTHOCTD
B paHHEM BO3pacTe.

BpoxxpenHnsie mopoku passutus (BIIP) cpenu npuyunH feTckoii MHBa-
nmupHocTy B CaHKT-IleTepbypre 3aHMMAIOT 4-€ MECTO MOC/Ie IICUXNIECKUX
PaccTpoNCTB, MHPEKIMOHHBIX M COMAaTUYeCKIX 3a00IeBaHNIT U 60/Ie3Hell



HepBHOI cucTeMbl. VIx fons coctasnser 19,6%. K TsaxenbiM nopokaM pas-
BUTNA, JAIOIIVM BBICOKYIO M/IaJIeHUeCKYI0 CMEPTHOCTD M MHBANUJHOCTD
feTeli, OTHOCAT BPOXK/IEHHbIE IIOPOKM CepAlla, IOPOKM LI€HTPanbHON
HEepBHOIT CHCTeMBI, 6071e3HD JlayHa U MHOXECTBEHHbIe TIOPOKYU PasBUTIHA.
Onnu cocrasnAoT 6onee 50% Bcex perucrpupyemsix BIIP. Ha fomio atux
3aboneBaHuit ot Bcex BIIP B cTpyKType MIafieH4ecKolt CMepTHOCTH IpU-
xoautcs okomno 80%.

BIIP gpyrux opraHoB U CUCTEM — KOCTHO-MBIIIETHOIA, PACIle/TMHBI TYObI
u/unu HéGa, KeMY[OYHO-KUIIETHOTO TPAKTa, IOPOKU PasBUTU OPTaHOB
3peHMA U CTyXa, KOKM U APYTUX OTHOCAT K HETsXKeIbIM IIOPOKaM, O HAKO
OHM HepPefIKO ABJATCA IPUYNHON MHBATNIHOCTH JeTeil.

PacripefienieHne BpOXKAEHHBIX IOPOKOB PasBUTH Y Ae€Tell MHBANUOB
(Bospact 0 - 14 net) Canxt-IleTepbypra mpencrasieHo B Tabuiie 3.

Tabnuya 3
Pacnpedenerue BIIP y demeti uH8anuoos
BITP %
KocTHO-MblIIeYHAsT CICTEMA 25,7
Bposx/iénHble MOpOKM cepaLia 23,4
Paciennusl ry6bl 1 HEGA 14,2
IlenTpanbHasa HepBHAA cCTeMa 10,1
Mouenonosas cucrema 3,7
JKenynoyHo-KuIIeYHbI TPAKT 6,9
Jpyrue nopoxku 16,0
Bcero 100,0
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Kax BMOHO M3 mpuBeféHHBIX NaHHBIX, Hayubomee 3HAYMMBIN BKIIAf
B CTPYKTYPY MHBAIUJHOCTH JJAIOT IIOPOKYU Pa3BUTUA KOCTHO-MBIIIEYHON
CUCTEMBI I BPOX/IEHHbIE TOPOKI CEPAlla, Ha HOM0 KOTOPBIX ITPUXOAUTCA
oMoBMHA 13 06utero uncna BIIP, ABIA0OIMXCSA IPUYNHON OTpaHIYeHI
JKU3HEIEeSATeTbHOCTI.

B Cankr-Ilerep6ypre B CTpyKType MJIafileH4eCcKOil CMEPTHOCTU HaC/Iefl-
CTBeHHbIe OoyesHM cocTaBysAoT 30%. Ha momio reHHBIX 60JIe3HelT MPMUXO-
puTcA 6%. 3HaYuTeNbHASA YAaCTh M/IA/IEHUYECKON CMEPTHOCTM HMPUXOIUTCA
Ha TTOpoKM pasBuTus — 22% (2010-2011rr.). BIIP 3aHuMaeT 2-e MecTo 1ocrne
6ome3Hell mepyHaTanbHOTO Mepruoa. Yacrora ux B 2011 1. cocraBuia 3,1%.

B 2010-2011 romax B CTPYKType MiajieH4ecKkoil cMepTHocTu oT BIIP
HanbosIblilee MECTO 3aHMMaIU MHOXKeCTBEHHbIE IOPOKY pasBUTHA — 36,1%,
IIOPOKM CEPAEYHO-COCYAUCTON cucTeMbl — 21,2%. 27,2% mpuxogutcsa Ha
XPOMOCOMHBIe 60/Ie3HM, B TOM 4MciIe Ha cuHApoM JayHa — 15.1%, gpyrue
XpOMOCOMHbIe 6onesHu — 12,1%.

CTpyKTypa [IeTCKOil CMEpTHOCTY 3HAYMTENIbHO OT/IMNYAeTCA OT MIaJleH-
yeckoit. Ha gomo cungpoma Jlayna mpuxopurcs 46,1%, no 15-16% na BIIP
KOCTHO-MBIIIEYHON ¥ CepAedHO-COCY[JUCTON CHUCTeM, MHOXKeCTBEHHBIX
BITP. BospacT ymepimux geteit ¢ cungpomoM JlayHa — oT 1 mo 6 net. Jetu
HaXOJVJINCD B JoMaX peGeHKa VU B ICUXOHEBPOJIOTMYECKIX HTepHATaX.

JleyeHne TMAIMEHTOB C HAC/IECTBEHHON M BPOXKIEHHON IIaTONOTMEN
BKJTIOYAaeT B cebs XMPYPrUUecKyo KOPpPeKLNIo, Ha3Ha4eH)e TOPOTrOCTOs-
IMX JIeKApCTBEHHBIX IIpernapaToB, CIeNUaJu3MpPOBAHHBIX IPOAYKTOB
7ed4e6HOro MuTaHMsA. XUPypruueckas MOMOIIb OKasbIBAeTCA B JIETCKUX
6onpuunax Caukr-Ilerepbypra, mpenmyiectBenHo Ha 6ase II'b Nel. Ko-
MUTETOM 10 3ipaBooxpaHeHnio CaHkT-IleTepbypra mpoBOAATCA 3aKyNKM
JIOPOTOCTOSAIMX IIPeIIapaTOB IJIA IeYeHN A MAI[MeHTOB C MyKOIIO/IMCAaXap-
posamu I, II u VI tumnos, 6onesusio Gabpu u Ap. u crenyaansupoBaHHBIX
IPOAYKTOB JIe4eOHOTO MUTAHN AJIA eTell, cTpafatomux pegkumu HBOB.

B Canxr-Iletepbypre co3gana cucreMa Mep MO YAY4IIEHNIO KadecTBa
JKU3HM fleTell C Hac/e[ICTBEHHOII I BpOXK/IeHHOII IaTonorueit. B saBucumo-
CTU OT MPEUMYILeCTBEHHOTO NMOPaXkeHM s TO UM MHOM CUCTEMbI TedeHe
6ONIPHBIX OCYIECTB/ISIETCS] BpadaMi COOTBETCTBYIOLINX CIIELaIbHOCTEIL.
HanpuMep, mpy n1M30COMHBIX 60/Ie3HAX HAKOIIEHNSA (MYKOIIO/MMCAaXapu-
[03bI) 1edeHye npoBoautcs Ha 6ase CII6 rocygapcTBEHHOTO MEAMIIMHCKO-
ro MeAuaTpUIecKoro yHIUBepcuTeTa. J/leueHne MaumeHToB C MyKOBUCIIUZO-
30M OCYILIEeCTBIAETCA B ClleluanusupoBaHHoM LieHTpe npu [I'b Csaroit



Onbru, a ¢ HecoBeplIeHHbIM ocTeoreHe3oM B HUI pmerckoil opromenuu
um. I. V. TypHepa. B peabunuranuy feTeil IpMHUMAIOT yIacTue CIIELN-
ANUCTBl MEAUIMHCKUX YUYpeXAEeHMIT TOpofa: TOpoAcKMe MOMUKINHUKIA,
CTalMIOHapBI, AMarHocTudeckue 1eHTpsl. B Cankr-IleTepbypre cosmaHbl
16 oTpeneHmit peabUMUTALMM SETCKUX MONUKIWHUK, 17 OTHeneHuit abu-
UTALUY JeTCKUX NOMUKINHKK, 9 peabUINTALMOHHBIX [IeHTPOB, 18 met-
CKUIT caHaTOpUEB.

STnonornyeckoe aeueHne HaclIeCTBEHHbIX 60/Ie3Hell — TeHOTepanus —
JI0 HellaBHETO BPEeMEHM MPEeCTABIANIO COOOI YMCTO TEOPETUYECKYIO TUCLIU-
winHy. OJHAKO B IIOC/e[JHIE TOAbl B HEKOTOPbIX CTPAHAX TeHHaA Tepalysa
YCIIEIIHO VICIIONb3YeTCs [/ TedeHN s PeIKOTO HaCIeCTBEHHOTo 3aboeBa-
HUSA — UMMYHOAePULUTA, 0OYCTIOBIEHHOTO HEJIOCTATOYHOCTBIO (pepMeHTa
ajleHO3VHJe3aMMHa3pl. HauaThl Tak)Ke KIMHMYECKMEe MCIBITAHUA TeHOTe-
paIum psifia MOHOTEHHBIX 607e3Hell — MuoaucTpoduu JJoleHHa, MyKOBIC-
11033, CEMEITHOII IIIepXoecTepuHeMun, 60me3Hu [olie u fpyTux.

B HacToA1IEe BpeEMA /14 XpOMOCOMHBIX 6omesHeil 1 GONBIIMHCTBA
HaCTIe,[[CTBeHHOIZ IMaToO/IOTUM METOMOB 3TUOJIOTUYECCKOTO U IIATOT€HETU-
YECKOro JICYCHUA HE paspa60TaH0. CeMbs1 UCTIBITHIBAET TSAKEIYI0 IICUXO0-
JIOTUYECKYI0 TpaBMY, 0C066HHO, eC/IU YKM3HEHHbIN IIPOTHO3 /1A pe6eHKa
He67’[aI‘01’[pI/IHTHbII7[. B Takmx CUTyaMAX Ia/JIVMAaTUBHAA IIOMOIIb HEM3-
6e>xHa. IlanmnmuaTuBHas IIOMOIIIb OKa3bIBA€TCA NETAM, e CPOK JKM3HN
OTpaHMYEH.

[TannuaTMBHasA MOMOIIbL BKIIOYAeT B cebs CUCTEMY Mep IO yIydlle-
HIIO Ka4eCTBa )KMU3HY MALMIEHTOB C YyTPOXKAIOIIVIMY JKM3HM U COKPalao-
HM[MMU XU3HD 3a60/1eBaHMAMY, IPEVMYIIeCTBEHHO B TepMIHAIbHOI CTa-
AU PasBUTUA, U NMPEACTABIAET COOOI aKTUBHBIN U LITOCTHBIN HOXO]
K OKa3aHMIO IOMOIIM, HAYMHAIOMINUIICA C MOMEHTA IOCTAHOBKY JIMarHO3a
U MOKPBIBAIONINI HU3NIECKNUe, SMOIVOHATbHbIE, COIIMATIbHbIE 1 JYXOB-
Hble aCMeKThl BIOTD Ao cMepTu. B 1990 rony BceMupHasa opraHusanus
3gpaBooxpaHenus (BO3) BmepBble ompesenuia NajnMaTUBHYIO TOMOIIb
KaK aKTUBHYIO IIOMOIb 60bHOMY, Ube 3a00/IeBaHNe He OTBEYaeT Ha CIle-
nuanbHoe nedeHue. OHa HampaBjeHa Ha IMOBBILNIEHME KadeCTBa JKM3HU
pebeHKa 11 IOMOIIb €r0 ceMbe 1 BKIIIOYaeT yCTpaHeHUe CUMIITOMOB, o6e-
CIIeYeHMe COLMANTbHOTO OTAbIXA (KOPOTKMX Mepe/blilek) M MOMOIb B IIe-
PUOABI YMUPAHUA U NEpeXMBaHMUA yTpaThl. [lannmaTusHblil yXo7 oXBa-
TBIBaeT IICUXOTOTMYECKYI0, COLIMANIbHYIO U IYXOBHYIO 3a00TY O MaljMeHTe
u 4neHax ero ceMbu. [lannnaTuBHas MOMOLTD OBBILIIAET KAYe€CTBO KMU3HNI
U MOXeT, TAKUM 00pasoM, HO3UTUBHO BIUATb HA COCTOSIHNUE MAllMeHTa U
TedyeHNe 3ab0neBaHMA.
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B xocmuce y fgeTeii ¢ BbIpaXKeHHBIM 60/IeBBIM CHUHIPOMOM IIepBOOYepe-
HOJI 3afiauell sIB/IsIeTCs IPOBefeHNe IPOoTUBO6omeBoll Tepanuu. OXHAKO,
y HeTeil ¢ HACIeACTBEHHOI U BPOXX/IEHHOII [TaTOJIOrMell 60/1eBOIl CUHAPOM
BCTpevaeTcA KpaliHe peJKo.

Bcem cembsam, HaxoaAmMNMCA Ha XOCIIMICHOM ITOTIEYE€HN, TIPETOCTaBIIA-
€TCA BbICOKOI(BaHI/I(i)I/ILU/IPOBaHHaF[ IICUXOJIOTMYECKAaA IMOMOIIb. Ee ocHoB-
HasAg e/lb — IIOMOYb AE€TAM U X POACTBEHHMKAaM, OKa3aBIIMMCA B TPYIIHOIU/I
SKM3HEHHO CUTyaluy, HAYIYUTbCA MaKCYMa/JIbHO OCO3HaHHO M 3MOILIMO-
HaJIbHO IIO/THO IPOXMBATh KAXKAYI0 MUHYTY XXU3HU, CO3AaTb I COXPAaHUTDH
6nuskue un AOBEPUTE/IbHbIE OTHOIIEHNA APYT C APYTOM.

B xocmuce ye IOTy4MIN IIOMOLILb CEMbI, T/l JETU UMEIT XPOMOCOM-
HYI0 mmaronoruio (cuagpom dasapaca), HBOB (Mmykomonucaxapumos u gp.),
HeIPOMBILIEYHYIO ITATONOTNI0 (Myonarus [JioueHHa u fip.).

MC,IU/IKO—COLU/IEUII)HYI'O IIoMouib 60/IbHBIM OKa3bIBAIOT KaK YIpEeXKIOEHNA
30 PpaBOOXpPaHEHNA, TaK U YIPEIKAECHUA COI.U/IaTIbHO]U/I 3alllMThI N yIpeXae-
HUA O6pa30BaHI/IH.

Oco6y10 ponb B MOMOLIY JETAM C pefKUMU OOTe3HAMU UTPAIOT 06-
IleCTBEHHbIEe OpraHM3aluu. Takux opraHmsanuii cosgaHo MHoro. Ha-
npumep, B Cankt-IletepOypre yxe 20 meT GyHKIMOHMPYET OO6IECTBO
obbenuHeHui poputeneit pereit-unsanunos (FTAOOPIN), kyma BXOmAT
82 obmecTBeHHble opranusanuu (15000 cemeit), B TOM 4¥CTIe U C PeRKHU-
Mu HacnencTBeHHbIMHU 60mesHsamu. B TAOOPIM ocyiuecTBisieTCs: conn-
anbHasi peabMINTALMsI BOCCTAHOBIEHNME COLMAIBPHOTO CTaTyca pebeHKa
C OTKJIOHEHMAMM B PasBUTUM, €O COLMAJbHAA aflaliTallus, IOMOIIb B
TPYLOYCTPOJCTBE, OPTaHM3ALNS OTABIXA, COLMOKYIbTYPHAs peabuanTa-
UMA U JpyTUe MepONpUATHSA, a TaK)Ke IpOBefleHNe POAUTENbCKUX HIKOJT
U CEMMHapOB.

TAOOP[M saBnanach OopraHM3aTOpOM MNPOrpaMMbl MO B3aMMOAe-
CTBMIO Bpayuell pOIVM/IbHBIX JOMOB, IeTCKMX TOPOJCKIX OOTbHNL], MEJUKO-
TeHeTMYeCKUI ILeHTp M pOJuTesneil [eTell, CTpaflaloliUX CHHIPOMOM
JlayHa 1O NpefoCTaBIECHUIO HEePBUYHON MHQOPMAINM CEMbsM, MMEIO-
MMM JieTell ¢ HapylleHMAMM pasutuA. OOydalomye CeMUHApbl IIPo-
BofMIuCh npy ydacTuy PuHckol Accoumanyy OpraHmMsanui A amiy
C HapyUIEHMAMU MHTEIIeKTyalbHOro pa3BuTuA. [IpoexT mpoxopun B
paMKax peanusanuu nporpaMmsl «CosfaHye MOJeNN CIYyXObI IMepBUY-
HOJI COLMAIbHO-KOHCYIbTaTUBHOI IOMOIM CeMbe» IIOJ, PYKOBOJCTBOM
KomMuTeTa 1o 3/5paBoOXpaHeHMI0. YUacTue B IPOEKTe He TONbKO Bpadeii,



HO I pOJI[I/ITe)’IeIU/I, BOCIIMTBIBAKOINX ,ueTeﬁ C HapyHI€HMAMN pa3BUTNA, 110~
3BOJINJIO IO-MMHOMY B3ITTAHYTD Ha CYIIECTBYIOLIVIE€ IPMOPUTETHI.

,HTIH ceMell BBISIBIEHHBIX 6OTbHBIX HCO6XO,[II/IMO MENUMKO-TEHETUYECKOE
KOHCYJIbTUPOBAHME B LIETIAX HpOd)I/ITIaKTI/IKI/I TIOBTOPHOTO POXIAEHUA 6071b-
HBIX ,[[eTeﬁ[ B 3TUX CEMbAX U MNONTYIYEHUA I/IH(bOpMaI_U/II/I O BO3MOXXHOCTAX
HpeHaTaanoﬁ OVNAarHOCTUKIU. Bcé aro 6YJICT CII0CO6CTBOBATh CHIKEHUIO
OO/IN 3TUX 6onesHel B MHa,[[eH‘IeCKOIU/I n ,[[eTCKOf/[ CMEPTHOCTH, N 0cobeHHO
B ,[[eTCKOI‘/JI VMHBAa/INJHOCTHA.
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XPOHUYECKAA BOJIE3Hb MOYEK

M. B. SpmaH

bBonesHy moyek BXOZAT B YNMCIO OCHOBHBIX 16 mpuumH 6GosesHei
M cMepTell, 3aHMMas cpenu HUX 14-e MecTto. 3aboneBaeMOCTDb [AeTeil
Cankr-IleTep6ypra 60/me3HsIMU MOYEIIONOBOI CUCTeMBI 3a 5 et ¢ 2007
1o 2011 roppl Bospocinay gerent go 15 ner ¢ 58,45 no 67,09 na 1 000 gercko-
rO HacejleHNsd; Y NOAPOCTKOB 15-18 et — ¢ 79,38 o 127,3; y B3pOC/IbBIX —
94,18 no 108,4 Ha 1 000 B3pocnoro HaceneHMA. 3a NMOCAeHNE NATD JIeT
B Poccnitckoit ®egepanun, mo opuIManbHbIM JaHHBIM MUHMUCTEPCTBA
3 paBOOXpaHEHM s, OTMEUeH POCT TOIBKO 3a60/eBaeMOCTy MHeEKLMell
MOY€EBOJ CUCTEMBI Yy JIeTeil IePBOro rofa >XusHu Ha 23%.

[Tpu ananuse 9 321 nportokona BckpoiTuit fereit Cankr-Ilerepbypra
3a mepuop ¢ 1974 mo 1993 roga ycTaHOBIIEHO, YTO YMEPNIK OT 3a60MeBaHMIl
nouek 695 merteit (7,46% Bcex ayTormcuit B Bospacte oT 0 fo 15 nert). 3a60-
JIeBaHNs MOYEIIOIOBOI CUCTEMBI 3a 1 TOZI OBIIM MPUUYNHON cMepTH Horee
34 pereit B rof. 3a 10 met ¢ 2002 mo 2011 roxsr ymepnu 1 984 pebenka
B Bo3pacTe 7o 18 yeT, B ToM 4ucie 6 feteit 0T 60Me3HEN MOYEIIOIOBOII
cucremsr (0,3%).

B nocnenHue mecATuneTs B HepONIOTUYN OTUETIMBO 0OOCTPUIUCD,
110 KpaliHelt Mepe, TpU POOIeMBI:

e YBenuueHye KOAM4ecTBa OOIbHBIX C XPpOHNMYIECKMMMN 3a060/1eBaHMAMU
IIOYEK.

° PeSyHbTaTbI JI€9EeHNA pAfa XPOHNYIECKUX 3a060/1eBaHUI TTOYEK HE npu-
HOCAT yIOBI€TBOPEHMA.

e Bce 6onbie BO3pacTaeT HOTPC6HOCTb B 3aMeCTUTENbHON Te€panunmn,
B TOM 4IICJI€, B TPAHCIVIAaHTALI MM ITIOYEK.

B Bukuneznuu npuBOJUTCS CIefyoliee OpesieNieHNe: «XpoHdecKas
6ome3np novyex (XBII) — moBpexpeHue modek nub60 CHIDKeHNe UX QYHK-
LM B Te4eHNe 3 MecsieB u 6osee».



Tabnuuya 1
Kpumepuu onpedenenus xporuueckoii 60ne3Hu nouex

Kpurepun Omnucanne

1. IToBpexxaeHMe TOYeK IPOFOIKUTETBHOCTDIO > 3 MeCAIeB,
KOTOpOE IIPOAB/IAETCA B BULIE CTPYKTYPHBIX

w1yt GpyHKIVOHAIBHBIX HapYLIEHN IesATeIbHOCTI OpraHa
co cHmkeHueM mnn 6es cuykennsa CKO.

JlaHHbIe TOBpeX/IeHN A MaHUPeCTUPYIOT TUHO:

- namomopPonouUeckuMu USMeHeHUIMU NOYeUHOL MKAHU,
nmb6o:

- cdsuzamu 8 cocmase Kpo8U Unu Movu, a maxmyce usMeHeHUAMU
Nnpu UCNONL308AHUU Memooos 8U3YanuU3aAuUU CMpPYKmypvl nouex

CK® < 60 mn/Mun/1,73 m? B Teuerne 3 u 6oee MecsA1eB,
2. [PV HAIMYUU UM OTCYTCTBUM JPYTUX IIPU3HAKOB
MOBPEXXIEHNST TOYEK

Kak mopgyepkuBaercs B HalmoHnanbHbIX peKOMeHanuAX «XpoHMYe-
cKas 60/Ie3HD IOYeK: OCHOBHBIE ITONIOKEeHNE, OTIpefie/ieHNe, TUAaTHOCTUKA,
CKPVMHMHT, HOZIXOBI K IpopUIaKTHKe U TedeHnio» [KnmHndyeckas Hedpo-
norusi. 2012;4: 4-26], mpu3HaKy IIOBPEXAEHM I IIOYEK MU YMepeHHOe/BbI-
pa’keHHOe CHIDKEHMe CKOPOCTHU KTYyOOUKOBOI GUIbTPAL[UU OXKUAIOTCA Y
Ka>XJIOTO [eCATOrO KUTe/A Hallell 1aHeTsl. B To e Bpemsa XbII saperu-
crpuposaHa y 17,6% xureneit Hugepnanpgos, 15% — CIIIA, 14% - Kuras.
B Poccun nccneposanus o pacnpoctpaneHHoctu XbII He mpoBogumnce.
B Mupe HeT OCTOBEPHBIX JAHHBIX O pacnpocTpaHeHHocTy XbBII y mereit.
B cBsA3M ¢ pasnMYHBIMM TEMIIAMM IPOTPECCUPOBAHMA U IIEPEXOTOM U3
OJJHOJI CTafiuM B JIPYTYI0, OLleHKA PaCIPOCTPAHEHHOCTY Ha PaHHMX CTa-
puax XBII saTpynHeHa.

[TocTosiHHO yBeIM4MBawIiieecsa 9nciao 6ONBHBIX C MOYEUHOI HENMO-
CTaTOYHOCTHIO U HEBO3MOXXHOCTHh 06ecIeunuTh OMANN3HBIMU MECTaMU
" opraHaMm IJis TPaHCIJIAHTallMMM BCEX HYXXAAIOIIMXCA B 3aMECTUTE/Nb~
HOII Te€palM HACTOATE/TIPHO ITOCTABUIN BOIIPOC TIIATETbHOTO OCMBICIN-
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BaHMA BCEX ACIIEKTOB OKa3aHUA Cl'IeI.U/IaTII/BI/IpOBaHHOf;I He(prHOI‘I/I‘IeCKOI/UI
IIoMomM nManeHTaM eme 10 CyIEeCTBEHHOI0 CHMI)XEHN A d)YHKLU/II/[ IIOYEK.

K 2002 ropy cnennanucramu HanmonanbHoro IToueunoro ®onpa CIIA
(Natijnal Kidney Foundation - NKF) 6b11a 3aBepieHa paspaboTka KOHL[eI-
K xporudeckoti 6onesnu nouex (XBII), koTopas momydnna mMUpPoKoe ofo-
OpeHne HePOIOrOB MHOTUX CTPaH, B ToM uncie Poccun. B 2012 rogy omy-
6nvkoBanbl HanjmoHanbHble peKOMeHAanu «XpoHndeckas 607e3Hb IoYeK:
OCHOBHbBIe TOJIOXKEHMe, OIpefle/ieHNe, NMAarHOCTUKA, CKPUHUHT, MOJXOMbI
K IpoduIaKkTIKe U nedeHno» [Knnundeckas Hedpomorus. 2012;4: 4-26]

B 2003 roxy R.J. Hogg et al. B xxypnae «Pediatrics» BriepBble NCTIONB30-
Bamu TepMuH XBII B ferckom BospacTe. CrefiyeT HOfYepKHYTh, 4TO OTede-
CTBEHHbIE TeMaTPb-HEPPONOrY MCIIONb3YIOT KOHIEINTYaabHbIN MOLXON
K XpOHUYECKOII 60JIe3HN MOYEK Y)KY JOCTATOYHO [N TEIbHBII IIePIO.

XpoHndeckass 60/me3Hb MOYEK ¥ OOIIEIPUHATEIE HOMEHK/IATYPHI 60-
JIe3HeN:

e XpoHndeckas 60/1e3Hb [IOYEK MOXKET OBITH CAMOCTOSATE/IbHBIM JA1arHO-
30M — Hampumep, «MoueBoil CMUHAPOM B BUfie SPUTPOLUTYPUM U TPO-
TEMHYPUI» IPOJOIKUTEIBHOCTDIO 607ee 3-x MecsieB; XBII — mepBuy-
HBIN JMarHO3.

e [lonsartue «XpOHMYECKaAA 6071€3Hb MOYEK» He OTMEHSET HO30/I0ruYe-
CKOr'o mogxoma K 1MarHoCTHnkKe, 0COOEHHOCTAM MaTOreHeTUYECKOM Te-
panum 0pm Ka>XaoM KOHKpPETHOM 336OHeBaHI/II/I; «[Tonukucrosnas 60-
JIE3HDb ITOYECK».

B To Xe BpeMs NOHATHE «XpOHUYEcKas 0OJe3Hb IOYeK» 00606maeT
COCTOSIHME MAIMEeHTa ¥ BO3MOXXHOCTb IIPOIPeCCHPOBAHNA IATONOTHYe-
cKkoro mpornecca — Hanpumep, «XBII. XpoHndecknit MeMOpaHO3HO-IIPO-
ndepaTUBHBIIL ITIOMEPYIOHEPPUT».



®AKTOPbI PUCKA PA3BUTUA XPOHUYECKOI BOJIE3HU MOYEK

(DaKTOPI)I, BIIVAKOIINE HA pa3BUTHE XpOHI/I‘{eCKOI‘/'[ 60/1e3HM MOYEK:

CeMeVHbIN aHaMHe3, oTAToleHHbI XbII;

CHIDKEHIe PasMepoB 1 00'beMa IT0YeK;

HM3Kas Macca IpY POXAEHUY MU HEJJOHOIIEHHOCTD;
HU3KIII COLMAIBHBIN CTATYC 1 0OPa30BaTeNbHBIN YPOBEHD

(DaKTOPI)I, MHNDUHNPYIOIINE pa3BUTNE XpOHI/I‘{eCKOf/'[ 60/1€3HU MMOYEK:

ocTpble 3a060/1eBaHNs II0YEK ¥ MOYEBOIl CUCTEMBI (ITTOMePYIOHeDPUT
U f1p.);

aYTOI/IMMYHHbIe 3a6OHeBaHI/IH;

I‘I/IHepTeHSI/IH;

MHEKIMN MOYEBBIX Ty Tell;

MO4YEKaME€HHas 60)’[63Hb;

OOCTPYKIIVSA MOYEBBIX Iy Tell;

TOKCIMYECKOe BO3JI[CI7[CTBI/[6 npenapaTOB

®dakTopsl, NPpUBOAALLME K IPOrPecCHPOBAHNI0O XPOHIIECKOIT 6omes-
HY MOYEK:

COXPaHSIIIASACST AKTUBHOCTD JeOI0THOrO 3a60/IeBaHMS [TOYeEK;
IPOTeNHYpus;

TUIEPTEHSIS;

aHeMus;

runepdocdaremns;

TUIEPIUINAEMIS;

KapAMBacKy/sipHbIe 3a00/1eBaHN s

(DaKTOPI)I KOHEYHOI cTagumn xponmqecxoﬁ 60/1e3HU MOYeK:

I03[jHee HavyasIo AMajn3a;
aHeMus;

HU3KMUII YPOBEHDb aNnbOyMUHa;
HU3Kas AMany3Hasd fo3a
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Tabnuya 2

Knaccugurayus xporuueckoti 6onesHu nouex

CKO Pexomennyemblie
Cragnsa XapaKkTepucTuka 2
(M1/MuH/1.73 m?) MepONIPUATHUA
Ha6nionenne, MeponpuaTus
Hannune dpaxTopos A > Meporip
eKa >90 110 CHVDKEHUIO pUCKa
p Pa3BUTHA MATOMOTUY OYEK
IInarHocTuKa u nedeHne
OCHOBHOTO 3a60JIeBaHNUA
INopaskenue mouex I 3aMeflIeHN s TEMIIOB
I C HOpMaJIbHOM MJIN =90 NIPOrpeccupoOBaHMA
nosbimenHoi CKP U CHUDKEHME PUCKA Pa3BUTUSA
CepIeYHO-COCYUCThIX
OC/IO)KHEHUI
INoBpexxaenne novex
O1LleHKa CKOPOCTH
II C YMEPEHHBIM 60-89 IDOrDeCDOBAHILS
camxenneMm CK® porp P
CpenHss cTeneHb BrisiBneHue u neveHme
1II 30-59 .
camxennsa CK® OCTIOKHEHU
v BripakeHHas cTeneHb 15-29 IToprorosxa K moyeyHoI
camxennsa CK® 3aMeCTUTEIbHONM Tepanun
IToyeuynas 3amMecTUTeNbHAA
Iloueynasn < 15 unm nepeBoy,
\Y% Tepamnus (Ipy HaIMIUn
HEJJOCTaTOYHOCTh Ha a3 ],
OCJIOKHEH )
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NMPU XPOHWYECKOI BOJIE3HU NOYEK [K/DOQI, 2004]

[uarHocTuka

HaI.U/IeHTOB C XpOHMYECKUM 3a007eBaHMEM TIOYEK cnenyer 06CH€JI[OBaTb

JOJ1A BbIABIICHU A

Iuar"osa (Tuma 3a6o1eBaHuA TOYEK);
COIyTCTBYIOLINX COCTOSHUIL
TsKeCTH, OLLeHMBAEMOII 110 YPOBHIO (PYHKIIUMN TTOYEK;
OC/I0)KHEHUIT, CBSI3AHHBIX C YPOBHEM IIOYeYHOI PyHKIIMY;
Pucka otepu QyHKIMU [OYeEK;
Puicka ceppieqHO—COCY/AUCTON aTONIOT M.




Jleuenne

JleyeHnue XPOHUNYIECKOTO 3a007IeBaHMA TTOYEK JOJI>)KHO BK/TIOYATb:

Crrenmyeckyro Tepanmnio B 3aBUCUMOCTH OT AMATHO3a;
O6cnenoBaHme 1 JiedeHMe 10 OBOAY COIYTCTBYIOMUX COCTOSHMIL;
3amepseHne norepy GpyHKINUN TOYEK;

[TpepoTBpalieHne 1 1eYeHMe CEPLIeYHO-COCYAMUCTOI TATONOTH;
[IpenoTBpalleHe 1 iedeHNe OCTIOKHEHUIT CHIDKeHM S QYHKI[UY TTOYeK
ITogroToBKa K 3Taly IOYEYHONM HEJOCTAaTOYHOCTH M 3aMECTUTENbHOI T10-
YEeYHOU Tepalny;

3aMenenne GyHKLINY TOYEK AMANN30M U TPaHCIUIAHTALIVEN, eCITU IPY-
CYTCTBYIOT CUMIITOMBI U IIPU3HAKY YPEMUMN.

AJITOPUTM AENCTBUNA
MPU XPOHWYECKOW BONE3HU NMOYEK Y AETEN

BeisiBleHMe Tpynm pucka U IOCTOSHHOE AMCIaHCEpPHOe HaOmofeHme
3a metbMu ¢ XbIT;

HasnaueHme crernuduyueckoil Tepalmuy, HaIpaBIeHHON Ha KOppek-
I[UIO TIEPBMYHOTO 3a00/IeBaHNU A, KOTOpOe NpuBeso kK passuTnio XbIT;

CBoeBpeMeHHOe ONlepPaTHMBHOE JIeUeH)e MallMeHTOB C BPOXX/IeHHBIMU
QHOMAaJIUAMHU PasBUTHA MOYEK Y MOUEBBIBOAAIIUX ITyTell (B OOMBIINH-
CTBe CrTydaeB IpegoTBpainaeT passutue XIITH);

BrisiBNIeHNE U TedeHMe COTTYTCTBYIONINX 3a60/IeBaHMIT;

3aMefieHe yTpaThl GYHKI[MHU [TOYEK — PEHONPOTEKI[V;
[IpodunakTuka u nedeHye MposBaeHnit unin ocnokHenui XBII (ru-
HepPTEeH3N s, IPOTENHY U, aHEeMMUs, allN03, 3aJepP>KKa PU3UIECKOTO

PasBUTHA, PAXUTONOAOOHBIE lepOpMaIU CKeTIeTa);

Havano mOArOTOBKM K Tepamyuy TePMUHAIbHON [MOYETHON HEJOCTa-
ToYHOCTH (KpeaTuHuH 6oyee 0,35 MMONB/T).
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PEHOMPOTEKL A

Ins xaxxpgoro manyeHTa ¢ XBII Heo6X0[MMO coCTaBIeHMe M/TaHA PEHO-
HIPOTEKINY C YIeTOM MHAMBUIYAIbHBIX 0COOEHHOCTEN pebeHKa (Hacmen-
CTBEHHOCTb, pa3BUTHE, 3a00/IeBaHNe OCHOBHOE 1 COYTCTBYIOINE, 3 dek-
TUBHOCTb IIPOBOAMMOIL paHee Tepanuiu) u craguy XBIL.

CxeMa peHOIIPOTEKIIIHN

JlvieTa 1 KOPpEeKIVsi KOHEYHbIX IIPOJYKTOB OeIKOBOrO 06MeHa
Pexxum puandecKux Harpy3oKk

Koppekuns rumepreHsnn

Koppexuns nim TMKBUAALNS IPOTENHYPUN

Koppekuns aHemnn

Koppekuus cBepThIBAOLEll CUCTEMBI KPOBI

Koppexuns pocra

Koppexius kanpiuit-dochoproro obmeHa

Koppekuus xonecrepnna

Koppekuus OKCHIaTUBHOTO CTpecca

Koppekuusi CHU)KeHHOJ OTHOCUTENTBHOI IUIOTHOCTU MOYM (CHMHAPOM
DaHKOHN)

e OG6pasoBarebHbIe MEPONIPUATHL [i/1s1 pebeHKa 1 pOfyTeNIelt

e Tlcuxonorndeckas MOJTOTOBKA POJUTENelt 1 pebeHKa

MPUHUUMbI AUETOTEPANMA

Huskobenkopas aueta (6emox 0,6 I/KI/CyTKM) + KETOCTEPUII IIPU CKO-
poctu ki1y6oukoBoit punbrpanyy 25-13 Mn/Mni/1,73 M? + peKOMeHIAI Y
K IIT craguu XBIT.

OI‘paHI/I‘IeHI/Ie TIOCTYIIZIEHMNA KalauAa C HI/II.HCI?I (HpI/I IIOBBIIIECHMN BbIIIE
HOPMBI COI€P)KaHNA Ka/InA B CBIBOPOTKE KpOBI/I).

Orpanndenne noctymeHus pocdopa c muieit — 5o 800-1000 Mr/cyTKu.
-V cragus XBII

HuskobenkoBas AyueTa npu Havdaae 3aMeCTUTEeTbHOM T€panum OTMe-
HAETCA.
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KonmuecTBo 6e/ka mpu 3aMeCTUTEIbHO Tepanmu:

- reMofiMaIn3 — He MeHee 1,2 I/Kr/CyTKM;

— MepUTOHeaTbHbII IMaNN3 — He MeHee 1,5 I/KI/CyTKI.
['MnonunupeMudeckne npenaparbl Ipu:

- XO/IeCTepuH > 6,21 MMONb/N

— TPUTTULEPUJbI CBIBOPOTKY > 2,26 MMOJIb/T

IleTam/[ AVETDHI YTOYHAIOTCA B OTHAETIECHNN, TI€ OCYIIECTB/IACTCA AMaTIN3-
Has Tepanus.

KOPPEKLMA NOPAXKEHUA CEPAEYHO-COCYANCTON CUCTEMDbI

Awnanus npuunH cMeptu 60mee 16 000 Hepomorndeckux 6OIbHBIX MO-
3BOJINJI YCTAHOBUTD, YTO CMEPTHOCTD IAI[ME€HTOB OT CEPAEYHO-COCYAMUCTDIX
npu4rH 6osee 4eM B 4,1 pasa ImpeBBIIIAET YUCIO CTYyYaeB CMEPTU OT BCEX
6ornesHelt moyek, BKIo4as repmuHanpHyio XITH [Epmakos A.IO. u coasr.,
2004].

CmepTHOCTD 607mpHBIX ¢ XITH, monyyamommx uaansHyo Tepannio, ot
CEPAEYHO-COCYAUCTBIX IPUYMH COCTaBAeT 43,6% BceX NPUYINH CMepTen
1 B KaXKJ0li BospacTHoit rpynne B 10-30 pa3 Bbllle, 4eM B COOTBETCTBYIO-
I1ielt BO3pacTHOI rpymie obieit momyasunu [Foley R. et al., 1998].

B pesynbTare aHanusa 85 KIMHMYECKUX MCCIENOBAHMIL, BKIIOYAIOIMX
6omee 550 000 60/MBHBIX, YCTAHOBJIEHA «KPUTUUECKasl TOUYKa» — CKOPOCTD
KIy604YK0oBOI GpumbTpanunu 75 Mmiu/mMun/1,73 M?; HuXKe 9TOTO yPOBH: Hapac-
TAIOT MOKA3aTeNI CepAevHO-COCYAMUCTOl 3a00MeBaeMOCTI U CMEPTHOCTY,
[OCTUTasi MaKCMMaJIbHBIX 3HAYCHNIT Y OONBHBIX C TEPMIHAIBHOIN CTafMel
XIIH [Vanholder R. et al., 2005].

HanyoHanbHbI KOMUTET 10 apTepuanbHoli runeprensun CIIA pexo-
MEeH/[yeT NPMU3HATh KPUTMYECKUM YPOBHEM CHIDKEHUe CKOPOCTU KiIy6ou-
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KoBOJT pubrpanuy 60 Mn/MuH/1,73 M* B KaueCTBe He3aBUCHMOTO BBICOKO-
TO PUCKa CepPAeYHO-COCYANCTDIX O0Me3HelL.

[Mopa)keHne cepreIHO-COCYAUCTON CUCTEMBI Y MALVIEHTOB C XPOHMYE-
CKOJ1 6071€3HBIO ITOYEK MMEIOT HACTOIbKO TECHBIE [TATOTEHEeTUYECKIEe CBA3M,
9TO 3TO HAILUIO OTPaXKEHNE [a’ke B TEPMUHOIOTUY — «KAPIVIO-PeHAIbHbLI
cuHppom» (cardiorenal syndrome).

BeI[YI.I_U/IMI/I TIATOIOTMYECKMMM TIpoIeccaMlt, y4JacTBYHOIIVMMM B IIO-
BpeXIAeHUN Cepﬂe‘IHO-COCYIU/ICTOIU/I CUCTEMDBI y IMAVIEHTOB C XpOHI/I‘IeCKOI/UI
6071e3HBIO ITOYEK ABIAIOTCA:

e T'uneprensus

e HeiiporymopanbHblIit gyc6amaHc ¢ M30bITOYHON aKTVBHOCTBIO PeHIH—
AHTMOTEH3VH-a/Ib/JOCTEPOHOBOM, CUMIIATVKO—apeHaNoBoil, SHJOTe-
JIMHOBOW U JPYTUX COCYHOCYXXMBAIOIINX HEPOTyMOPAJIbHBIX CUCTEM,
KOTOpble HPMUBOAAT K mponudepanny KIETOK M pPeMOAEeTMPOBAHUN
cepnia, cocynos u nouek [benenkos 10.H., Mapees B.1O., 2002]

® ATepoCKIepoT4ecKoe M APTEPUOCKIEPOTHIECKOE PEMOIETNPOBAHIE
apTepUAIBHBIX COCYAO0B. B X pasBuTum urparot pons JuUchyHKIN 9H-
JIOTeNNs1, CBSI3aHHASI C IOJAB/IEHNEM [IPOLY KLV U/ OMOZOCTYIIHOCTI
OKCMIa a30Ta, HapylIeHVe MeTabo/13Ma JINIIONPOTENIOB, BANIOTEKYIIee
BocmasieHye u Kanbiuduxanus uHTUMbI [Kyssmun O.B., 2007]

° ypeMI/['-leCKI/[e TOKCUHBI:

— ACUMMETPUYHDI JUMETUIAPTMHUH. ACUMMETPUYHBI AUMETHUIAP-
TUHUH 0obpasyeTcs M3 apruMHMHA. [Ipy XpOHMYIECKOI MOYeYHOI Hefo-
CTATOYHOCTY HapyILIaeTCsl MeTab0/1M3M U BbIBeIeH)E 9TOTO TOKCUYHOTO
COEIVHEHN, YTO MPOSBIACTCS SHAOTEMANbHON AMQYHKLIME, YBeIN-
JeHleM Pe3VICTeHTHOCTY TKaHell K MHCY/IMHY, YCKOPEHHbBIM aTepOCKIe-
POTHMYECKMM HOBpeXJeHueM cocynos. IIpu ymMepeHHO BbIpa)KeHHOI
XITH KoHLeHTpauysA aCMMMETPUYHOTO AMMETUIAPTYHIHA BbILIE B 2,6
pasa, y IMalu3HbIX NMallMeHTOB B 3,2-3,4 pasa Bblllle, YeM Y JINL, C HOP-
MmanbHOI ¢yHK1mei modex [Kielstein J. et al., 2002].

— Tomouucrenn. Tokcuyeckoe BIMsAHME METAOONIUTOB TOMOLMCTENHA,
00pasyIoLIerocs 13 CEPOTOHNHA, IPOSIB/ISIOTCS B CHIDKEHUM TI0YEIHO-
ro IUIa3MOTOKA U CKOpocTu KinyboukoBoit ¢unbrpannn [Osanni G. et
al., 2004], noBsIteHHOI 9KCKperuu Henka ¢ modoit [Li N. et al., 2002],



MIOBPEXAEHNY KIeTOK M YCKOPeHMM MPOLieccoB atepockieposa [Miller
A. etal., 2002]. Ha goguanusHoii craguy XITH runepromouncrenHeMust
BbIAB/AETCA Y 90,2%, y [UATU3HBIX OOTBHBIX — 94,7% [CMupHOB A.B. 1
COaBT., 2005].

e AHeMuA. AHeMUS CIIOCOOCTBYeT AMIATALlMU M TUIEPTPOdUU JIeBOTO
XKeNMyIovKa, YXYALUIEHNI0 COKPAaTUTENbHOM CIOCOOHOCTH JIEBOTO SKeTy-
TOYKa ¥ YCKOPEHUIO PAsBUTHUA CEPHEYHON U MOYEYHOI HeJOCTaTOYHO-
cTi. Y ManueHToB ¢ XPOHMYECKOI 60/Ie3HBI0 MOYeK IIPH YPOBHAX IeMo-
rno6yHa Huxe 100 n 100-109 1/ puck cMepTy nosbimaercs B 1,43 u 1,13
pasa [Li S. et al., 2004].

B 10 >xe BpeMs MeTOAMKY KapAMOIPOTEeKTUBHOI Tepalll y ieTel C Xpo-
HIYeCKOIT 60/Ie3HbIO OYeK IPaKTIYeCKY He pa3paboTaHbL.

KOPPEKUMA UN NMKBUAALUNA NPOTEUHYPUA
OnHuM us Haubonee HeOMATONPUATHBIX BO3JIENCTBII HA TTOYKN ABIIA-

eTCsl Haznuyue npomeuHypuu, KOTopas pacCMaTpUBAETCsl B COBPEMEHHOI
Hedponmoruu Kkak HeppoToKcHIecKuit HakTop.

Cxema neveHunsa aHemum y geten ¢ XMNH

e IIpu yposHe remorno6usa > 90 1/71 Ha3HaUYeHMe IPUTPOIOITIHA B jO3€
50 ME/xr/Henenio MOgKO>XXHO.

e IIpu yposHe remornobuHa < 90 /1y meTeit ¢ Maccoii Tena 1o 20 Kr — apu-
tponoaTuH 200 ME/Kr/Hefeno; y MOZPOCTKOB U JieTell C Maccoil Tenma
cBpite 20 kr — sputponoatud 100 ME/xr/Hepento.

e KpaTHOCTb BBefIeHIA 9pUTPONOITUHA — OT 1 10 3 pas B HefieIIo.

° HPI/I AOCTVIKEHUMN LIE€IEBOTO YPOBHA reMora00MHa TIepexol Ha Mmoanmep-
JKMBAIOLIECE JICYCHUE!:

— J103y 9pUTPOIOITHHA CHIKAIOT Ha 50%;

— KpaTHOCTb BBeJIeH) A SpUTPONOITUHA — 1 pas B Heflemo unn 1 pas B 2
HeJleNnn.
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XPOHUYECKAA NOYEYHAA HEAOCTATOYHOCTb

M. B. Opman

XpoHnyeckasi MoYeyHass HEJOCTATOYHOCTb — CTOIIKOe HeobpaTumoe
Imporpeccupyloliee HapylleHne GpyHKINM IOYeK IPU PpasIMIHbIX 3abore-
BaHNAX, KOTZIa He MeHee HIeCTI MeCAIeB KIMPEeHC 9HJOT€HHOTO KpeaTyHI-
Ha HyoKe 20 Mi1/MuH/1,73M?), KpeaTUHUH CHIBOPOTKM Bbie 0,177 MMOMB/TI,
a30T MOYeBMHBI Bbllile 5,8 MMonb/ (Pekomenganuyu IV EBpomneiickoro KoH-
rpecca neguatpo—Hedponoros, ly6mus, 1971).

Tepmunonorus:

e «ToranpHas MovyevyHas HEJJOCTATOUHOCTD» — BOB/IeYEHNe B [IATOIOTHYe-
CKUIT IPOLecC BCeX OT/eNI0B HepOHa.

o «[lapunanbpHas moYedHasl HEJOCTATOYHOCTb» — M30MPOBAaHHOE IIOpa-
JKEHME OT/Ie/IbHOI IT0YeYHOI QYHKIMY (KOHIIEHTPALIMOHHAS, QUIbTpa-
L[MOHHAA 1 JP.).

o «TepM]/IHa)’IbHaFI Imo4Ye4YHasA HEJOCTATOYHOCTb» — 6ONBIINHCTBO He(pr-
HOB HE Cl)YHI(LU/IOHI/[pyeT, KOMIIEHCATOPHbI€ BO3MOKHOCTU MCYEPIIAHbI;
CUHOHUM — ypeMIA.

TOYHBIX ZaHHBIX O PaCIPOCTPAHEHHOCTU XPOHMYECKOI OYEYHOII He-
JOCTAaTOYHOCTY HeT, TaK KaK MCIONb3YIOTCA pasHble KPUTEPUM OLIEHKMU
CTeNeHN HapylleHMsT QYHKIMU MOYeK, Jallle BCETO CO3JAITCSA PErUCTPHI
uny 6as3bl JaHHBIX 110 TePMMHAIBHON IIOYEYHON HeJOCTaTOYHOCTHU. VTa-
JIbSTHCKVe HepOJIOTM YUMTBIBAIOT MAIVIEHTOB C CHIDKEHMEM CKOPOCTH
K1y60ouKkoBoit ¢umbTpanuu MeHee 75 miu/MuH/1,73 M? (ompepeneHue mo
¢dopmyre Schwartz) — exxerogso 12,1 HOBBIX ciay4aeB Ha 1 000 000 geTcKoit
nonynsanuu [Adrissino G. et al., 2003]; mwBenckue Hedponorn — Meree 30
M1/MuH/1,73 M* — exeropHo 7,7 HOBBIX cmydaes Ha 1 000 000 gerckoii mo-
nynsauuu [Esbjorner E. et al., 1997]. PacnpocTpaHeHHOCTb T€pPMUHATBHOI
IouevHoIt HefocTaTouHocTH y AeTeit CIIIA — 66 na 1 000 000 monynAnum,
3abomeBaeMocTb — 13 Ha 1 000 000 [Watkins Y. et al., 2006].



YacToTa HOBBIX cy4yaeB TepMuHanbHoit craguu XITH cocrasnseT 5-6
cnyyvaes BTof Ha 1 000 000 geTckoit nonynAanuu B EBpone, Anonun, Cunra-
nype [Yap H., 2005]; ot 5 o 10 ciygaes — B ABctpanuu 1 HoBoit 3enannnn
[Walker R., 1999]; 10-11 - B CIIIA [McDonald S., Craig J., 2004]. YactoTa
TEepPMMHANbHON CTajguu B EBpONENCKMX CTpaHAaX COCTaBaAeT 4.7 HOBBIX
cnyyvaes B rof Ha 1 000 000 geTckoit monynAanuu. Beero mereit ¢ KOHeYHOI
cTafueN nodyeyHbix 3abonesanuit Ha 1.000.000 meTckoro HaceneHus: Vra-
nua - 21,0; Mcnanusa - 24,5; Tepmanusa — 30,2; Aurnusa - 32,2; Opannusa-
48,2; CIIIA - 233,0.

Poccunitcknit peructp fieTeit c XpoHMYIECKOI ITOUEYHOI HeIOCTaTOYHOCTDIO:

PacnpoctpanenHocTbs TepmuHanbHoi ctapguu XIIH B 2000 r. - 2,17,
2001 r. - 2,56, B 2002 1. — 2,42 4emoBeKa Ha 1 MU/IIMOH OO1Ieil IOy AL

Bcero geteit B perucrpe — 966

e Jlommanusuas XIIH - 630

e 3amMecTuTeNbHasA Tepanus — 336
- remoguanus — 184
— IIepUTOHEA/IbHBII fyanus — 54

— TPAHCIUIAHTALA IMOYKH — 98

B Canxkr-IleTepbypre B 2012 rogy 651710 189 meteit ¢ XpOHMYECKOTL IIO-
4eYHOI1 HelOCTaTOYHOCTDIO; 13 HUX MTALMIEHTOB C TEPMMHAIbHOI CTafi e,
HaXOMAIIMXCA Ha 3aMecTUTeNbHOM Tepanun — 28,0 Ha 1 000 000 geTckoro
HaceneHMsA. [l cpaBHEHMA: BCETO JleTell C KOHEYHOI CTa/jyell Io4edHbIX
3aboneBannmit B Vitanuu - 21,0; B Vicnauuu - 24,5; B Benukobputrauuu —
32,2; Bo @pannun — 48,2; B CIIHA - 233,0 va 1 000 000 meTckoro Hace-
neHus. BefymuM MeTOJLOM 3aMECTUTENbHOI Tepalyuyu IpK ITOYEYHON
HeJOCTaTOYHOCTU B IefuaTpudeckoil mpaktuke B Cankr-IletepOypre
SIBJISIETCS TIePUTOHEeANbHbII Ayanu3 (MepuToHeanbHbIN guanus — 75,4%,
remopuanus — 24,6%). JInsa cpaBHeHMs yIe/NbHBI BeC IepPUTOHEaTbHOTO
Iuannusa B CTPYKType 3aMecTuTenbHoi Tepanumu: Gunnangusa - 20,3%;
MBenus - 24,1%; Hosas 3emanmusa — 35,9%; ['oukour - 80,4%; Poccuii-
ckaa Qegepanus - 9,0%.

123



Tabnuua 1

Xapaxkmepucmuka XpoHUu4ecKotl no4euHoll HedOCMAamo4HOCHU

Cumnromsl XITH npn

Craguu u cTeneHn MesXIyHapO HbII
XIIH 9KBMBAJIEHT
(110 coBpeMeHHBIM TyGynousTepcTy- TEPMUHOB CTa VI
Knaccuukanusim) | VIOMEPY/IONATUAX | LMa/bHBIX 6ores- XIIH
HAX IOYeK
I. Tybynsapuas ApTepuanbHas OcreomaTus, Renal
[OYevHas TUIEPTEeH3N, aHeMms, annpos, |insufficiency;
HEJOCTaTOYHOCTD aHeMNsd, allNA03, | HapylleHue TyOy- |mommypudeckas
HOBbIILIIEHNE KOH- | IAPHBIX QYHKIuUIT | cTagms
LEeHTpaLMU MO-
YeBJHBI B KPOBH,
orpaHMYeHNe CKO-
pocTHu KIy60uKo-
BOIT puIbTpaLINU
U TYOY/IAPHBIX
dyHKIMI
HopmanbHoe cofjep>kaHe KpeaTMHIUHA B KPOBHU
II. ToranbHas noyey-
Has HeJJOCTaTOYHOCTD
(cragumn):
1) mpu koHIeHTpanuy | I'mneprensnus, Ocreomnarus, To xe
KpeaTHHIHA B KPOBM | TeMOPparn4eckuii | aHeMus, aliluzos,
0,17-0,44 MmMonb/n CUHJIPOM, alifI03, | OTpaHUYEHNE
OrpaHMYeHNe CKO- | KITyOOUKOBOII
poctu Ky6o4Ko- | pumbTpanum
BOJI puIbTpanuu |1 TyOYIAPHBIX
U TYOY/ISIPHBIX byHKIMIT

2) Ip¥ KOHI[eHTpALun

dyHKIMI

To xe; mopaske-

To xe, mopaxe-

Renal failure;
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KpeaTMHMHA B KPOBM | HYe BHYTPEHHUX | HMe BHYTpEH- MOy pUYecKas
OpraHOB HIIX OPTaHOB, cTamus
0,44-0,88 MMoOIb/N1 reMopparmuyec-
KU CUHJPOM
End Stage Renal
3) Ipu KOHI[EHTPAIUA Disease;
) p LeHTpal, CUMIITOMBI ypeMu, >
KpeaTUHMHA B KPOBU
He3aBUCUMO OT atuonornu XITH
Boiare 0,88 MMOTIB/I ONMTOoaHypuye-

CKas CTamus




Tabnuya 2

Knaccugpurayus xporuuecxoti noueuHoti HedocmamouHocmu
[Ula6anos H.IL., Apxunos B.B., 2007]

renal disease)

K O6bem | OcrarouHoe
Kny6oukosas | PCarMHME | b yeqppix YUCTIO Knuanygeckne
Cragnsa y CBIBOPTKM =
¢dunprpanus* ¢dyHKumit, | HeQpOHOB, | MPOSBIEHUS
MOMb/1 o o
% %
I (xomneHCcHpO- o
BanHas, impaired 70-50  |0,088-0,265| 80-50 50-30 Gomenanm
function) 3aboneBanue
II (cybxomien- A
30TeMUs

CUpOBaHHa, ,
chronic renal 50-30 0,120-0,530 80-50 30 3ajiepKKa
insufficiency) pocra
111 (nexommeHcu-
poBsaHHas, OrueTnuBHIe
chronic renal 30-10 0,485-0,800 30 10 e p—
failure)
IV (repmuHannb-
Hasl NI KOHeY-
Has, end stage 10 0,620-1,1 5 5 Ypemns

* Mi1/MuH/1,73 M2

Tabnuya 3

Knunuuecxas xapakmepucmuxa cmaouii XITH u 06vem 0cHOBHbLX neuel-
Hoix meponpusmuii [llabanos H.IL., Apxunog B.B., 2007; ¢ usm.]

3HaYNTETPHOTO U3MEHEHU S B COCTOSIHUN MAIIMEHTOB He OTMEYaloT,
[ cragusa 3a MCK/IIOYEHVEM HE3HAUMTEIbHOTO YBeINYeH) A MUKPOIIPOTENHY PUM
(xommeHCHpO- un AJl. OTmdnTebHast 0COOEHHOCTD 9TOTO IEPUOLA — OTCYTCTBHUE
BaHHas, impaired | kmHM4Yeckux cumnromon XITH.
function) KoncepBarnBHOe u oriepatuBHoe (IIpy HEOOXORMMOCTI) JIeYeH e
OCHOBHOTO 3a60/IeBaH M.
Hapymenne TonepaHTHOCTM K pa3NMyYHbIM INUILEBbIM UHTPE/IMEHTaM,
HapyuleHue BcacbiBaHMA Ca. Ha 3Toif cTaguy manimeHTsl MOTYT XyXKe
II crapgms (cy6- [IepeHOCUTD MHTEPKYPPEHTHBIE 3a00/IeBAHN, @ TAK)KEe TaKle COCTO-
KOMIIEHCMPOBAH- | AHUA, KaK JIeTUpaTals, I'MIepKaareMu s, allufi03; 3HAaYUTeIbHO
Hast, chronic renal | yBemnauBaercs puck passutus OITH B cryvae Hamuans gerugpara-
insufficiency) uyu. Y fereil 4acTo MOAB/AETCsA 3aJiepKKa pocTa.
KoHcepBaTBHBIE MEPONIPUATH HAIlpaBJIEHbI HAa COXpaHEHME OCTa-
TOYHOV QPYHKINY TTOYEK.
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OTMeqaloTCss 0CTeOAUCTPODILSA, AHEMILS ¥ TUTIePTEHSHSL.

III crapusa KoHcepBaTuBHas Tepamusi HaIIpaBIeHa Ha KOPPEKINIO MeTabode-
(mexoMIleHCHMpPO- | CKUX HapyiueHuit. [TalieHThl, CTPOro co6/II0faoNIe PeXKIUM KOHCeP-
BaHHas, chronic | BaTMBHOII Tepamnu U fUETY, MOTYT BECTH OOBITHBII PEXXIIM KV3HI
renal failure) Ha oHe ocTaTouHOI GyHKUNY HOYeK. BeeTcs MOATOTOBKA K Tepa-
MM AVMA/IV30M VIJIM TPAHCIITAHTALIUY TTOYKIL.

CUMITOMOKOMIIIEKC, aCCOI.U/II/IpOBaHHbIﬁI C aHopeKcneI?[, TOUIHOTOI,

1V crapusa cmabocTbio. IIpu OTCYTCTBUY JIeIeHN S TOABISIIOTCS PBOTA, CYLOPOTH,

(TepMuHanbHasE | KOMa ¥ JKeyLOYHO—KIIIIEYHbIe KpOBOTeUeHMsI. acTo oTMeyaoT

IV KOHeYHA s CeprieuyHyI0 HeJOCTaTOYHOCTD 11 apUTMMM. CHUMIITOMBI YaCTUYHO

(end stage renal 00paTMBI TPV VICIIO/Ib30BAHNMN CTPOTOi KOHCEPBATUBHOI T€PAIINIL.

disease) KoHcepBaTMBHYIO TepaINNIo JOIONHAIOT JUATN30M /MY TIOYETHO

TpaHCIUTAaHTALMel.
Ta6nuua 4
Cmpyxmypa xpoHuueckoti noueuHol HedocmamouHocmu y oemetl
1 2 3

OO6CTpyKTUBHAS ypONaTus 39,7% 49% 47%
I'nomepynonedpur 22,4% 15% 10,2%
KucrosHuble 60/1e3HM ITOYEK 6,4% 6% 7,8%
Bropuunble rmoMepynonaTun 6,4% 5% 3,6%
Hacnencrsennnie / MetaGonnueckue 60me3Hmn 5,8% 6% 21,1%
PenanbHag rumnoniasusa/qucnnaasus 2,8% 16% 7,2%
ITUOIOr M HeM3BeCTHA 11,3% - 8,4%
Jpyrue npuymHb - 3% 9,6%
MHo>XecTBeHHbIe TPUYMHbI 2,3 - -

1. Bakkaloglu S. et al. (2005). 514 mareHTOB Ha IIEPUTOHEAIbHOM AMaN3e
[Typrma]

2. MonuanoBa E.A. (2004). 296 maumeHTOB Ha 3aMeCTUTE/IbHON Tepannn

[Poccus]

3. Kamyar Madani et al. (2001). 166 marmentos ¢ XITH [MpaH]
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Ta6bnuua 5

Cunopombt XpOHUUECKOLl NOHeUHOLl HeOOCAMOUYHOCHIU, NPUHUHDL
UX pa3sumMus u KAuHU4ecKue nposeneHus

CunpipoMbI ITpryunser pasputns Knnundeckue nposiBneHns
Hapymenne ITovyeuHsIt [U39MOpPUOTeHe3 l'unocrarypa, oTcyTcTBUE
pocra u/vnmy HeppocKIepos, VIV HEIOPA3BUTIE BTOPUIHBIX

1 pasBUTUSA

HapyLIeHNs TOPMOHAIbHBIX
BO3JIEVICTBUIA,

nebunut 6enka, KaIopuii,
BUTAMMHOB, a30TEMM S, Al[A[03

IIO/IOBBIX ITPU3HAKOB, CHVIKEHNE
ToKasaresen PpocTa 1 MaccChI Tena

AsoreMus 3ajiepXKa a30TUCTBIX MeTabo- | ACTeHusI, aHOpeKCHs,

(ypemus) JIMMTOB B KPOBY M3-3a CHIKE- | ICMXOHEBPO/IOTMYECK e
HUA GUIbTpaLMy, YCUJIEHHBI | pacCTPOIICTBA,
KaTa0o/113M, HAKOIIJIEHNE B TacTPOIHTEPOKONNT, HEPUKAPIUT
KPOBU CPeJJHUX MOJIEKYI

AHeMus Heduuur Genka, xxenesa, BnegHOCTD, BAIOCTD, C1abOCTD,

9PUTPOIO3TUHOB, OCTEONATU

nuctpodrueckyie N3MeHEHM ST
B OpraHax, aHeMUYeCKUIL IyM

BBopHO-3/1€KTpPO-
JIUTHBII gucbamanc

I'momepynoTy6yIApHbIIi fuCc-
6amaHc, BHYTPUIIOYEYHBIE Ha-
PYLIEHNA TPAHCIOPTA 37IEKTPO-
JINTOB, YCUIEHHBII KaTab0/Mn3M

KnnHnyeckmue CMUMIITOMBI B 3a-
BIUICUMOCTY OT IPE€BA/INPOBAHUA
rumnepxKaamneMunn, rurioxKaabumne-
MU, TUIIOHATPUEMUN, OTE€IHBIN
CMHAPOM

Hapymenne paBHO-
BeCUsI KUCNIOT I
OCHOBaHUI (TUINY-

HBIIT MeTabOMMIeCKIIt

Hapymrenne dunprpannn,
AMMOHIO— 11 allMJJOTeHe3a,
UCTOLIEHMe I[eJIOYHOTO pe3epBa

TOIJ.IHOTa, PpBOTa, ITPOABJICHNA
KOMHeHcaTOpHOﬁ[ OE€ATEIbHOCTU
OpraHOB IbIXaHUA

anumIo3)
AprepuanbHas YcnnenHas IpORyKIs peHnHa, | [onoBHast 601b, rumepToHMIeC-
CUHepTeHsNus yrHETeHue IPOAYKIUY IIPO- Kite KpU3bl, PETUHOIATIL
CTarJIaH AV HOB, BOJHO-3/IEKTPO-
JINTHBIN gyucbanaHc
Ocreonucrpodus Hapyuenne npogykunu aktus- | Bonn B KOCTX, peHTreHOIornye-

HBIX META0OMTOB BUTAMIHA D,
TUIenapaTnpeonn3m

CK11 11 MOP(OTIOrIecKy O6HAPY-
JKMBaeMble N3MEHEHNUS KOCTeil

HOBC-cunngpom

Hapyuenne Tpomboo6pasosa-
HIA, PEOIOTUYECKUX CBOJICTB
KPOBI

Temopparmyeckye NpOsAB/IEHN
B Pa3/IMYHBIX TKAHAX ¥ OpTaHaX

VIMmyHO-epunT-
HOE COCTOAHNE

BenKoBbIiT ZepuIUT, FopMO-
HaJIBHBII {ucOaatc, mep-
BUYHBIN M MHJ Y MPOBAHHbIN
JIeKapCTBaMU, HapyIlleHue UM-
MYHOJIOTMYECKOTO TOMEOCTasa

YacTble 6aKTepuanbHbIe M BU-
pycHble MHbeKIuN (B TOM 4MCIIe
TeIIaTUT), CEIITUIECKUE OCTIOXKHE-
HIA, IPePACIIONIOKEHHOCTD

K OITyXOJIeBBIM IIPOLIeCcCaM
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KnuHnueckne nponaB/ieHnNA HauyanbHOW cTaguun
XPOHIII‘IECKOI‘/'I MoYyeyHoIl Hef,OCTaTOYHOCTUN

JKano6br:

YTomnasieMoCTb;

CnabocTn;

CHIDKeHe U 130V paTebHBIIl allIeTIUT;
Cy6debpunpHas TeMmepaTypa;
Tlonupuncus.

Knunuka:

Bo3MOXHO oTCTaBaHMeE B (PU3NIECKOM PasBUTUY;
B03MO>XHO yMeHblIIeHJe MBILIeYHOI MACCHI;
Cyxas Koxa, 671e[JHO—KeNITYIIHO OKPaCKI;
YTpaTa notnnsocTy;

TomrHoTa, pBOTA, KMIIEYHbIEe AUCHYHKIINY;
Ionuypus;

Huxktypus.

JIabopaTopHbIe MICCIEeNOBAHII:

® HopmocTeHypus, TUIIOCTEHYPUS;
e AHeMu:A HOPMOXPOMHas, IETKOi UV CpefjHell CTeleHN.

KnuHunueckne nposBneHns ctagum Ty6ynapHoii HefOCTaTOYHOCTL
XpoHu4yecKoli noyeuHoil HegoctatouHocTu (Renal insufficiency)

JKano6br:

e DBpicTpas yTOMIAEMOCTD;

® Yrpara MHTepeca K IMIKO/IbHBIM 3aHATUAM U UTPAM;
® Bripa’keHHBIe TOMOBHBIE 60

e AHopekcus;

o Jlommypus, MOMUSUIICKA.
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Knuauka
CumMnroMaTuka o0uLas 111 BceX BAPUAHTOB:

BbIparxeHHas 6/IETHOCTD KOXI;

OTno>KeH1e ypoxpoMa B KOXKHBIX CKIaJJKaX;

CyX0oCTb KOXU;

Kumreunas aucdyHkums (racTposHTEPOKONINT, TOITHOTA, PBOTA);
Huxkrypus, nonnypus.

I'momepynonmarun:

e TumepTeHsusd;
e Orexn.

Ty6ymomaryn:

BripaskeHHOe OoTCTaBaHMe B GU3NIECKOM PasBUTII;
OcreomaTnn;

BeiparkeHHast oMy pus ¢ NpU3HaAKaMM JleTUApaTaIiy;
OJIeKTPOMUTHBIE HAPYIIEHN:

- runoHarpuemus (ronoBHas 607Ib, TOUIHOTA, CYAOPOTI)
— runoKanueMus (MbIlIeYHass TUIIOTOHM I, ATlaTIA)

° TeHJIeHI.U/IH K CHVDKEHUIO apTE€PUAIbHOIO JaBJIEHNA.

JIabopaTopHbIe UCCIEeNOBAHNI:

e CHIDKEHE BeTMYMHbBI KITyO0UKOBOI GUIbTpanny;

e AHeMMs HOPMOXPOMHAS UM TUIIOXPOMHas JIETKOV VI CpefHell cTe-
TIeHM TAXKECTH;

® VYMepeHHOe yBelMUeHMEe MOYEBUHBI CBIBOPOTKU (#o 10-13 MMoOmb/m)
NPV HOPMa/IbHOM COJlepKaHUM KPeaTMHIHA;

e He6onpimoit Mmetabonmmyeckuii anumnos (BE -5... -7);

® Tumocrenypus.
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KnuHnyeckne npoasneHus | cteneHm TaxecTn cragumn
TOTa/IbHOWM XPOHNYECKOIN NOYEYHOW HEJZOCTAaTOYHOCTI
(Renal insufficiency)

JKano6n1
® BoipakeHbl 60/1ee MHTEHCUBHO, YeM IIPY TYOY/IsPHOI HELOCTaTOYHOCTH

Knunuka
CumMnroMaTuka o0uLas 11 BceX BAPUAHTOB:

JKenTymHo-3eMnncTas okpacka KOXXHBIX IIOKPOBOB;
TemMopparundeckuit cMHApPOM (HOCOBBIE U IPYTHe KPOBOTEUEHILS, TeMOp-
parum);

lacTposHTepOKONNT;

'mnepreHsus;

Ocreonopos, feMyHepanM3anysa Kocrelr

AHeMMA cpefHel TAXECTH.

Ty6ymonarun

® BbIpakeHHbIE U3MEHEHNsI KOCTeil (6071 B KOCTSIX, HapYILIEHIIE IIOXOMKIL,
medopmaLysi KOHEYHOCTENN)

JIabopaTopHbIe MCCIEeTOBAHII:

CHIKeHNe BeTMYMHBI KTyO04uKoBOI punbTpanyy Ha 40-50%;
Anemus runoxpomHas (remormo6us 80-90 r/m);

YBennueHne cofiep>KaHuA MOYEBMHBI ¥ KpeaTHHIHA;
MeTabonudeckuit auuos;

I'mnepdocdaremus;

I'mnoxanuemus;

I'mnokampnyemMus.

KnunHunyeckune npoasnenus ll creneHn TaxecTn cragun
TOTasIbHOW XPOHMNYECKOI NOYEYHOI HEOCTAaTOYHOCTU
(Renal failure)

JKano6bl 1 KIMHMYECKME IPU3HAKN

° Bpra)KEHbI 3Ha4YNTETbHO MHTEHCBHEE B CBA3M C IPOTPECCUPOBAHNEM
TIAaTOIOTMYECKOT O ITpo1ecca.



CCPHC'IHO—COCYI[I/ICTEUI cucrema:

T'uneprensus (y 60% - Tsoxenast);

Hapymenne putma ceppla;

[epuxapaurt;

Anektpokapauorpadudeckue U3MeHeHNs (TaXMKapaus, U3MeHeHUe aM-
wnTynst 3y610B P, R u T, cmemtenne cermenta RS-T Hike M30mMHNN);
CeprmevHas HelOCTaTOYHOCTb.

J];I)IXﬁTCIII)Ha}I cucrema:

baHanpHble THEBMOHNI;

Crenndudeckoe opakeHne «ypeMudecKiit THEBMOHIT»;
DuU6PUHO3HBDII TITIEBPUT;

HedporeHHblit 0TeK TETKMX.

KemynouHo-KunedHbIi TPaKT:

AHopekcnus;
TomHoTa;

PBorta;

3amax u3o pra;
[acTposHTepOKONNT;
MeTteopusm.

HepBHo-nicuxudeckas chepa

1. Cyb6KnmMHMYecKas CTagus

3aMeqiieHIe MpPOBENeHNs 9MeKTPUUECKUX VMMITYIbCOB Mo Nepudepude-
ckuM HepBaM. CHIDKeHNe BONbTaXKa M 3aMefjieHNe anbga-aKTUBHOCTU
Ha 97IeKTposHIledanorpaMme. YKOpoueHue BpeMeH! OLLyIeHN s BUOpalu-
OHHOI1 YyBCTBUTENbHOCTH.

2. CrapuA mpeXofAIMX HeBPOIOTMYeCKUX PacCCTPONICTB

Hespactennueckuit cunppoMm. IIpexopAmme HepBHO-MBbIIIEUHBIE pac-
CTPOJICTBA — HOJlepTUBAHN MBIIIILI, TPEMOP MafblieB, 60/Ie3HEHHbIE CYI0-
POTM MKPOHOXHBIX MBIIIII, «CUHAPOM 6eCIOKOIHBIX HOT». [Ipexonsimne
paccTpoiiCcTBa MO3STOBOTO KPOBOOOpaIIeHNA.
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3. Cragus CTOVMKMX HeBPONOTMYEeCKUX HapyIIeH!Ii

IMopaxeHne nepudepnyeckoil HEPBHOI CUCTEMbI U MBIIIL — IONTUHEPO-
narus. [lopaskeHre IeHTpaabHOI HEPBHOI CUCTEMBI — 9HIIedaToNaTIA,
MHCYJIBT.

IIcuxmueckue HapylmIeHusA

e AcTeHM4YeCKuUe, ACTEHOAECNIPECCUBHDBIE COCTOAHNA, HAaBA34YMBbIE CTPpaXIL.

PaccrpoiicTBa 3peHus:

e CHIDKeHNe OCTPOTHI 3peHN;
e YyBcTBO «TyMaHa» Iepef I1a3aMu;
o CHHIPOM «KPACHBIX I'71a3» (OTIOXKeHNUe KaabliUs B KOHDIOHKTHBY).

PaccrpoiicTBa cryxa
o CHIDKeHUe CTyXa 3ByKOBOCIPYHMMAIOIIEro XapaKrepa.
JIabopaTopHbIe MICCIEeNOBAHII:

e DPeskoe cHMKeHNE KTyOOYKOBOI GUIBTpALINY;
e Tskenmas aHeMMs CMeIIAaHHOTO TeHe3a.

KnuHunueckune nposasnenms lll creneHn TaKecTn cragun
TOTas/IbHOW XPOHNYECKOW NOYEYHOI HeJOCTaTOYHOCTU
(End Stage Renal Disease)

BbIpa)keHHOCTD BCEX K/IMHNYECKIX 11 TA00PATOPHBIX IPU3HAKOB Y PEMMIIL;
YMeHblIIeHMe Ay pesa;

Mpiieunast arpodust;

TspKernble MI3MeHeHN s KOXK (TIPOTIeXKH), CIM3UCTBIX (CTOMATUT U [ip.);
JleKOMIIEHCMPOBAHHBIIT MeTabONMNIECKIIT al{MI03 IO ALMAOTUIECKOIT
KOMBI.

[TpoBemenye AMannM3HOIN Tepaluy B JAHHYIO CTaMIO IPUBOAUT K perpec-
CUM KIVHMYECKO} CUMIITOMATUKM ¥ IOSABJIEHMIO HOBBIX KIMHUYECKUX
IPM3HAKOB — «/IMa/TIN3HBII CMH/IPOM HapYIIEHHOTO PABHOBECHA», «UATIU3-
Hasi 60JIe3Hb KOCTE» 1 Ap.



MoTeHunanbHO 06paTMMble OCIOXKHEHNSA
NPV XpOHNYECKOi1 MOYEYHOI HeJOCTaTOUHOCTH

VIHdex11ysa MOYeBOIT CUCTEMBI;

OO6CTPyKINS MOYEBOT CHCTEMB;

YMenblireH1Ie 06beMa IKCTPALe/UTIONAPHOT XKIKOCTH;
Hedporoxcudeckne areHTsr;

3acToiiHas cepievYHas HeJOCTATOYHOCTb;
AprepnanbpHas runepTeH3Us;

Tamnonana nepukappa;

I'mnokanuemmus.

OcHoBHble 3Tanbl gnarHoctuku XMH

L. TToxTBEp>XAeHME XPOHUIECKOIT IIPUPOMLI 6ONTE3HI TTOYEK:

® AnamHe3 3a607eBaHNsl (IIPOJO/KUTENBHOCTD [IPOTEUHYPUM, aPTEPU-
albHasl TUIIEPTEH3Ms, 3a/lep’KKa POCTa, pelMANBUPYIOLIasl MO4YeBas
nHbeKUA U fp.);

e CeMelHbIT aHAMHe3 (CUHIPOM AJIBIIOPTA, HOMMKUCTO3 U IPYTHUE BPOXK-
IIeHHBIE I HaCJIe[ICTBEHHBIe 3a00/IeBaHIIA);

e JlanHble OocMOTpa (aHEeMUS, apTepyajbHas TUMNEPTEH3Ws, MAaTONOTUA
I7a3, 3afIep>KKa pocTa, feopManns cKeera u Jp.);

e Pasmep mouek (yMeHblIeHNe pasMepa MOYeK, HO HOPMAaAbHBIN MK
607p1I0I pasMep TodYeK He uckao4yaioT XITH);

® PeHTreHOIOTMYECKOE IOATBEPXXAEHNE OCTeOI[I/ICTpO(bI/II/I.

I1. 9tuonorusa ocuoBHoro 3abonesanusa (Y3V mouek, fuHaMu4yecKas He-
¢dpocuynTHrpadusa, KOMIbIOTEpHas ToMoOrpadus, sgepHO-MarHUTHBIN
Pe30HAHC, MUKIVOHHAS LIUCTOYpeTporpadust, OMONCKs IIOYeK U p. Mccre-
OOBaHMS.

III. JTabopaTopHble ¥ KIMHUYECKNE MCCIEJOBAHNUSA 10 ONpefeNeH o mo-
cnenctuit XITH.

IV. Ompepenennie pakTOpOB, CIOCOOCTBYIOINX CHIDKEHUIO QYHKI[UY TI0-

4eK (apTepuanabHasA TUIEPTEH3Ns, MMeToHePPUT, OOCTPYKTMBHASA YpoOIla-
TV, eTUIPATallus U Jp.).
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TEPANNUA

3apgaum KOHcepBaTUBHOM Tepanuun

® 3amesieHNe TeMIOB nporpeccupoBannsa XITH:
- MamobenkoBas uera

e VcrpaHeHue paKTOpPOB, yCyryonsomux Tedenne XITH:
— MHTEePKYPPEeHTHbIe UHPEKLINY;
— BOJIHO-3JIeKTPOJIMTHbIE HapyLIeHN;
— TUTIOBOJIEMIA;

- He(prTOKCI/I‘IHOCTb MEOUNKAMEHTOB.

¢ KoppexIys NposABIeHNs ypeMUr — TOPMOHA/IbHbIE 1 MeTaboMIn4ecKe
HapyLIeHNA:

- aHeMus;
- runepdocdaremus;
- IUHePININAEMUSI.

e KOHTpO/Ib apTEPUANIBHOI IUIIEPTEHIUN
Tabnuua 6

HpuHuunbz 8edeHUsT O0NbHO20 C HAUATIbHBIMU nposA6nIeHUAMU
xpo:—tuuecnoﬁ noueuHotl He0oCMamouHoOCmMu

3amaga ITytn ocyujecTBieHns
L. Ycrpanenne 1. JIMKBUAALMA 57eKTPOIUTHBIX HAPYIIEHNUIT (TUIIOHATPUEMUI
dbaxTopos, BCJIE[ICTBYE MY PETIYECKOI TePAIINIL, TMIIOHATPMEBOJ IMEThI
ycunmmsatomux XITH VIV PasBUTHA CONMBTEPSAIOIIEr0 CMHAPOMA, TUTIIepKaIbIIVieMUn

B pesy/IbTaTe epefo3npOBKY BuTaMuta D u ap.)

2. YcTpaHeHMe HapyIIeHHOTO TTacca)ka MOy

3. KoHTponb 3a runepTeHsueit

4. YnydineHne MUKPOUMPKYIALUN

5. bopbb6a ¢ MeMOPaHOMUTUIECKUMI TIPOLeCCaMu
6. Ynyuienne GyHKIUY TYOYIAPHOTO SIUTENNA
7. VIMMYHOMOR Y IALUA

II. Vicmonb3oBaHue sie- 1. VicknroueHme abCOMIOTHOTO 1 YCIOBHO HEPPOTOKCUYHBIX
KapCTBEHHBIX IIperapa- | mpernaparos (TaKMX KaK MHIOMETAI[NH)

TOB ¢ yueToM QyHKumo- | 2. IIpoBefieHNe KOPPEKIINHU H03 MEAVKAMEHTOB B 3aBUCHMO-
Ha/IbBHOTO COCTOSHUSA CTM OT BEIMYMHBI KTyOOYKOBOIT pUIBTpainm
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3agayva

[Tyt ocymecrenenus

III. KonTponb 3a OCHOB-

HBIMY CHHpPOMaMu

TPy IPOTPeCcCUpPOBAHNM
ITH:

1. IIpegorBpauienne
aHeMUNU

2. KonTpons 3a rumep-
TeH3Men

3. KoHTponb 3a asoTe-
Mueit

4. IlpenoTBpalenne
PasBUTHA TeKOMIIEHCH-
POBaHHOTO aLIM03a

1. Vs6eraHme KpOBOIOTEpPD IIPK B3ATUY aHAJIN30B,

a TaK>Ke HeOIPaBJaHHBIX MCC/IENOBAHMIT

2.Y meBodeK CTapIuero Bo3pacTa KOHTPOIMPOBATH KPOBOIIO-
Tepu Py MEHCTPyaLun

1. 'mmoTeH3nBHaA Tepanus
2. KouTpornb 3a morpebeHmeM X0p1aa HaTPUs, SKUFKOCTI

1. InueroTepanus

2. Ynyuurenne GyHKI[UY OPraHOB KOMIIEHCAIIUI
(KenmyJOYHO-KUIIEYHBII TPAKT, KOXa, JIeTKIe)

3. Vicrionp3oBaHue KOHCEPBATUBHBIX METOJ0B CHVKEHN A
cofiep)KaHUA TPOAYKTOB a30TUICTOTO 0OMeHa

1. Vny4iuenne GyHKIMK TYyOYIAPHOTO SIIUTEI
2. OrpaHnYeHHOE MOCTYTIIEHME C NI KVC/IBIX BaTeHT-
HOCTeI

IV. IIpopunakruka
OCTeOIaTUN

1. Koppekuust HapyuieHuit ¢pochopHO-KanblneBoro oomeHa
yMeHbIIeH)eM NoCTyIIeHn s pochopa, Ha3HaYeHNeM
[IperaparoB Kaibliyis, IpMMeHeHeM BuTaMuHa D 1 ero
aHaJIOroB

2. KoHTpo/b paBHOBeCH s KMCIOT ¥ OCHOBAHMUII KPOBI

V. CBoeBpemeHHas
uHpopMarusa

¥ TIOAITOTOBKA
60BHOTO U YIEHOB
€ro CeMbU K BO3MOX-
HOVI 3aMeCTUTEIbHON
Tepanun

1. TIpodumakTuka COCyAUCTBIX U APYTUX OCTOKHEHMIL,
NPENATCTBYIOIMX TPOBEJEHNIO0 3aMECTUTENbHOI Tepanuu

2. Paspemem/le TIICUXOJIOTUYECKUX HpO6J’IeM, BO3HUMKAKIINX
y 60/IBHOTO 1 eT0 POACTBEHHMKOB B CBA3U C HCO6XO,IU/IMO-
CTBIO IPOBENCHNA TEMOAMAIN3a VI TPAHCIITITAHTA NN KOXU
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MPUMEPHOE MEHIO 414 6OJIbHOIO HA TEMOAWAJIU3E

[n3 xHuUry: Jledue6HOe MUTaHME TIPY XPOHMIECKOIT TIOYETHOI HETOCTATOY-
HocTu: Pekomenpanm s 6onbHbx/ A.T. Kydep u coast. — CII6.: Ockymam,
1997]

O6parute BHnManue! OUnINeHHBI ¥ Hape3aHHBII HaKaHYHe KapTo-
¢enp BBIMauMBaTh B CMEHsIEeMbIX He MeHee 10 pa3 MOpIAX BOABI B TeUeHe
24 9acos.

Tabnuua 7
IIpumeproe merio 015 60n1bHO20 HA 2emoduani3e

80 r 6enmoro xneba

20 r macna

30 r YenMHOro Meja
30 r yaitHOM KOmbachl
20 MJT CIMBOK J/151 Kode

1-J1 3aBTpaK:

Benblit xn1e6, Macio, MeJ, YaliHas KoJl-
6aca.

100 M1 BOJTBI
2-J1 3aBTpaK: 301 puca
100 r s16710K
PucoBbIIT TyAUHT C 16T0KaMu. 15 r caxapa
KopuIia

5 I OJICONMHEYHOT0 Macya

150 r BBIMOYEHHOr0 KapTodesns

10 r mojiconHeYHOro Macia

10 r myxa

neper|

50 r BBIMOYEHHOI MOPKOBM

50 r BHIMOYEHHOJ IJBETHOI KaIlyCThl
3 I TOJICOTHEYHOT0 Maca

HIPAHOCTU

Oben;

Anaanna-rnasyHes,
JKapeHbIit KapTodesib, caaT accopTu

IMonguuk:
50 r GMCKBUTHOTIO TIeYeHbA
buckBuTHOE TTIEYeHbE

80 r 6emoro xneba

25 macna
100 r s3bIKa
VKuH: 70 r TBOpOTA
30 MJT CTUBOK
Benbiit x1€6, Macio, OTBapHOIL A3bIK, 5T ayKa
TBOPOT C TYKOM, Ca/laT 13 KPACHOKOYaH- | 5T HOICOMHEYHOTO Macna
HOJI KaITyCThl 100 r BBIMOYEHHOJ KPaCHOKOYAHHOI
KaIyCThl

5 I TIOJICOJTHEYHOT O Macja
JTYKOBMIIA, YKCYC, IIepel, caxap




CogeprkaHue BeljecTB: 6enKu — 65 T, )KMpsl — 123 1, yrmeBopsl — 238 T,
sHeprus — 2400 kxaz, HaTpuit — 790 mr, Kanuit — 1540 mr, pocdop - 927 mr,
Kanpnuii — 270 mr, Boga — 975 miI.

Pucosviii nyoune ¢ sénokamu

A6moxo IIPOMbBITDH, OUMCTUTD M HApe€3aTb KPY>KOUKaMU, CBApUTb B HE-
6ONBIIOM KOMMYECTBE cnam<0171 BOJbI, 3aT€EM II€peMENIaThb C BbIIIApEHHDBIM
pUCOM 1 HELJO/ITO BapUTh Ha cmabom Or'HE, OCTaBUTDH Ha6yX2lTb, IIpUNIpaBUTDb
Kopmueﬁ[ " IIOCBIIIATh CaXapoOM.

JKapenuwiii kapmodgpensv

BrimoueHHBI KapTO(beT[b IIpOBapMUTh IO TOTOBHOCTU B JOCTATOYHOM KO-
JIN4Y€CTBE BOIDI, CIUTh BOAY, KapTO(beTIb OCTYAVMTDb 1 Hape€3aTb KPY>KOIKaMI.
pa3orpeTp MOACOMTHETHOE MACIIO, ITOTOXKUTD B HETO KPY>XKOYKM KapTO(l)eTIH,
HapeSaHHbe;[ KY6I/IKaMI/I JIYK 1, IOMEUINBasd, OAKapUTh 0O 30T0TUCTO-KEI-
TOrO LBETA, IIPUIIPABUTD NIEPLIEM U HeOOIBIINM KOTNYECTBOM COTIA.

Canam accopmu

OunleHHbIe OBOIY OTBAPUTh BO MHOTUX BoAax (fo 10 pas). [Ipuroro-
BUTb MapMHAJ U3 MajIoT0 KOINYECTBA BOABI C IIPAHOCTAMU U PacTUTENb-
HBIM MacJIoM, J06aBUTb U3MeIbYeHHbIe 0BoII. OTBap He UCIIONb30BATh!

OmeapHoil A3b1K

SI3BIK TPOMBITD, 3a/IUTh KUIIATKOM U BAapUTD IO TOTOBHOCTY B IIOJICOTIEHHO
Bofie. BBICTpO 0671aTh XOIO/HOI BOTOI, CHATD KOXKY U HAPe3aTh KPY>KOUKaMIL.

Teopoe ¢ nykom

TBOPOI‘ nepeMemarb ¢ OOUIBHBIM KOMYECTBOM CIMBOK U IIOACOTHEY -
HBIM MacCJ/IOM, ITIOgMeENIaTb KY6I/IKI/I JIyKa, IpUIIpaBUTDb HeOONbIINM KOTuYe-
CTBOM COJIN.

Canam u3 KpaCHOKO%aHHOZZ Kanycmeol

[IpuroToBNneHHY0 KPAaCHOKOYAHHYIO KaIyCTy MeJIKO Hape3aTb, OIIMa-
puUTb, MeHAA Bofly 10 pa3, oCTaBUTh HACTOATbCA U, 3aTeM, CIUTb BOAY U3
KacTpionu. [TpunpaBUTh KaIycTy yKCycoM, caXapoM, IepieM 1 1yKom. Io-
CJIe OXTaXKAeHM s JOOABUTD TTOACOMTHETHOE MACIIO.
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PekomeHgaLn, KOTopblie MOMOTYT yy4lInTb anneTuT pe6eHky ¢ XMH
[Apxunos B.B. n coaBT., 2007; c usm.]

1. TIpuHMMaiiTe MUY MaTbIMU MOPLVSIMIU 1 9aCTO. BbICOKOKamopuitHble
3aKYCKJ Jlep>KUTe IOf;, PYKOIL, 4TOOBI BCera MOXHO OBITIO IEPEKYCUTD
(6ymouxu, TMpPOXKY, KOHETDI, KPyTOe SN0, OTBAPHOE MICO, OyTep-
OpOZbI, CTMBOYHBII CBIPOK 1 [Ip.).

2. VicmonbsyiiTe crienjuu, 4TOObI yIyYIINT BKYC U apoMaT nuiu (yKcye,
Hepery, TOPYNIA, TYK, TaBPOBBI TNCT, YeCHOK, KUCTIBII COYC).

3. Hoxmnaﬁ[Te KYXHIO BO BpeMs NPUTOTOBIECHNA IININHU, TaK KaK pe3Kune
3allaXm MOTyT «OTOUTH» ATIIETUT.

4. TIuna momkHa ObITh TEIION.
5. Ykpamaiite nuiy.
6. IlpuHMMaliTe MUITY C CeMbeil MY APY3bAMI.
7. Bornpliie gBUTaiTeCh, Iy/nsiiTe, BBIMOTHANTE IETKMe YIIPA>KHEHNS 1 Pa-
60Ty 110 OMY.
TopbKite HACTOVKM:
Tinctura amara
Tinctura Absinti
C6opbI IeKapCTBEHHBIX PACTEHMI 411 BO3OY)KAEHS alllIeTHUTA:
e IlonbiHb roppKas (Tpasa) — 75.0
TolcauenCTHUK OOBIKHOBEHHBIN (TpaBa) — 25.0
IIo 1 cTomoBoI no’kKe HacTosA 3a 15-20 MUH [0 eIbI
e IlonbiHb roppKas (TpaBa) — 25.0
Awp 6onoTHbIIT (kopHeBuILe) — 25.0
Baxra TpexnuctHas (mucTbs) — 25.0

TMuUH 06BIKHOBEHHBIN (I1710b1) — 25.0
IIo 1 cTomoBoI no’kKe HacTosA 3a 15-20 MUH [0 eIbI



BOAHO-3JIEKTPOJINTHbIN AUCBANAHC

e B monuypuueckyio CTafiuio BBefieHMe >KUAKOCTY HO/KHO Ha 10-15%
NIpeBbIIIATh CYyTOYHBIN AUypes.

e B onuroaHypmyecKyo CTafuio IpyeM KUIAKOCTH CIefyeT OTPaHUINTD
1o o6'beMa, paBHOTO CYMMe JUype3a I 9KCTPapeHaIbHBIX ITOTePb.

TMNEPKAJIMEMUA

L HI/IeTOTepaHI/IH (OI‘paHI/I‘IeHHbIe KO/IM4eCTBa KalnAad B paLU/IOHe).

Tabnuua 8

Tepanus eunepxanuemuu [no Tolkoff-Rubin N., 1990; ¢ usm.]

IIpemapat Mexannsm Bpems Hauana apdpexra [Mpumevanns
OnacHOCTb OCTAaHOB-
I'moxoHaT Kanbuua Ycrpanenne
0 Hemennenso, KI cepana
10% pactBOp TOKCHYECKOTO
HO KpPaTKOBpeMEeHHOe IpY COBMECTHOM
BHYTPUBEHHO BIVAHNA KausA .
TeicTBme Ha3HaYeHNN
(0,5 mn/kr) Ha MMOKap[,

C IIMKo3upgamn !

I'moko3a 20% pac-

OmacHocTb Koneba-

MunyTHI, S
TBOP BHYTPUBEHHO ITepemenenne HUI TUTIePTINKEMU-
+ IINTETBHOCTD
(0,3 r/xkr wmu 2-5mr/ | K” BHyTpU- YECKUX U TUIIOTTINKE-
KI')C MHCYTMHOM KJIETOYHO MUYeCKUX
4-64acoB .
(1 EIl Ha 5 r IJIF0KO3bI) COCTOSTHUII
Bukap6oHat HaTpus
o Ilepememenne
2-4% pactBOp MunyTsl,

BHYTPUBEHHO
(3-4 maxB/n 3a 5-10
MUHYT)

K* BuyTpuxre-
TOYHO; KOppPeK-
1A alnumo3

HO KPaTKOBpeMEHHOe
neiicTBue

Harpyska HaTpuem

VoHoo6MeHHbIe
cmonsl (kayexelate,
25-50 1) copburor,
[IepOpaNbHO UK B
Ku3me

Ynanenue K*

1-2 gyaca

lacTponHTeCTUHAb-
Has IUCHYHKINA.
IToBbieHME

YPOBHA HAaTpUA

Juyperuxku

YBennueHnue
cexperyu K*

SddexTnBHBI TONH-

KO IIPY JOCTaTOYHOM
Iuypese; BIMAIOT Ha
KPOBOTOK U KOHI[eH-
TPAIIO HATPUS

[Tpu ypoBHe Kanus Bblllle 6,5 MMOJIb/NI CTABATCA MOKa3aHUsA K SKCTPEHHO-

MY reMmoanannay.
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MpyHUMNbI Tepannmn runepTeHsNmn
e Jluerorepanus (OrpaHMYeHNEe HATPH )
® [MIoTeH3MBHBIE IpernapaThl

HeobxoauMo HasHauYeH)e aHTUTUIIEPTEH3UBHOI Tepaluy Py ypOBHe
AJl Bbre 130/85 MM pT.CT.

Lenesoit ypoenb AJl y geteit ¢ XITH 1 apTepuanbHOiI TUnIepTeH3Mel:

e [Iporennypus < 1 r/cytku < 130/80 MM pT.cT. [Pexomengaunu KDOQI,
2007];

e [Iporennypus > 1 r/cyrku < 125/75 mMm pT.cT. [Pexomengaunn ESC
u EASD, 2007].

HpI/I AOCTVMOKEHNN aJ€KBAaTHOTO KOHTPOJIA AH — Hepexoj Ha IIepo-
PanbHYIO AHTUTUIIEPTEH3VBHYIO TEpallMio IpernapaTaMy C pa3INIHbIM
MEXaHU3MOM I[eﬁ[CTBV[H (06;13aTeanoe VICIIO/Ib3OBaHUE I/IHI‘I/I6I/ITOPOB aH-

TMOTEH3UHIIPeBpalliaoliero ¢pepMeHTa; aHTaTOHUCTBI aHTMOTEH3MHOBBIX
perenTopoB; 6II0KaTOPBI KaIbLIMEBBIX KAHAIOB; OeTa-apeH0OI0KaTOPbI).

3AMECTUTEJIbHAA TEPANUA

CTpyKTypa 3a6oneBaHuin Noyek, NprBeawnx K repmuHanbHoii XMH
y aeten EBponbi [EDTA, yut. no [1.B. 3BepeBy, 2006]

e O6cTpyKTMBHBIE yporaTuy (odevHas TUIONIA3N, JUCIUIA3Us I Tie-
noHedput) — 36 %

® Tnomepynonaruu - 26 %

¢ (DokanbHO-CerMeHTapHbII ITTOMEPYIOCKIepO3 ¢ HePPOTUIECKUM CHH-
npomoM - 9,4 %

e HacnencrBenHble Hedponatuy (MOMMKUCTO3 OYEK, HeHPOHODTHUS, IH-
cTMHO3 M 1Ip.) — 17,3 %

e I'VC-4,5%.
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MNoka3aHuA K 3amecTUTEeNIbHOW Tepanuu

Pemrenne o Havaie 3aMeCTUTETbHON Tepanumn 1 METoJ€ €€ MIPpMHNMAET-

CA MHAMBUAYATbHO.

IMToxasanus:
Ouctpodus;
[epuxapaurt;

SHnedanonaTus;

Hapyuenne nurasmns;
[Tepudepnyeckas HellpomaTns;

T'mnepdocdaremus;
I'mnepkanuemus.

BripaskeHHas runeprugpaTanus;

Ckopoctb Kny6oukoBoit punsrpanyu 10-15 mn/mMuul,73 m?

TsKkenbllt MeTaboMMIecKil aljuIo3;
[Tporpeccupymornas ocTeonucTpodus;

Heynpapnsaemas apTepuanbHas TUIIEPTEH3NS;

MCTO,E[IJI 3aMeCTUTEIbHOM Tepanmm:

I'emommanus;
[TepuTOHEANBHBIN JUATTN3;
TpaHcnmaHTAL NS TOYKIL.

Tabnuua 9

Hocmourcmasa u Hedocmamxu memodos OUanu3a
[Apxunos B. B., bepecuesa E. A., Hlasxun A. JI. u coasm., 2007]

Temommanus

HepI/ITOHeaHI)HI)IIZ anann3

Mertop TpebyeT XUpPYyprudeckoro
BMeIIaTe/NbCTBA: GOPMMUPOBAHNUA
apTepuo-BeHO3HOI QUCTYIIBL;

LIMKIMYHOCTD MeTofa (CeaHChl jua-
nusa 3 pasa B Heferno 110 3 — 4 4aca).
Bo3MOXXHBI Ilepemnabl B 00beMe KpOBHU
C HEKOHTPOJIMPYEMOIi apTepUaTbHOM
TUIepTeH3nell;

ITocemenne neHTpa auanusa 3 pasa
B HeJIeITI0;

Mertop TpebyeT XMPYpriudeckoro BMela-
TEIbCTBA: BBEIEHN A B OPIOIIHYIO IIOJIOCTD
KaTeTepa;

BriBefieHMe )KUIKOCTI U IPORZYKTOB 0OMeHa
MIPOUCXOANT IMTOCTOSHHO, YTO MO3BOIALT
U30eXaTh Pe3KMX MepernajioB B 00beMe
KPOBU U HEKOHTPOINPYEMOII apTepuanbHOM
TUINIePTEH3NN;

ITpoBopuTcs foMa u TpebyeT 0Komo
2 — 2,5 9acoB exxemHeBHO (4 — 5 cMeH gua-
JIM3HO XUAKOCTY 110 20 — 30 MMH.);
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Temogmanus

HepMTOHea}IbH]}II‘/’[ auanns

Huxe prick nHPEKIIMOHHBIX
OCJIO>KHEHUI;

Heob6xoauMocTh COOMIONEeH S TUeThI
¥l BOJJHOTO PeXIMa;

KposonoTepu u paspyuieHne
SPUTPOLNUTOB BO BpeMs AManusa.

ITocemenne neHTpa Auanusa 1 pas
B MeCAI] IS UCCIIeJOBaHU S KPOBI
1 OCMOTpA Bpaya;

IIpoueaypa 3aMeHbI JUANTU3HOI XKULKOCTH,
KaK IIPaBUIo, 6e360/Ie3HeHHa;

Menblie OrpaHM4eHnit B JueTe U BOJHOM
pexmme;

,HOI'II)H.Ie COXpaHAETCA OCTAaTOYHAA q)YHKLU/IH
IIOY€K, aHEMM S MEHEE BbIPAJKEHA;

[poucxonut 63 HEOCPECTBEHHOTO
KOHTaKTa C KPOBbIO, He TpebyeT BBeIEHM
renapuHa;

Berite prick MHGEKIMOHHBIX OCIOXKHEHIL.

npOTIlIBOI'IOKaSaHIIIﬂ KnpoBegeHuio remoavannsa

[3BepeB [.B. n coaBT., 2006]

e Marbliit Bec pe6eHKa " HEBO3MOJXXHOCTD B CBA3YM C 9TUM OCYLIECTBUTDH
COCYI[I/[CTbe;I AOCTYII C obecnieuenneM aJ€KBAaTHOTO IIOTOKa KPOBI;

° Cep}le‘IHO—COCY}II/ICTaH HETOCTATOYHOCTDb;

o TeMmopparuueckuit CMHApPOM (OIACHOCTb TSKENBIX KPOBOTEUEHMII Ha

(boHe remaprHasann);

e [lokasaHo IIpoBEAEHNE NIEPUTOHEA/IDPHOTO AMann3a.

MpoTyBONOKa3aHMsA K NpoBeAeHUI0 NepUTOHeanbHOro Ananunsa
[3BepeB [.B. n coaBT., 2006; c 3M.]

¢ HerepMeTH4HOCTD OPIOLIHOI TONOCTY (HATMYMe MIEOCTOM, JipeHasKelt,
6myKalime CpoKM Mocie TanapoTOMUNM;

e Hanuume craeqHOro Ipoliecca M OIyXOJIeBbIX 06pa3oBaHUil B GprolI-
HOI1 IIOJIOCTY, OTPAaHNYNBAIOIUX 00beM OPIOIIHOI ITOTIOCTH;

¢ Hanuune rHOIHOM MH(eKIMY OPIOIIHON CTeHKM M/IY TTIePUTOHNTA.
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TpaHcnnaHTaymsa

IToxasaHue K TpaHCIIAHTAI MM IOYKY — TepMUHanbHaA ctagua XITH.
[TpoTuBonoOKasauus K TpaHcinantanyuy nouku [Cagponos B.B., 2003]:

Abconomnvie npomueonoxazanus (Hamuane 3aboneBaHumii, KOTOpbIe
He MOTYT OBITb CKOPPUIMPOBAHBI 1 H€NAIT TPAHCIUIAHTALMIO TTOYKU
IS TAaKMX JeTeil HellesiecOOOpasHol Mo OMOIOTMYeCKOMY UK COLU-

a/IbHOMY TIPM3HAKaM):

— IIOPOK CepAlia ¢ TPyObIMM HapYIIEHNAMU KPOBOOOpaIeH U ;
- cucTeMHble 3a60IeBaHM (CUCTeMHas KpacHas BOTYaHKA U AP.);

- IICUXMYeCKNe 3a00IeBaHII;
— IETCKMII LiepeOpaIbHbIil apannd.

o OmHocumenvHvie npomueonoKasanus (COCTOHHI/IH, KOTOpbI€ MOTYT
ObITH CKOPppUTMPOBAHBI ITPM IMOATOTOBKE K TPAaHCIVIAaHTaALI N HO‘IKI/I)!

— TAXeNMasA apTepranbHaA TUIIEPTEH3NA;

— AA3BEHHDbIE IOPAKEHIA CIIUBUCTOI 060T0YKI JKEMyJOIHO-KNIIEIHOTI O

TPAKTa;
- nHQEKUMOHHbIe 3a00/IeBaHMNS;
— MHEKIVS MOYeBOIT CUCTEMBI.

Ta6auua 10

Peuuaus 0CHOBHO020 3a60/18AHUS 8 mpaxcnianmame

[Al-Akash S, Ettenger R., 2006]

1-a [ToBTOpHAA
3aboneBaHue
TPaHCITAHTALA | TPAHCIIAHTAINA
DoxanbHO-CeTMEHTAPHBIN ITTOMEPYTIOCK/IEPO3 30-40% 50-80%
Cunppom Anbropra 5% -
MesaHr1oKanUIApHbI roMepynoHedput I tuma 20-70% 30%

MesaHr1okanIApHsii riomMepynoHedput II Tua

PenyivBbl IpaKTUIeCKU BCETAA,
HO 6e3 rubenu TpaHCITAHTATA.

IgA-HedponaTus

Peruauset y 50%, ri6enp TpaHc-
IIJIAaHTaTa PEJKO.

I'moMepynoHeppUT NPy reMOpparndeckoM
BaCKy/InTe

Penupuset y 30%, rubennb TpaHc-
[UIAHTATA PEIKO.
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1-a IloBTOpHAS
TPaHCIUTAHTALMA | TPAHCIIAHTAIIVA

3aboneBanne

I'icronornueckne npusHaKky penu-
nuBa — 50%, KIMHMYECKME NTPOsIBIIe-
HuA - 25%.

I'mbenb TpaHCIUTAHTATA PEKO.

AHTHUTENTBHBIN IIOMepyTOHeDPUT

Mem6paHosHas Hedponarus Penupusel pefko

BomyaHouHBIT HebpUT PenuuBel peiko, IPOTEKAIOT 1eTKO

Craructuka no Tpancmnantanun CIIA
3arop - 6 038 TpancrmanTanuit feTsaM (54% — OT KMBBIX TOHOPOB).

OdunnanbHas cratuctuka no Yuusepcurety Munnecorst (CIIA):

e TIpofO/KNUTENBPHOCTD «IOTY>KM3H» TPYIIHOTO TPAaHCIIAaHTaHTa — 9,3 TOfa;

e [IpoJO/IKUTENbHOCTD «IIOMTY>KM3HM» TPAaHCIIAHTAHTA XMBOTO JIOHOPA —
19,7 net (k stomy BpeMeHM y 50% OONBHBIX COXpaHsIach QYHKIUA

TpchnnaHTaTa).

JUTenbHOCTD KUSHU JIOfell, TOMYyYMBUINX TPAHCIJIAHTALIMIO B JIETCKOM
BO3pacTe npopiesaercs Ha 20-30 ner.

OpraH OT JKMBOTI'O JOHOpPaA — a/UIOTPaHCIIJIAHTAT (06bI‘IHO oT pO,E[CTBeHHI/IKa)Z

IBenus - 80%

Cesepnas Amepuka — 50%
Benuko6puranns - 30%
Poccus - 5%.

MoproroBKa K TpaHcNNaHTaL N
o VPOBCHIJ COBMECTUMOCTH B 6ajiax:

- I'pynna xpoBu, TkaneBoe Tunuposanue (HLA) 1 onpezneneHne nuro-
TOKCHMYeCKUX aHTUTEL.

° OI_ICHKa VIMMYHU3aLI UM IIPOTUB:

- pudTepun, kokmoma, cronbouska (AKIC);
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— MOTMOMMUENTATA;
— KOPM, KPacHYXM, TAapOTHUTA;

- reMOdUIBHOI ITaZIOUKA b;

— ITHEBMOKOKKOBOJT MH(eKL1;
- menuHrura C;

- renatuTa B;

- BeTpsiHoIt ocnibl (Varicella)

e O1eHKa MapKepoB MH(EKIMIL:

— LIUTOMETa/IOBUPYCHOI MHpeKINY;
- renarura C;

- BUY;

- D6urreitH-bapp nubeximit;

- Ty6epkynesa (BLIK);

- rpumma

CpenHsist IPOJO/DKUTENBHOCTD (YHKIMOHNPOBAHNS TPAHCIUIAHTAHTA
TPYIHOI ouky okoso 8—mu net [Hricik D., 2001].

JlonroBpemMeHHas BBIXKMBaeMOCTb cpefu 1 634 feTtell, moTpe6OBaBIINX
3aMeCTUTEIbHOI moYewyHolt Tepanny (1 398 — TpaHCcITaHTALVA TOYKN), CO-
craBuna: 10-metHsaAsA - 79% u 20-meTHAS — 66% [Peructp fuanusa u TpaHc-
mnantanuy ABctpanuu u Hosoit 3emanguu (ANZDATA); SP McDonald
and JC Craig Long, 2004].

Ta6nuua 11

Ioxazamenu excez00HOT CMEPMHOCMU NAUUEHINOB,

nepeHecuux MparcnaaHmayuio, U NayUeHmos Haxo0TuUXCs Ha Ouanuse
[Hricik D., 2001].

3aMecTHUTeNbHAA Tepanns IToxasarenb cCMEPTHOCTM €XKETOfIHO
Huanns 21 -25%
PeunnueHTsI TPYIHON MOYKM 8%
PenunueHTh! MOYKM OT )KMBOTO JOHOpa Menee 4%

JleTa/nbHOCTD JIOfEN, Y KOTOPBIX HayaTa 3aMeCTUTE/NbHAsl TEpalus B
mercTBe, B 30 pas Bblllle, YeM B IIONMYJ/ISALMUI COOTBETCTBYIOIIETO BO3PACTa,
He MMEILX XPOHMYECKON MovedHol HemoctarouHocTy [McDonald S.,
Craig]., 2004].
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OKA3AHUE NAJUTMATUBHOI MOMOLLA JETAM,
CTPAJAIOLLIMM MYKOBUCLMAO30M

A.B.Opnos

Cpeny XpoHMYeCKMX GPOHXOTIErOYHBIX 3a00IeBaHMII 0CO00€E MECTO
3aHMMaeT MYKOBUCIMTO03 (KICTOGUOPO3 MO KeTy[OYHO >Ke/le3bl) — 4a-
CTO BCTpevalleecsi TeHeTUIeCKN [eTepMUHUPOBAaHHOE 3a00JeBaHNeE,
XapaKTepU3yeTcsl MOpakeHNEeM BCeX 9K30KPUHHBIX JKejle3 XXU3HEHHO
Ba)KHBIX OPTaHOB VI CHCTEM OPIaHM3Ma, OTINIAETCS OOBITHO TSAXKETIBIM Te-
YeHNEM U IPOTHO30M, HAaC/IeAyeTCsl [0 ay TOCOMHO-PeLjeCCUBHOMY TUILY.
9T0 3a607€BaHME XapAKTEPU3YETCS PACIPOCTPAHEHHBIM IIOPAXKEHNEM
9K30KPUHHBIX JKeJle3, KUCTO3HBIM IIePePOXKeHIEM HOJKeNYLOUHOI JKe-
nesnl (IDK), mopakeHueM skefie3 KUIIEYHNKA U IBIXATEIbHON CUCTEMBbI
M3-3a 3aKYIIOPKY UX BBIBOJSIINX IPOTOKOB BSA3KUM CEKPETOM, YTO BbI-
3BAHO M3MEHEHMSAMY PYHKI[MIT XTTOPHBIX KAHAJIOB MEMOPaH 3IIUTETNATIb-
HBIX KJIETOK.

YacroTa MB B pasHbIX NONyNALMAX, HAIMAX U STHUYECKUX TPYIIIAX
BapbUPYeET, COCTaB/AA B CpefiHeM 1:2-4,5 ThICAYM HOBOPOXX/EHHBIX B €B-
poIeiicCKMX CTpaHaxX. Y IpefcTaBuUTe/ell HETPOULHON packl yacTota MB
B CpPeJJHEM HIKE U COCTaB/AET 1:7 THICAY HOBOPOXXJEHHDIX, a Y XKeJITOM
pacel JaHHOe 3aboneBaHMe BCTpedaeTcsl 3Ha4MTenbHO pexke (1:100000
u MeHee). PacmpocrpanenHocts B Poccum Hmxe, yeM B EBpomerickmx
crpaHax. Ilo maHHBIM ob6cCnemoBaHus HaceneHuss B Mockse um CaHKT-
[Tetepbypre pacmpoctpaneHHOCTb MB coctaBnser 1:8-10 Thicsd HOBO-
poxpeHHbIX. ExxerogHo B Cankr-Iletep6ypre poxxgaercs 4-6 geteit ¢ MB.
ITo omenkam Bcemuphnoit OpraHmusanuu 3[gpaBOOXpaHEHMUS, €XeTO[HO
B MIupe poxpaercsa 45-50 Toicsay ferert ¢ MB, a 4mcIo TeTepo3sUroTHRIX
HOCHTeselt 3a00/IeBaHUA HACUUTBIBACT IECATKY MUITIVIOHOB.

[Ipy4MHBL CTONMb IIMPOKOTO PacIIPOCTPaHEHMs TSXKEIOTO Hacuef-
CTBEHHOTO 3a007€BaHMsI B MOMY/IALMY O€I0il pachkl OCTAIOTCSA O KOHIA
He n3y4eHHBbIMM. COITIAaCHO IIPeACTaBICHUAM IONY/IALVOHHON TeHeTu-
KJI, OHO MOIJIO OBbITH C/IECTBMEM MYTalyil 3TOrO TeHa B JOMCTOpUUe-
CKYI0 910XV ([T0CTIe BBbIfIe/IEHNsI Pac) C MOCTIeRVIOLIeil ceeKIjuelt 1 reHe-
TUYECKUM ApeithoM STUX U3MEHEHNI B IIpollecce MUTPALY HaCe/IeHN



u GpopMUpPOBaHNA STHUYECKNX Ipymil. [Ipeamnonaraercs, 4To 0cobu Myx-
CKOTO IT1071a, TeT€PO3UTOTHBIE 10 MYTAHTHOMY reHy MB, umeroT niogosu-
TOCTD BbIIlIe CpeJHel NoNnyNALOoHHOM. COTMacHo APYyroMy IpeAIonoxe-
HUIO, 0COOU, TeTePO3UTOTHBIE ITO MYTAI[UIM 3TOTO TeHa, 0OHAPYKMUBAIOT
HOBBIIIEHHYI0 YCTOMYMBOCTD K XO/Mepe U IPYTUM KUIIEUYHbIM 3ab0/eBa-
HyAM. OTcrofja Ka)keTcsa JIOTMYHBIM IIPEJIIONI0KeHe O TOM, YTO MMEH-
HO 3MMJIeMUN XO/Iepbl B CTpaHaX EBPOIBI cI1oco6CTBOBAIY COXPaHEHUIO
U MOJieP>XaHMI0 Ha CTONb BBHICOKOM ypOBHe MyTauumu reHa MB cpennu
IpefcTaBuTeelt 6emoil pacsl.

PapukanpHOrO NedeHus 3aboneBaHMs JO HACTOAIIETO BPEMEHU He
CYIIeCTBYET, XOTS IPU OTHE/NTbHBIX MyTalMAX (MX HacUUTBIBaeTCs Honee
1500) cyIiecTBYIOT HOCTaTOYHO 3P eKTUBHBIE METOMbI, MO3BOMAIOLINE
HOAIeP>KMBATh XOPOLIYI0 pabOTOCIIOCOOHOCTD 1 BHICOKOE KauyeCTBO >KM3-
Hu. B mpoinoM Beke manyeHTaMy 3aHMMAaIUCh NTeUaTPpbl (OHM He JOXKU-
BaJIM [0 B3pocyoro Bospacta). B Poccun ¢ 90-x rogoB XX Beka fo Havana
XXI Bexa ykasblBancsA CpeflHUIT CPOK >ku3Hu 16 net. B 2001 rogy mocrne
CO3JlaHMsA HAI[MOHATBHOTO peructpa 6ombHbIX MB mocTpoeHa kpusas
BBIKMBaeMOCTI. MeauaHa BbKMBAEMOCTU NIPU MYIbTUIIEHTPOBOM MC-
cnepoanuu (MockBa, Cankt-IleTep6ypr, Omck, SIpocnaBnb) okasanach
paBHoOI 25 rogam. B 2011 ropy mporHosupyeMas CpefHAA HMPOMOIKIU-
TeTBbHOCTDb U3HU 10 MockBe n CaHkt-IleTep6ypry cocraBuna 35 jer.
Ho paxe nmpu TakoM Imporpecce psAf NalMEHTOB MMeeT KpaliHe TsAXKenoe
TedeHUe 3a60/IeBaHNsA, KOTOPOE MOXKET MPUBECTU K KPUTUUECKUM CUTY-
anuaMm. OmnpefeneHHas 4acTb 60MbHBIX MB BBIHYXKZ€Ha MCIIONb30BATh
KMCIOPOX 1o 16 yacoB B cyTKu. [Ipy sHAYMTENbHBIX HAPYIIEHUAX QYHK-
LMY BHEUIHETO ABIXaHUA 3TY HNALMEHTbl OTPAaHMYEHDI B IePeJBIKEHNN
U HaXOJATCsA B INCTE OXKUJAHMA II0 IepecajiKe IeTKMUX, KOTOpas sABAAET-
Csl paiuKaJIbHBIM pellleHMeM 9TUX TPYObIX HaPYLUIEHNUIT IbIXaHUA.

[Taument ¢ MB nonydaer focTaTo4HO OOJBIION IepedeHb IpernapaToB
(basucras Tepanus). s MHTAMALNIT UCTIONB3YIOTCS 6eTaz2-arOHUCTBDI, XO-
JITHOMIUTYUKM, MYKOMTUTUKHY, PepPMEHTBI, KOPTUKOCTEPOU/bL. [IpakTideckn
BCe MAIVeHTHI TOCTOSHHO MOMYYal0T 3aMEeCTUTENbHYI0 TePalnio MUKPO-
chepudeckumy pepMeHTaMU TMOIKENYHLOYHON >Ke/le3bl BO BpeMs efbl.
[Tpu neyenun MB nucrnonbp3yoTcs aHTUOMOTUKY IPAKTUYECKN BCEX IPYIII
C pasnMYHBIMU IYTAMMU BBefleHNs (BHYTPb, BHYTPUBEHHO, HTAIALOH-
HO), TeTTaTOTPOIIHbIE IIpelapaThl, CUCTEMHbIE KOPTUKOCTEPOU/BI, IIperapa-
TBI TeodunnHa. BceM 60bHBIM PeKOMEHAYETCs IPUMEHEeHe TIOMMBUTA-
MIHOB B IIPOQUIAKTUYECKUX [J03aX KPYIJIOTOGUYHO C TOIOTHUTENTbHBIM
BBeJIeHVeM KM POPACTBOPUMBIX BUTAMUHOB I AMETOTEPANNS C KaJIOpaXkeM
Ha 40-50% BbIIlIe BO3PACTHOI HOPMBI (BBICOKOKAIOPUITHBIE CMECH).
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Cankr-IleTepOypr pacmonaraer JOCTATOYHBIMM BO3MOXXHOCTSAMU M/
o6CrTeioBaHNA U JIeYeHUs MHAlMEeHTOB ¢ MyKoBucHujo3oM. OCHOBHas
JacTb MAI[MEHTOB BbIABIACTCS Ha 9Talle HEOHATAJIBHOTO CKPMHMHTA (IIpo-
BOJMTCS B POAMIbHBIX IOMaX), pe3y/lbTaThl KOTOPOTO 0OpabaThIBAIOTCSA
coTpypHuKaMy Meauko-reHeTnmdeckoro mentpa (MI'I), mocne gero pe-
IIaeTcs BOIPOC O Ja/lbHelIeM 006cIefloBaHII: IPOBeieHNe II0TOBOII IIPo-
6b1 (B ycmoBusix MI'L]), renetudeckoro obcnenoBanus (B ycmosusax MI'T]
UM 1abopaTopuu IpeHaTaIbHOI fUarHoCcTUkM VIHCTUTYTa aKyepcTBa
U TMHeKomorum). IIpy ycTaHOBIIEHNN AYarHO3a MYKOBMCIIU/I03a WU BBI-
COKOM pUCKe ero TalMeHT HaIpaBAeTCA B JIeTCKMII TOPOACKON IeHTp
MYKOBMCIIM03a (FHeTcKasA ropopckas 6onpHuma Cepsaroit Ombru). Bee
IanbHeiflee 06CIefOBaHNe U ledeHNe IPOBOANUTCS B 9TOM IieHTpe. Ponb
IeTCKO MONMMKIVHUKM 3aK/II0YaeTCs B BLIITOTHEHNUM peKOMEeH Al IjeH-
Tpa 0 aMOY/IaTOPHOMY BeIEHNIO ¥ CBOEBPEMEHHOI TOCIUTATN3AINN IPU
Hpu3HaKax O6GOCTpeHMs OpPOHXOJETOYHOTO MpoIlecca, AeKOMIIEHCAIVN
IMaHKPeAaTNIeCKOoil HeJOCTATOYHOCTY MY BOSHMKHOBEHUMU OCTIOXKHEHMUI
(06e3BoKMBaHNe, MEKTPONNUTHBIE HAPyLIEHMs IIPU CUHAPOME IICEBJO-
Baprrepa, KpoBoXapKaHbe I KPOBOTE€UEHNE, aTeleKTa3bl, IHEBMOTOPAKC,
CHHJPOM IMCTATbHON MHTECTUHANIbHON 0OCTpyKuuM U fpyrue). B cu-
cTeMe KOMIIIEKCHOTO OOCTIeIOBaHNUA M JIeUeHUs NMAIMeHTOB C MYKOBIC-
IU030M Y4acTBYIOT IYJTbMOHOJIOTH, FAaCTPO3HTEPONIOTY, TMETOIOTH, 3H-
JOKPUHOJIOTY, SH/JOCKOINUCTBI, XUPYPTU, MUKPOOUOIOTY, PEHTI€HOJIOTH,
HeoOXO[[IMO y4acTue ICUXOIOTOB COIMATbHBIX paOOTHUKOB M CTATUCTHU-
KoB. CTI0>KHOII 3aj1adeit AB/IAETCA Mepejaya MallYIeHTOB BO B3POCIYIO CETb.
B Cankr-Iletepbypre B3pocioit 6a3oit sABIsAeTCSA TOPOACKas GOMbHUIIA
Ne 2, B KOTOpOJI TMALIMEHTHl MOTYT HaXOJUTLCA Ha OT/IE/IEHUN MY/IbMOHO-
JIOTMY, TACTPOSHTEPONIOTM MU Ha XUPYPrudecKoM oTheneHnn. OOpIIHO
corpypuuku JI'b Cssaroit Onbru mepefaioT HOAPOOHBIE BBIMMCKM U BCe
IaHHBIe 00CTIeOBaHUA JeTell cBoMM KosuteraM u3 I'b Ne 2 mpu mocTike-
Huy nanyentamu 18 net. IIpu Heo6XOAMMOCTY IIPOBOJATCS ONlepaTUBHBIE
KOHCY/IbTAl[M!M IO ONpefe/leHHBIM MEeTOMKAM JIeYeHMA COTPYTHUKAMU
000UX I[eHTPOB, COBMECTHBIE OOCYX/IeHNU A Al MeHTOB.

B VIHcTuTyTE aKymepcTBa M I'MHEKONOrMM HaxomuTcsa Poccuiickuii
LIeHTP IPEeHATaIbHON AMArHOCTUKMY, ITie BO3MOXKHO TeCTMpOBaHMe HaIN-
41 MyKOBUCIIMJI03a Y TIOJA Ha CpOKax oT 7 mo 11 Hegmenb. TaM >xe BO3-
MOXXHO IIpOBeJleH)e TeCTMPOBaHMA CYINPYIroOB, U3 KOTOPBIX KTO-TO SIB-
7sieTCs1 OOMBHBIM MYKOBMCIIMO30M, JJIs pelIeHNs] BOIPOCa KOPPEKI[UU
becrmonus cemby. B nmaboparopunu mpeHatanbHOi guarHoctukyu VIAT
IPOBOAUTCA CEKBEHMPOBaHME I'eHa MYKOBUCLIMJ03a, YTO IO3BOJAET B
CJIOXHBIX CITy4YaAX IOATBEPANUTb AMArHO3 IPY HAXOXTEHUM JIBYX MyTa-



uuit. Bece atu crpykrypst (MI'LI, AT, IT'B CB.Onbru u I'B Ne 2) HaxopsaTcs
B IIOCTOAHHOM B3aMMOJIEJICTBUM IIPU OPTaHM3ALMM AMATHOCTUKU MB n
JIedeHNA 3TUX NallYIeHTOB.

brnaropaps momomyu obmectBenHbix opranmsanuit (HIT «Oprannsa-
IUA HOMOIIY GONBHBIM MYKOBMCIV030M», 6/IarOTBOPUTENbHDIN (DOHT
«OcTpoBar), MeAMUMHCKOTO yUpesxaeHM s «leTCKMit XOCTINC», P CIIOH-
COpoB (YacTHbIe MMIa, 6aHKY, cTpouTenbHble opranusanun) 8 II'b Cas-
toit Onbru 1 I'b Ne 2 mpoBefieHa nepenmaHMpoBKa ¥ OCHaIleHMe IaiaT A/
MAlMeHTOB C MYKOBUCIM030M. YJaloCh Pas3fie/InTh MOTOKM MallYIEHTOB
¢ pasHolt nHeKIueil. Bo Bcex manmaTax MMeIOTCA AylIeBble KaOMHEI, Tya-
7IeT, XOMOAUIbHUK, Te/IeBU30D, MHTANATOP, MUKPOBOTHOBAA I€4b, A/
Pz majar Bblfle/IeHbl OT/e/IbHbIE CTETOCKOIIBI ¥ TOHOMETPBI, B OT/Ie/IbHBIX
maziatax — pasoBble XaJaThl. B IleHTpe MMeeTcs XOPOIIo 060pyOBaHHDII
KaOMHeT KMHe3UTTEPAIlNy, OCHAI[eHHBIII COBPeMEHHOI alapaTy poii.

Vimeetcs 6a3a MeTORMYECKMX [TOCOOMIT (001I[Me CBEZEHNS 10 MYKOBIUC-
LU/03Y, IPAKTUYIECKOe TT0CO6Me /ISl HALMEHTOB, IOCOOME [0 KIHE3UTepa-
UMY, TI0 MUTAHUIO), KOTOPbIE Pa3aloTCsl BHOBb BBISB/IAEMBIM ITal[MEHTAM.
[IpoBoO#SATCS peryspHble WKOJbI IS TALMEHTOB Y UX POLUTENIEN.

ITpoBopuTCA HYTPULMOHHAA HMOATEP)KKA IALMEHTOB B IIePUOJ UX T'O-
cnnranusanyy (Cyxue M TOTOBBIE CHeIVaTbHbIE CMECH B KaueCTBe JIOMOI-
HUTENBHOTO MUTaHusA). [/ psifia HallMeHTOB UCIIONb3YeTCs SHTEPaNbHOe
30HJ0BOE MUTaHNe. YacTMYHO MAaIlMeHThl 00eCreYrBaloTCs BHICOKOKATIO-
PUITHBIMY CMeCSIMMU 3a CUeT 610)KeTa 60/IbHMI], YaCTUYHO — 3a c4eT 6/1aro-
TBOPUTE/NIbHBIX opraHusanuii. Ilepsas annaparypa u pacXojHble MaTepua-
JIBI JI/1S1 SHTEPAbHOTO 30HJ0BOTO IMUTAHNA ObIIN 3aKYTIJIEHBI Ha CPECTBA,
cobpaHHble MeIUIIHCKUM yupex/ieHneM «JeTCKMil XOCTINC».

C 1993 ropma 3a cueT CpefiCTB TOpOfia MPOBOAATCA Bble3fIbl Mal[eHTOB
C MYKOBICIII/JO30M Ha I0XKHBbIE KyPOPTHI (mobepesxbe YepHOro Mopsi) B co-
MIPOBOXKJEHNN TIepCOHaIa OTAe/NEeHUN MYIbMOHOIOTUHM, KOTOPbIe COITPOBO-
JKJIAI0T TaIlMeHTOB BO BpeMs CBOMX OTIIYCKOB. [IporpaMMa sieTHero oTAbixa
paspabaTbiBaeTCsl MeVKaMy COBMECTHO C OOLIeCTBEHHO OpraHm3aljmei
(HIT«Opranmsanus noMoIy 60IbHBIM MYKOBUCIIMIO30M»), TIOAfeP>KIBa-
eTCs1 TOPOJICKOIT accolmalielt 00 beRMHeHNsI ieTel MHBAIUA0B U GUHAHCH-
pYyeTcs 13 ropocKoro Orofketa. brarogapsi 9Toit mporpaMme IeTHETO 03750-
POBUTENIBHOTO OT/IbIXA JEeTEN-MHBAMNO0B ¥ MOJIO/BIX MHBAINO0B ¢ 1993 1o
2013 roppl mpoBefieHO 19 BbIe3I0B Ha I0KHbIE KyPOPTHI 51 Al MeHTOB C MY-
KOBMCIM030M. Bospact marueHToB Koebancs ot 2 o 26 net. KonnyectBo
MOe3fI0K y KaXK/JoTo MaluenTa ot 1 o 15.
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Y 9 manueHTOB PETUCTPUPOBATIOCH JIeTKOe TedeHMe 3aboIeBaHMS,
y 32 - cpegHeTsxXenoe, y 10 — Tsaxenoe. Y 8 4enosek uMenach 1ero4yHas
¢dopma 3aboneBanus, y 43 — cMelraHHas1. Bble3/ibl Ha KYpOPT IPOBOJU-
JIMCD € KOHI[A MION S IO Hadaja CeHTA6ps. 11 moesnok cocTosAnuch B Kppim
(®eomocus, Esmatopus, Ilecuanoe), 4 — Ha KaBkas (AHama, [eeHAX 1K),
3 - Ha samagHoe mobepexbe UYepHoro mops (Cepreeska) un 1 moespka
B Bonrapuo (2009 r).

[Tpy ka’x[oit MmoesfKe aHAMM3UPOBANNUCH JTedeOHbIe MEPOIPUATHS,
ocnoxxHeHuA. 2000-2002 rogaXx npoBoAUIaCh MHTETPA/IbHAA OLL€HKA KJIN-
HUYECKOTO COCTOSHNS OONBHBIX I10 OA/IIBHOI CUCTeMe, pa3paboTaHHOI
B Antunckom HUNM um. I.M.Ceuenoa. Kpome Toro, onpemensanuch mo-
KasaTely TeMOrPaMMBl, PsAf OMOXMMMUYECKMX ITOKaszaTenell, KOPTU30I
KpOBU, MOAIBMXKHOCTD TPYJHOIL KJIeTKHU, BeC ¥ POCT MAI[MeHTOB, Pe3ylb-
TaThl HOCEeBOB MOKPOTHL. OnjeHeHa 3¢ (eKTUBHOCTD 10 OTHATIEHHBIM pe-
3ynbTaTaM (KOIMYeCTBO TOCIUTANMN3ALMIT M KOIMYIECTBO JHEN aHTUOAK-
TepUanbHOI Tepanuu B TOJ NMpeAUIeCTBYIOMINIT KYPOPTHOMY JIe4eHUIO
u B nocnepytouuit rog). C 2002 roga mokasateny GpyHKIMM BHELUIHETO
ABIXaHUA UCCIEe0OBAINCh B IepHOJ MOEe3[K!U C IIOMOIIbI0O TOPTAaTUBHOTO
cuuporpada.

Y Bcex HalMeHTOB yIyYIIaaNCh TOKa3aTeMN MMO/BYXHOCTYU IPYLHON
KJIETKM, YIYYIIATOCh OTXOXK/JeHIe MOKPOTBI, ¥ OO/MbIIMHCTBA yaydlIa-
JINCh TTOKa3aTe/Ny BHEIIHETrO JIbIXaHVs U YMEeHbINAI0Ch KOMNYECTBO BBI-
HY>K[IeHHBIX TOCIIMTaAM3aluil B clefylonue roga. bomee 6maronpusr-
HOJI KJIMMAaTU4YeCKO 30HOI /IS MAalMeHTOB C MyKOBUCIIU030M CIIeAyeT
cuurtath KpbIM, Tak Kak OTJBIX TaM IIPOXOAMII C XOpOIIell aKK/IVMMaTu-
3anueit 1 6e3 TaKMX 000CTpeHMIt 3a60/1eBaHMsI, KOTOpbIe CIy4Yaniuch Ha
Kapkase. OnTuManbHbl HEOZHOKpAaTHBIE BbIE3/IBI MAI[MIEHTA Ha KYpPOPT,
TaK KaK aKK/IMMaTH3aLMsI IPY [TOCTIEeA VIO MX 0e3[KaX MPOXOANT boree
MATKO. OTM JaHHblE CTAaTUCTUYECKV JJOCTOBEPHBI U HEOJHOKPATHO IIy-
O7IMKOBaMICh ¥ JOK/IafbIBaMICh Ha KOHI'Peccax MefMaTPOB, MYIbMOHO-
JIOTOB 11 KOHTPeccax, IOCBALIeHHBIX MYKOBMCIVIIO3Y.

OThenbHO CIeRyeT YIOMAHYTb pa3pabOTKy HOKYMEHTOB IIO CO3/ia-
HIUIO PErVOHA/JIbHOTO PErMCcTpa MAIMEHTOB ¢ MYKOBUCIN/I030M CaHKT-
ITerep6ypra. 3a 20 ner cobpaHbl ZaHHbIE MO BCeM MalMieHTaM TOpOfa,
KOTOpbIe BHECEHBI B CIIeI[Ma/lbHbIe IPOrpaMMbl (6a3bl JaHHBIX), TO3BO-
nsoIe OBICTPO PACCUNUTHIBATD BCe MOTPEOHOCTY B Me[[UKaMEHTaX s
pernona. OmepaTuBHOe BHECEHUe M3MEHEHMIl B 9TM 6asbl IPU Kax-
[IOM TIOCELIeHM] MAI[MeHTOM IIeHTpa I03BOJAET IOCTOSHHO MMETh II0-
crefHMe OOHOB/IEHHbBIE HaHHbIe MOTpebHOCTeil. basa Oblma cocTaBlmeHa



[OpY y4acTUM IPOTPAMMIICTOB I Bpadeil U MOfAep)KuBanach 61aroTso-
purensubiM porgoM «OctpoBa». TpygHOCTH ydeTa BceX 0COOEHHOCTeI
[AIMeHTOB C ONepaTMBHON peakilyell Ha HUX AUKTYIOT B JajbHellleM
BBIIe/ICHNE CIIELMaTbHOTO YelOBeKa C MEeAMLMHCKUM obOpasoBaHMeM
U 3HaHUeM IIPO6IeMbl MYKOBUCII032, KOTOPBII ObI HOCTOSIHHO 0OHOB-
71571 9Ty 6asy.

MEJULMVNHCKUA YXO[L N NEYEHUE
B TEPMUHAJIbHbIX CUTYALIUAX

B Bek TeXHMYeCKOTo IPOrpecca M OTPOMHBIX YCIIEXOB MEIUIIVHBI TI00011
npodeccroHa, 3aHMMAOIMIICA ITPO6IEMOTT MYKOBIUCIINI03a, TSOKENO Hepe-
XKMBaeT KaXKIblll CIydall CMepTM CBOMX MAl[MeHTOB. TepMuHanbHas dasa
6071e3HM MOXKET HAaCTYINTD B TI000I MOMEHT OT IepIOfia HOBOPOXKIEHHOCTH
o crapocTy. OOBIYHO OHA HACTYTIAET IIPY MIPOTPECCUPOBAHUN PECTINPATOP-
HBIX HapyLICHNUI PV 3HAUYUTETbHOM YBeTNYeHU Y ITOTPEOHOCTI B KUCIOPO-
fie. HeBO3MOXXHO TOYHO ONIpefieNlUTh BpeMs HACTYIUIEHUA 3TON MOC/Ie el
asbl 1 ee JIUTETBHOCTD. TeM He MeHee, HEOOXOIMMO 3apaHee 3HATb MPU-
6/11KeHMe 3TOr0 MOMEHTA He TOJIbKO B AMAarHOCTMYECKOM IUIaHe, HO U i
OCO3HaHU 3TOTO (aKTa.

[l1s1 GONBIIMHCTBA IALMEHTOB TPArYHA HEKOHTPOIMpyeMast MH(eKLns
B JIETKVX, KOTOPAs IIPOTPECCUBHO YXYALIAET UX COCTOSHIE, HECMOTPSI Ha IIPH-
MEHeH€e HOBEJIIIX TeXHO/IOT I B Jle4eHNI. TPaHCIUIAHTALVS JIETKIX, KOTO-
past MOYKET IIPOM/INTD VM XKU3Hb, He BCETja BO3MOXKHA 110 psfy npuyud. Cu-
TYaLVsl HEPENKO IPaMaTyecKasi: OTCYTCTBIE B CBOEM PETMOHE BO3MOYKHOCTH
HepecajKyl, HeBO3MOKHOCTb JUIUTEIbHO IIPOKUBATD B [PYTOM PETVIOHE, -
Te/IbHOE HAXOXK/IEHME B JIIICTE OXKUaHVs. VIHTeHCUBHOE JIeYeHye B CUTYalN-
SIX OKU/JAHNS EPECaKI JIETKMX MOYKET BK/IIOYATh HEMHBA3MBHYIO BEHTIIIS-
L[MIO TerKVX (MIHBA3MBHAs Yallle BCEro OKasbIBAeTC s HeaPeKTUBHOIN).

B IEeI0OM CIIOKHOCTU TepMI/IHaJII)HOﬁ CUTyan M B JKU3HM MALMEHTA
BK/IHYaK0T:

L4 pr,[IHOCTb OInrpenenenyss MMEHHO TepMI/IHaI’IbHOﬁI CUTYyalI N,

e HexxenaHue npoBefeHNs Na/IMATUBHOI Tepanuy (COIPOTUBIIEHNME Ha-
IL[IeHTa U B psifie C/Ty4aeB MeJVIKOB);
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e B To0 Xe BpeMA HeO6XO,E[I/IMOCTb CaMOTI'0 aKTMBHOTO JIECYE€HU A BIIJIOTH 1O
MOMEHTa CMEPTH;

o OnpeneneHI/Ie BO3MOXXHOCTH JIETOYHOM TPpaHCIVTAaHTal N,

L OnpeneneHI/Ie BO3MOXXHOCTU MCMO/Tb30BaHMS HEMHBA3MBHOWN U MHBA-
3MBHO BEHTUIALUN JIETKUX.

JledeHue 607I€BOrO CUHAPOMA, a TAKXKe yUeT ICUXOCOLMANTbHBIX U JY-
XOBHBIX aCIIeKTOB B ITa/UIMATUBHOI Tepanuu JO/KHO IIAHUPOBATHCA MO
pexomeHpanuaM BO3 u y B3pocnbIX, U y feTell.

ITannmaTUBHOE TeYeHNe MPeAIIoNaraer:

e QO6neruenue 60mu u APYTUX HENPUATHDBIX CUMIITOMOB;

L4 HOMOH_UJ TIAaIIMEHTY BO B3TIA € Ha )KM3HD I CMEPTD, KaK Ha HOpMaJIbHbIE
IIpOo1LECChI;

e CrpeMJieHNe He YCKOPATD U He 3aMeJIIATh HaCTyTIJIeHNe CMepTH;

¢ Y4YeT ICMXOCOIMAIBHBIX U JYXOBHBIX aCIIEKTOB B CHCTeMe JIedeHN;

e [loMomlb MAIIMEHTY B BefleHUY aKTUBHON XU3HU O MOMEHTa CMepTH;
e Tlomourb ceMbe (CIIPaBUTBCS C TAXKETION YTPATOI);

e Jlcnonb3oBaHye KOMaH/bI (IPY3bsi, POACTBEHHUKH, CIIELMAINCTBI, ICK-
XOJIOT);

o [lannuaTuBHOE IeYeHEe IIPOBOAMTCA KaK B CIIENMATN3VPOBaAHHBIX II€H~
TpaX, XOCINcax, TaK 1 Ha TOMY y ITalJVIEHTOB

[TauneHT 1 ero ceMbsi JODKHBI IOTTYIaTh PeanuCTUYecKyo nHGopMa-
LIMIO O OOJIE3HIL.

[TanyeHT, KOTOPBII eXXeJHEBHO OOPETCs 3a >KM3HD, UMEET IPaBO yMe-
peTh 6e360/1e3HEHHO 1 JOCTOIHO. B 9TM mocnenHme THM CIefyeT MaKCh-
MaJIbHO OTPajuUTh HallieHTa OT 60/e3sHeHHBIX IpoLefyp (B 0OBIYHOIM CH-
Tyaluyu pe>XXuMbl Tepanuu npyu MB focrarouno arpeccusubl). Hackompko
3TO BO3MOXXHO B TaKOJl TPATMYHONM CUTYALUM CTIELYeT 06eCcriednTh MaKCu-
MaJIbHBII KOM(OPT MaI[MEeHTY.
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MCJII/IIH/IHCKI/IC HpOﬁTIeMbI 3aK/ITIOYAa0TCA B KOHTPO/IE Hall CIeNyOUIn-
MU CMUMIITOMaMM:

e OIIYIIeHNe O bILIKY;
e DPBOTa;
e 60b.

B psge cTpaH [ yMeHbIIEHUA ORBIIIKM HPUMEHAIT MOpduH (B/B,
BHYTPb WIN B MHTAALUAX).

Ceparannio MaIeHTOB IPOBOAAT CIEAYIOLMUMI IIperapaTaMi: ramo-
nepuyon, GeHobapOuUTa, IpernapaTsl U3 IPYNIIbI OeH30A1Ma3eINHOB.

,HTIH KynmpoBaHM:A pPBOTbHI BO3MOXXHO IIPMMEHEHVIE€ IIPOKMHETUKOB.
,HTIH KynmnpoBaHUA 60 — Ppa3nmMIHble aHA/IbPI€TUKN.

Kucnopoporepanuio BO3MO>XHO MPOBOAUTD C IOMOIIbI0 KMCTIOPOJHBIX
KOHILIEHTPaTOpOB Ha fiomy. Ha oMy BO3MO>KHO MCITONIb30BaHIE allllapaToB,
CO3JAI0LINX II0JIOKUTEIbHOE aB/IeHNe Ha BBIJIOXE, 110 15-20 MuHYT 2-3 pasa
B ieHb. [loMa IPOBOAUTCS BCs 6as3ncHast Tepanisi 3a60/1eBaHN s, BO3MOXKHBI
B/B KyPCBI aHTUOMOTUKOB, IIPOBEfieHIE ICUXOTEPATINN, PSI MEPOIIPUATHI
10 KYIIMPOBAHMUIO 60JIEBOTO CMHAIPOMA.

B ycmoBusx Xocmmca ICHXOMOrMYecKas MOAJEP)KKa 3a c4eT paboThl
po¢ecCIOHATbHBIX IICUXOMTOT0B MOXKET ObITh O07iee 3 dexTnBHOI. B aTux
YCIIOBMSIX BO3MOXKHO IIPOBefieHIe HEVHBA3VBHOI BEHTIIALIUM JIETKNUX, 60-
nee addexTrBHAS Tepanus 60IEBOTO CHHAPOMA U CeflaTaLyisl Py He0OXO0-
JVIMOCTIL.

B ycnoBusx craiuonapa moMuMo spQeKTIBHOTO JIeYeHNU A OCTIOXHEHMIT
(pasnuyHbIe BUABI KPOBOTEUEHN, 00e3BOKMBAHME, CUH/[POM IVCTaTbHOI
VHTeCTVHA/IbHOI 06CTPYKLNY, ITHEBMOTOPAKC, ITHEBMOMEMIACTUHYM, aTe-
JIEKTa3bl YacTell JIeTKUX, MedeHOYHas SHIleaaonaTus, ocTpas IoYeuHas
HeJIOCTaTOYHOCTD, OCTPast OOCTPYKIINA bIXaTeIbHBIX Iy Tell, OCTpas TsDKe-
J71ast TUIIOKCHSA Y TUTIePKAITHUA) BO3MOXKHO aKKYPaTHOE U KOHTPOINPYyeMOoe
IIpoBeJieHNe KMHe3UTepaNny faxke B TAXKeZIOM COCTOAHMM MaIVeHTa.

[Icuxonmormyveckue HpO6HeMbI B TepMI/IHaTIbHOIU/I (base 3HAYUTE/IbHO
cmokHee. MoOKeT IIOMOYb IJTaHNPpOBaHNE KaKo-11u60 OEATCIBHOCTU:
BCTpedM C APY3bAMU, IIOKYIIKM M M3TOTOBJIEHINE UTPYIIEK. Heo6x0m/[Ma
HpOCl)eCCI/IOHaHI)Ha}I ImoMomb IICMXO/I0Ta, HO OCHOBHas Harpy3kKa BCEr-
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la JIOKUTCs Ha Jedaiero Bpada. C poguTensMm MalMeHTa HeoOXOAMO
OBITh Mpefie/TbHO BHMMATETbHBIMY, ICKPEHHMMU U YeCTHBIMU. IIpn Bceit
3aHATOCTM MeMIMHCKUI IepCOHas HO/KeH HaXOAMUTDh BpeMs I TaKuX
HalMeHTOB II0 UX NMPOchbe MM 1Mo Mpochbe NX poputeneir. MOHUTOPUHT
COCTOSIHNA MAIVIEHTa JOMKeH OBITh JOCTaTOYHO MH(OPMATUBHBIM, HO He
HaBA3YMBBIM JI/Isl HETO U IO BO3MOXXHOCTH 6€360/1e3HEHHBIM.

B maHHOI cuTyanuy MOMIE3HO OOPAaTUTHCSA K MOMOIIM OOIeCTBEHHO
OpraHusaiuy, B KOTOPOit OOBIYHO COCTOMUT MaljMeHT. [IofepikKa 4IeHOB
3TUX OpTaHM3aL NIl IOf4Yac ObIBaeT He3aMeHMMa /151 CEMBIL.



OCHOBHDIE NMPUHLIANbI
MCKYCCTBEHHOW BEHTUNALWWN NEFKNX
B AMBYJIATOPHOW NPAKTUKE

0. C. Anekcangposuy, K. B. MweHncHoB

B mepmarpuyeckoit mpakTuKe Hayubosee IIMPOKO UCIOIb3YIOT PecIn-
PaTOPBI, IPUHINIT pabOTHI KOTOPBIX OCHOBAH Ha CMeHe (a3 AbIXaTeTbHOTO
I[MKJIa B 3aBMCYMOCT) OT BPeMeH! BJj0Xa I aBJIeHNA B [IbIXaTeIbHbIX IIy-
TAX. OJHUM U3 OCHOBHBIX YC/IOBUIAL, IpeAbABNsAeMbIX K anmaparam VIBJI,
UCIIONb3yeMBIX Yy JieTell, ABIAETCA U HajaM4uMe IOCTOSHHOTO IOTOKA BJbI-
XaeMoJl cMecCH B KOHTYpe allllapara, 4To JaeT BO3MOXHOCTb pebeHKy cfie-
JIaTh BJOX, JlaXKe eC/IM JbIXaTelbHasA MONBITKA He paclio3HaHA TPUTTEPOM
ammapara.

OTKpbITHE M 3aKpbITHE K/IallaHa BBIZIOXA BefleT K CMeHe BBII0Xa U BJO-
Xa, COOTBETCTBeHHO. IIpy JOCTI KeHNM ONpefie/IeHHOTO NaBIeHN s KIalaH
BJIOXa OTKPBIBAETCs, IIPU 3TOM IOCTYIIIEHNE BIBIXaeMOil CMeCH B JIeTKue
IpeKpalaeTcs, a IPOfIo/KAeTCA Yepes OTKPBITHIi K/IaIlaH M BHIBOAUTCA U3
KOHTYpa aIlmapara.

Y pereit Haubosee MMUPOKO UCIOMB3YIOTCS aNNapaThl MCKYCCTBEHHOI!
BEHTW/IALMM JIETKUX, paboTaromle IO JaBIeHNUIO U BpeMeH, a He 10 00b-
eMy, XOTs1 Y fieTeil cTapiiero roga (¢ Maccoit tena 6omee 10 Kr) BO3MOXKHO
MCIIONIb30BAHME AMIIAPATOB, PAbOTAIOLINX [0 00bEMY.

[Tpu npoBefeHNN MCKYCCTBEHHON BEHTVJIALMMN JIETKMX BBIJEAIOT IPY-
HY[IUTeNTbHBIE M BCIIOMOTaTenbHbIe peskuMbl VIBJI.

IIoo npunyoumenvnoii (ynpaénsemoii) éeHmunsyueii nezKux MOLK-
pasymeBaroT Takoit pexxuM VIBJI, mpu KOTOPOM B KOHType AbIXaTeTbHOTO
anmapara OTCyTCTBYeT IIOCTOSIHHOI IIOTOK JbIXaTe/IbHOI CMeCH I MaljeHT
He MOXET [BIIIAaTh CAMOCTOSTE/IbHO. AIIIapaT fe/aeT TOMbKO MOBTOPHBIE
OPUHYANTENbHbIE BIOX) C YaCTOTON U 00beMOM, KOTOPbIE YCTaHOBJIEHDI
BpadoM. CHHXPOHM3ALVs BIOXOB allapara C IIONBITKAMMU BIOXOB IMAllN-
€HTa OTCYTCTBYET.
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[TpuHypMUTEIbHBIE PEXXVMMBI IPY IIPOBEJIEHNY VICKYCCTBEHHOI BEHTU-
JIALMU Ha [TOMY 11e71ecO0OpasHO MCIIO/Mb30BaTh TOABKO IIPYU IIOTHOM OT-
CYTCTBMM JbIXaTe/IbHBIX MOMBITOK peOeHKa, TaK KakK B IIPOTUBHOM ClIydae
6yneT BO3HMKATD feCMHXPpOHM3anus ¢ annaparoM VIBJI ¢ Heo6XoxnMOCThIO
MeIMKAMEHTO3HOII Celal[ui MaljieHTa.

IIpu ecnomozamenvHoil 6eHMUNAUUY BEHTUNATOP obecHedMBaeT
HPUHYAUTETbHBIN BIOX, KOTOPBII MOXET OBITh MHUI[MMPOBAH KaK MaI-
€HTOM, TaK ) alIapaToM, B 3aBUCMMOCTI OT 3aJJlAHHBIX YCTAHOBOK BeH-
tunsigun. O6s13aTeNbHBIM YCIOBMEM IIPOBefieH s BcriomoraTenbHoit VIBJI
(BMBJI) saBnseTca Hanu4uMe CIOHTAHHOMN AbIXaTebHO aKTUBHOCTY ALV~
€HTa I CIeIMaIbHOTO YCTPOIICTBA B allnapare (TpUITepa), PaCIIo3HAIOIIETo
IbIXaTeTbHbIE TIONBITKY MaljueHTa. [Ipy npaBUIbHO MOJOOPAHHBIX Mapa-
MeTpax BVIBJI pbIxaTe/nbHbIe MONBITKYM TAallMeHTA U allllapaTHble IPUHY-
IUTETbHBIE BIOXM JOJDKHBI OBITh CHHXPOHM3MPOBAHBL

OCHOBHBIMM [TapaMeTPAMM, ONpeReNsomuMu 3G PpEKTUBHOCTD UCKYC-
CTBEHHOI BEHTWM/ISILUY JIETKUX, SB/AIOTCSA: KOHIIEHTPALMs KUCTIOPOfia BO
BabIxaemoi1r rasosoil cmecu (FiO2), gpixatenbHbiit 06beM (Vt), MOMOXuU-
TenbHOE faBieHue Ha Broxe (PIP), momoXuTenbHoe HaBIeHMe Ha BbIJOXE
(PEEP), yactora goixauus (f) u Bpems Broxa (tinsp).

Hovixamenvnotii 06vem (Tidal volume, Vt) - 5T0 06beM BO3fyXa, KO-
TOpBIl IIOCTYNAeT B JIETKMe ITallMieHTa NpY KaXX[IOM HPUHYAUTENbHOM
WU CTIOHTaHHOM Bfioxe. Pusnonornyeckas BeMM4IMHA [BIXaTeTbHOTO 00D-
eMa paBHa 4-6 MJI/KT, HO B psAJie CTy4aeB OH MOXKeT JOCTUTaTh 1 10-15 MI/KT.

Munymnuvtii 06vem senmunsyuu (Minute volume, MV) paBeH mpous-
BeJICHNIO JIBIXaTe/IbHOTO 00'beMa Ha YacTOTY JbIXaHMA U B HOPME COCTaB-
nsiet 150-200 m/kr/mMuH. IIpu ycraHOBKE HEOOXOAMMOI CKOPOCTY TTOTOKA,
CIefiyeT HOMHUTD, YTO OHA JOJ/DKHA IPEBBINIATh 06beM MUHYTHO BEHTH-
nAuuu B 3-5 pas.

CrapToBble TapaMeTpbl UCKYCCTBEHHO BEHTWMIALMM JIETKUX Y JeTei
Pas3IMYHBIX BO3PACTHBIX IPYIII IPe/iCTaBIeHBI B TAO. 1

CTOUT OTMETUTD, YTO YKa3aHHbIE€ 3HAY€HNA TIapaMETPOB MOTYT 6BITH
MCIIOIb30BAaHbI TOJIPKO KaK OPMEHTUPOBOYHDBIE, B naaneﬁImeM Heo6X0-
AMa X KOppeKnusa € y4€TOM COCTOAHUA pe6eHKa, AaHHBIX ITY/TbCOK-
CUMETPUM M aHa/IN3a ra3oBOTro COCTaBa M KMCIIOTHO-OCHOBHOTO COCTO-
SHUA KpOBIU.



Tabnuuya 1

Cmapmosvie napamempuot VIBJI y Oemeii pasnuuHoLx 603pACHLIX 2pynn

JeTu nepBpIX

Jetn crapuero

IMapameTtp O603Hauenne 6 MecsI1eB )KI3HNI
BO3pacTa
(mMacca Tena He > 5 KT)
@pakuua Kucmopoja CrefryeT cTpeMUTBCS HO06paTh MUHMMATIBHO
BO BJIbIXaeMOI1 FiO2 HeoOXOfMMble KOHIIEHTPALY KUCTIOPOfa
BO3JIyIIHONM cMecH, % B JIbIXaTe/IbHOI cMecH, He IpeBbimatouiue 60%
IlomoxxurenpHoe
JlaB/IeHNEe Ha BJOXE, CM PIP 15-20 cm H20
H20
IlonmoxxurenpHoe
JlaB/IeHVIE Ha BBIJIOXE, 4-5 cm H20
cm H20
JbixatenbHbtit Vit 4-7 mn/xr (makcumyM 10 mn/xr!)
06beM, MJI/KT
YacToTa IbIXaHUA, £ <5 ner 20-25
IMITHYT 30-40/munyTy
YICITO yry > 5 1er 15-20
CKOpOCTb IIOTOKA I'a-
S0BOM CMECH, MHCIIN- flow, Vi 6-9 n/MuUHyTY 5-10 1/MuHYTY
PaTOpHbIII IOTOK rasa,
T/MUHYTY
Bpems Broxa, ¢ Ti 0,35-0,5¢
Bpems BrIfioXa, € Te 0,7-1,0 ¢
1:2wm 1:1.
C Ti:Te, OnrtumanbHbI BapuaHT — 1: 2
ooTHouIeHNe da3s
BAOXa M BRIZOXA I/E JInBepcus gpIxarenbHOIro HMKIA

(¢pasa Bmoxa > Bpigoxa) npu nposegeHuu VIBJT
B aMOy/1aTOPHOI MPaKTUKE HETOMYCTUMBI!

B To)xe BpeMs, cefyeT MOAYEePKHYTD, YTO Y IeTell C TAXKeIbIMU XPO-
HUYECKMMU U HEeU3IeYVMBbIMU 3a00/IeBaHNAMM, TPeOYIOIUX MPOBENCHMs
HOCTOSHHOI MHBasuBHOI VIBJI B aMOy/IaTOpPHBIX YCIOBUAX, IMapaMeTphl
pecnmMpaTopHOIl NMOAJEPKKU JOIDKHBI MOAOUPAThCA TOMBKO B YCTOBUAX
OTZe/IeHNII peaHMMally ¥ MHTEHCHBHON Tepaluy VI XOCINCa BPauoM
aHeCTe3}0/I0rOM-peaHMaTonoroM. Koppekunsa mapamMeTpos B IIpoljecce

IIpoBENEHNA TaKKE ITPOBOANTCA O6Y‘IeHHbIM CIIEIMAINCTOM.

B sKCTpeHHON CUTYaly, HEIOCPEeNCTBEHHO YIPOKalollell KU3HU pe-
6eHKa, BO3MOXXHA CaMOCTOATeIbHAs KOppeKIusa napamerpos VBJI ponu-
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TeIAMMU ITOCJIE KOHCYIbTallIM C Bpa9OM aHECTE3MOTIOTOM-PEaHMATO/IOTOM

JE€TCKOIr'o XocCIimca.

OcHOBHbIE IIpVMHII MIIBI n0n60pa IIapaMeTpoB I/ICKYCCTBeHHOI?I BEHTUJIA-
VN IETKUX MIpeacTaBI€Hbl B Tab1. 2

Tabnuua 2

OcHosHole NPpUHUUNDL MCK}/CCMBEHHOIZ BEHMUNAUUU TIECKUX Y demeil

[Tapamerp

XapaKkTepucTuka

Konnentpauus xucnopopa
BO BJIbIXaeMOIl Ta30BOM cMecU

HeobxomuMas Benu4mHa 3aBUCUT
OT CTEIEHV BbIPAXKEHHOCTY IMITOKCUM.

CrnenyeT UCIONb30BaTh MMHUMAJIbHO
HeOOXO/MMble KOHIIEHTPAL[UI KUCTIOPO/a
BO BJIbIXa€MOJ CMeCU.

ITpu BbIpa)KeHHOM IjMaHO3€ UM KaKO¥I-TO
KPUTUUECKOI CUTyalny HeOOXOAMMO yBe-
mmanTb FiO2 mo 100%

OnTumanpHas Benudyunaa FiO2 MoxxkeT ObITH
ompefiesieHa ¢ IOMOIbIO MyTbCOKCUMETpa
B 3aBMICMMOCTH OT ITOKa3aTesiel caTypaLyumu
remornobuHa xucnoponom (SpO2), KoTopast
MOJKHA COCTaBIIATHh He MeHee 93-94%

IIpIxaTebHbBINT 00 BEM

IlonoxurenpHoe OaBJICHME HAa BJOXE

OCHOBHBIM ITOKa3aTejIeM, OTPa>KaoI UM
aJIeKBATHOCTD JABIXAaTEIBHOTO 0O'beMa

¥ TIOTIOKUTENIBHOTO JIaB/ICHIsI Ha BBIJJOXE,
ABJIAIOTCA JOCTATOYHAA 9KCKYPCUA
IPYAHOI KJIETKM, CMHXPOHM3ALMA TTaljeH-
Ta c annapatom VIBJI n gomyctumble
nokasarenu SpO2 (92-100%)

ITpy HeLOCTATOYHOI SIKCKYPCUMN I'PYIHOI
KJIETKM, YaCTOI IeCMHXPOHU3aL N pebeHKa
c anmmapatom VIBJI u Hu3KuX mokasarenax
SpO2 crnepyeT yoeauTbCA B IPOXOANMOCTY
TPaXeoCTOMIYECKOI TPYOKIL I IbIXaTellb-
HbIX myTeit. [Ipy oTcyTcTBUM 3 deKTa OT
CaHAIMY [IbIXaTeTbHBIX ITyTell 1 TPaxeo-
OpOHXMAIBHOTO JiepeBa bIXaTeIbHbII 00D-
eM I MO0 TEIbHOE JlaB/IeHNe Ha BIOXe
IOJ/DKHBI OBITD YBE/IMYEHDI 10/ KOHTPOJIEM
9KCKypcuu rpynHoit knetku u SpO2

TlonmoxxutenbHoe JOaBJICHME HAa BbIJOXE

Onrumanbsusbii Benuunnoit PEEP ansercs
4-5 cm H20, ogHako, Ipu BbIpa>keHHO
TMIIOKCUY JOIYCTUMBI U 60jIee BBICOKUE
3HAYeHNsI, OHAKO 6e3 KOHCY/IbTALIM C JIe-
YaluM BpayoM UX JTydllle He MICIIONTb30BaTh.
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[Tapamerp

XapakTepucruka

YactoTa JObIXaHUA

Omnpepensercsa GU3aNONIOTNIECKUMI BO3-
PaCTHBIMM IIOKa3aTe/NAMY ¥ 3HAUeHUAMU
SpO2. ITpn mporpeccupyromel bIxaTenb-
HOIT HeJOCTATOYHOCTHU MOXKeT HOTpe6o-

BaTbCA IPEBbIIICHNIE (bMSVIOIIOI‘M‘{eCKI/IX 1o~

KasaTeJIell, OffHAKO JIydlile 9TOTrO 136eraTs.

IIpu npoBeeHNM BCIIOMOIaTeNbHOM
VICKYCCTBEHHOI BeHTVIIALIUY JIETKMX
nop6upaeTcss MUHUMAIbHO HEOOXOAMAast
YaCTOTA JIBIXaHM A, COOTBETCTBYIOIA
HOTpeOHOCTSIM pebeHKa.

Ecnmu nposogurcsa scnomorarenbHas VIBJI
Y 9aCTOTA IbIXaHNUA O4eHb 60/IbIIas,
BO3MOYKHO yTHETEHIE CTIOHTAaHHOTO JibIXa-
HIIA HAIVIeHTa B Pe3y/IbTaTe TUIOKAITHUN
(HM3KOTO HAIIPSAKEHNA YITIEKMCIIOTO Ta3a
B KPOBM), HOCKO/IbKY UMEHHO YTTIEKMCIIBIi
ras ABJIA€TCS OCHOBHBIM CTUMY/IATOPOM
IBIXaTENhHOTO IIEHTPA.

Bpewmsa Bpoxa

OmnpepensaeTcsa 4acTOTON bIXaHUA

u cootHouleHnem I : E,

epems 600xa He 007HHO Gvimv Gonvuie
eépemenu éviooxa!

OTtHOCuUTenbHasA BMaXKHOCTDH 100%;

O6s3aTeTbHBIM 37IEMEHTOM MHBA3MBHON I/ICKYCCTBeHHOf;[ BECHTUIALIUN
JIETKNX Ha TOMY ABJIAETCA YBIA)KHEHNE U IO OTPEBAHNIE B,[[bIXEleMOﬁ cMecn
(C TIIOMOLIbIO IITATHOTO YBIAJKHUTENA WIN TerUIOBTIaI‘OO6MeHHI/IKa, «HUC-
KYCCTBEHHOTO Hoca»), YTOOBI NMpEeJOTBPATUTD HapylIIE€HNME IIPOXOAMMOCTI
ObIXaTE€/IbHbBIX HyTeI?I.

Ycnosus, H606XOAVIMbIe ANA ONTUMAJIbHOI0 yBJ/1aXKHEeHUA N corpeBa-
HUA AbiXaTeNbHON cmecn:

TemmepaTypa BIbIXaeMOJl KMCIOPOJ0-BO3IYIIHO CMeCH JOIKHA ObITh
paBHa 37°C;

Ha 1 muTp Kucnopono-Bo3AyLUIHO cMecy TpebyeTcs yBnaXkHeHe 45-50
MJI BOJIbI;

ITpu mposepenun VIBJI ¢ o6beMOM MMHYTHOJ BEeHTU/IALMU, PABHOII
10 1/MUHYTY, BAbIXaeMas KUCIOPOJO-BO3NYIIHAS CMeCh JO/KHA OBITH
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yBnaXkHeHa 600 MJT BOJIBI/CYTKY, YTOOBI BIa>KHOCTb CIIU3UCTON 0607104~
K TPaxeoOpOHXMAIBHOTO flepeBa Gbl/Ta HOPMaTbHOIL

MOHUTOPVHI aileKBaTHOCTUN
NCKYCCTBEHHOW BeHTUAALMUN IerKUX Ha AOoMY

1. TTomHas cMHXpOHM3aLNA NallMeHTa ¢ annapaToM VIBJI

2. Po3oBas okpacka KoxXnu

3. TlokasaTenb caTypannuu reMormo61Ha KMCI0pomoM He HiKe 93%

4. JTocTaTo4yHas 3KCKYpCUA TPYAHON KIETKI

5. PaBHOMepHOe yuacTue 06eux IOJIOBUH I'PY/IHOI KJIETKHU B aKTe IbIXaHUs
6. PaBHOMepHOe NTpoBefieH1e AbIXaTe/IbHBIX ITYMOB IIPY ayCKY/IbTaI[UN

7. OTCyTCTBUE HapyLIeHUIT MUKPOLVPKY/IAIUM (MPaMOPHOCTb KOXIL,
CHIDKEHNe TeMIIePaTy Pbl KOHEUHOCTell)

8. Yposenn EtCO2 He 60ommee 45 MM PT. CT. (TIp1 BO3MO>KHOCT TPOBEACHM
KaITHOMETPUN)

CaHauua Tpaxeo6poHxuanbHoro gepesa (TB/A)

Ob6opyoosanue: oTCOC, CO3NAOMINIT paspsKeHue He 6omee 0,2 Kr/cm?

(0,1 aTM.), acIMpauOHHBIN KaTeTep AMaMeTpoM He Oomee 2/3 muame-
Tpa TPaXeoCTOMMUYECKON TPYOKM C LeHTPaAbHBIM U ABYMs GOKOBBIMH
OTBEPCTUAMI.

ITpu npoBegeHNY MAaHUITY ALY HeOOXOTIMO COOMTIONATH CTEPIIBHOCTS!

Memoouxa: Tlepen MaHUIyNIALMe!I HeOOXOZMMO YBEIUYUTb KOHIIEH-
TpalyIo KUC/IOPOZJa B AbIXaTelbHO cMecu Ha 10% B TeyeHme 3 MUHYT.
[TpomomXUTENbHOCTD MAaHUITYIALMY He JONIXKHA NMpeBbIaTh 20 ceKyH]I.
KareTep BBOAUTCA B IPOCBET MHTYOALTOHHOI TPYOKM, IIPU 9TOM OH He
IOJKeH BBIXOAUTH 6oree yeM 3a 0,5-1 cM 3a ee koHell. Ecnu Heobxommmo
MPOBECTY CaHALMIO ellle OJMH Pas, TO ee C/e[jyeT BhIIOMHUTD Yepes He-
CKOJIBKO MMHYT TIOCTIe IIepBOIl, ITOC/Ie CTabunmMsanuy mokasateneir SpO2
Ha ¢one ammapartHoit VIBJI. Ilocre caHanum kateTep HEOOXOZMMO IIPO-
MBITh CTEPUIBHOII BONOJ 1 3aMOYMTDH B JIe3MHQUUUPYIOWNIT PacTBOP.



Karerep ucnonnsyerca ronbko 1 pas!

[Tocne caHanyuy TpaxeoOPOHXMAIBHOTO JiepeBa OLleHUTh PAaBHOMEPHOCTD
yd4acTys 06enx MOMOBUH I'PYSHOI KIeTKY B aKTe AbIxaHus. [IpofomkuTs
MCKYCCTBEHHYIO BEHTW/IALVIO JIETKVX C TIOBBIIIEHHOT JOTallMeil KICIOpO-
[ia B TeYeHVe 5 MUHYT, IOCJIe YeTO BEPHYThCA K MCXOJHBIM ITapaMeTpaM.
Ocnoxcnenusn:

1. TpaBma cnu3nuCcTON 060IOYKM Tpaxen, KPOBOTOUMBOCTD CIM3UCTON;

2. Bponxocmnasm;

3. O6Typauusa 6poHxa MOKPOTOIL;

4. T'mnokcus IIpy JANTEIPHOM IIPOBEAEHNY MAaHUITYTALIVN;

5. Hapymenne putma ceppiia (BOSMOXKHBI, BOSHUKAIOT KpalfHe peJKo,
Jalije BCero MpHy AJIUTENTbHO MaHUITY/IALUN).

lMoKasaHNA K 3KCTPEHHOMY Bbi3OBY
cneuuannsnpoBaHHON 6puragbl CKOpo MeaNLMHCKON NOMOLLM
npu nposepexHun VBJ1 Ha gomy:

1. BHe3amHoe Ppe3Koe yxXypauienmne COCTOAHNA pe6eHKa, HE3aBUCUMO OT
TIpMYMHDI;

2. Camxenne SpO2 Huxe 88%;

3. OrcyrcTBue sddexTa OT caHAIMM AbIXATENbHBIX IyTell M 3aMeHBI
TPaXeoCTOMUYECKOI TPyOKy;

4. OrcyrcrBue a¢dekra ot VIBJI ¢ moMoIbio caMOpacIpaBsiOerocs
IBIXaTeIPHOTO MelIKa (TKIa MelKa «AMOY»);

5. OrcyTcTBue addexTa OT yBenudeHns Gpakumuy KUCIOposia B AbIXa-
Te/IbHOI CMecH U KOppeKI UM Apyrux napamerpos VIBJI;

6. BbifjeneHre KpoBU 13 NMPOCBETA TPAXEOCTOMUYECKOI TPYOKM B 6OMD-
IIOM KOJIMYeCcTBe.
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MpunoxeHue 1

AJNITOPUTMbI AEUCTBUINA B KPUTUYECKUX CUTYALIUAX

IIpn obydyeHun popuTeneil HaBbIKAM yXOAa 3a PeOEHKOM B peXuMe
VIBJI Ha oMYy, HOMMMO HaBBIKOB, HEOOXO[MMBIX JI/Is BBITIOTHEHMs €Xe-
IHEBHBIX Py TUHHBIX IIPOLEAY P, 0COOYI0 3HAUMMOCTb UMEIOT POAMUTETbCKIE
KOMIIETEHIIUY IIPY HEOT/IOXHBIX COCTOAHUAX pebeHKa.

Huxe msnaraeTcs MMHMMANbHBIN NepedeHb KPUTUYECKUX CUTYaluil
U COOTBETCTBYIOIUIT UM 06beM JJOBpaueOHOIT TOMOIIY B JOMAIIHUX YCIIO-
BuAX. OKOHYATeNbHbIN TEKCT ANTOpUTMA JeICTBUII B KPUTUYECKON Cl-
TyalMM JJIs1 KaXXKJOrO MaljMeHTa COCTaB/IAeTCA BPadOM-peaHMMaTOI0OrOM
C y4eTOM MHIMBUIyaNTbHBIX 0COOEHHOCTEl pebeHKa 1 ceMbu. TekcT anro-
PUTMa ITOATINCHIBACTCS BCEMM JINIIAMY, KOTOPbIe YLy T OCYIIeCTBATD YXOT
3a pe6EHKOM Ha IOMY, a TAK)Ke BPauOM aHeCTe310I0TOM-PeaHMaTONIOrOM,
HPOBOJUBIINM OOy UeHIe.

YBaxaemble poguresnn!

ITocKOMbKY MCKYCCTBeHHAA BEHTUIALUA JTeTKUX B IOMAIIHUX YCTIOBU-
AX He UCKITI0YaeT BO3HMKHOBEHM A KPUTUYECKNX COCTOAHMIA, yTPOKAIOIUX
KU3HM pebeHKa, Jjake IpY IPaBUIbHO OPIaHM30BAaHHOM YXOJie 33 HUM
U CBOEBPEMEHHOM BBIIIOTHEHNY BCeX BPayeOHBIX PeKOMEH/AINil, TO 005-
3aTe/bHOII YaCThIO Ballleil pOIMTENIbCKO OTBETCTBEHHOCTH ABACTCA YMe-
HHUe IeiCTBOBATh B KPUTUYECKUX CUTYallMAX U IIPAaBUTBHO OKA3bIBAaTh
IIOBpaveOHYI0 TOMOIIb. B psjie clyyaes oT BalIMX JieiicTBUIT OyIeT IOTHO-
CTBIO 3aBJCETD XU3Hb pebeHka. Hamboree dacTble HEOTIOXKHbIE CUTYAIUN
U3TI0’KeHbI HIDKe.

I. HapyweHune npoxoanmocTu AbixaTeNbHbIX NyTen
(3aKynopka mokpoToi)

9TO OCHOBHAs NPNMYMHA BOSHUKHOBEHNU S 9KCTPEHHON CUTYalLMN y pe-
6eHKa, HaXO/ALIerocs Ha MHBasuBHOI VIBJI B fOMaLIHNUX YCTOBUAX.

IInsa nmpodumakTUKM OO6CTPYKIMM MOKPOTOI CIeAyeT OCYLIECTBIATD
TIATETbHYIO CAHALINIO (OUYUCTKY OT CKOIIMBIIETOCA OTAENAEMOT0) BEPXHIX
IbIXaTe/IbHBIX IyTell 1 TyajleT TPaXeoCTOMbI KaXK/ble 4-6 4acoB MIM IO
Mepe HeoOXOIMOCTIL.



YBennuenne IIpOAYKI MM MOKPOTBI IpN OOBIYHOM YBIAXXHEHUN CBUIE-
TE/IbCTBYET O IPUCOEAMHEHNN I/[H(beKLU/II/I.

ITpusHaKY, CBU/ETENbCTBYIONIE O HEOOXOMMMOCTH
OYJICTKY MPOCBETA IBIXaTeTbHbIX MyTell OT CKONMBINEIICA MOKPOTBI:
1. Camxenne ypoBHaA SpO2 Ha MOHUTOpe MyAbCcOKcuMeTpa Hyke 90%;

2. Hapymenne oOBIYHON MeXaHUKM [IBIXaHUSA, BTsDKEHIE MeXpebepuii,
HepeHell OPIOIIHOI CTEHKM, pasflyBaHle KPblIbeB HOCA;

3. BecmoxkoiicTBo pebeHKa, MOBBIIIEHHAA MOTINBOCTD, TUIIEPEeMM IIIeK
IIpY HOPMAJILHOIL TeMIIepaType Tema;

4. CHmKeHIe TTOKa3aTenell fbixaTenbHOTo 06beMa (Vi) HIDKe 3aJaHHBIX
3HAYEHWIT TPV OTCYTCTBUU cOpOCa BO3/IyXa IOMUMO TPaxeoCTOMIYe-
CKOJT TPYOK;

5. CHHIOLITHOCTS (IJMaHO3) MIIU CEPBIil KOTIOPUT KOXKMU, B IIEPBYI0 O4epenib
HOT'TEBBIX JIOK, MOYKY yXa, INIIA.

ITpusHaKM 06CTPYKIMN ABIXATETbHBIX My TEil MOKPOTOI

BK/IIOYAIOT B ce0s:

1. TpymHOCTD MM HEBO3MOXKHOCTD OTCACBIBAaHNUA C/IU3M Yepe3 TPAXeoCTo-
MIYECKYI0 TPYOKY;

2. BosbyxpeH1e, 6eCIIOKOIICTBO pebeHKa, 3aTPyAHEHHOE [IbIXaHIIE;
3. HeapheKTMBHOCTD BCIIOMOTATeTbHOTO IBIXaHMA C IOMOIIBI0 MeIIKa
AM6y, KoTOpoe He IPUBOANT K JOCTATOYHOI SKCKYPCUHU (IBVKEHUAM)

I'PYAHOI KIETKM;

4. CBI/ICTHH.[EG AbIXaHME, KOTOPOE€ MOXXET CBUAETE/IbCTBOBATD O HAIMINN
CYXUX KOPO4Y€K B IIPOCBETE AbIXaTE/IbHbIX nyTeﬁ[;

5. HPI/I ObIXaHUN pe6eH1<a C/IBIIIHBI HEOOBIYHBIE AOIIOTHMTE/IbHbIE 3BYKI;

6. Hannune curuana tpesoru (alarm) ammapara VIBJI, cBupeTenbcTByO-
I[eTO O MOBBIIIEHHOM JIaBJIeHUY B JBIXaTe/IbHBIX Iy TAX.
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Ecnu momo6Hble IpU3HAKY OTMEYAI0TCA, CPasy Ke MPOU3BENNUTE OTCA-
CBIBaHNE MOKPOTBI € 2-3 MJT (PM3MONOTMYECKOTO PacTBOPa, U B CIIydae He-
3¢ GeKTUBHOCTU TIOBTOPUTE OJHOKPATHO Ty IIPOLEAYPY.

Ecnu orcacpiBaHUEe MOKPOTBHI Hea(PpPEeKTUBHO, 3aMEHUTE TPAXeOCTO-
MHIYeCKYIo TPyOKy Ha 4ucTyio. Eciu aTu fieifcTBMSA He IPUBOJAT K yIyd-
IIEHNIO COCTOSAHUA pebeHKa, HeMeJ[/IeHHO BbISBIBAliTe CKOPYI0 MeJIUI[MH-
CKYI0 TIOMOIIb.

Il. CepaeuHo-neroyHasn peaHnmauusa y etTei c TpaxeocTomoim

Hawubornee dacras mpudmHa CMepTH A€Tell C TPAaXeOCTOMOII Ha JIOMY —
3TO 3aKYIIOpKa JIbIXaTeJbHBIX IyTell MOKpOTON. Bce unmeHbl ceMbyu, ocy-
I[eCTB/AONINE YXO 3a pebeHKOM, 00sA3aHbl 3HATh, KaK BBIIOTHACTCA
CepredHO-TIeTOYHAs peaHMMaluA U TO/DKHBI MIMEThb IOCTOAHHBIN OCTYII
K TenmedoHHOIT cBA3K. Ecu pe6eHOK CMHeeT MM CTAHOBUTCA HEKOHTAKT-
HBIM, POJUTENN JO/DKHBI CAMOCTOSATENbHO HaYaTh peaHMMAI[MOHHbIE Me-
pOIpMATHA, KaK ONMCAHO HIDKeE.

1. Y6em/1Tec1: B OTCYTCTBUIM OTBETHDBIX ,[[BI/I)KCHI/IIZ IIpM JIETKOM BCTPpAXNBaA-
HUU pe6eH1<a 3a IJIeY.

2. Ecnu poputens uan MHOE JIUII0, OCYIeCTBASIONIee YXOf, 3a peOeHKOM,
SIBJISIETCSI B JAHHOV CUTYALMY eSVHCTBEHHBIM B3POCIIBIM, TO eMy He00-
XOJIIMO CaMOCTOSATEIbHO BBI3BATh CKOPYIO MEIUIIMHCKYIO ITIOMOIIb II0-
CJ1e IATY KOMITPeCCHIt TPYAHON KJIETKM IIPU OTCYTCTBUM ITy/IbCa.

3. HPI/I HaIn4mm B ,[[aHHOﬁ CUTyallyt BTOpOro inna B nmpepenax Cablm-
MOCTU — ITPOCUTE €I0 KPMKOM O BbI30OBE CKOpOI7[ Me]:[]/[LU/IHCI(OI?[ IIOMOLIN.

4. Pacmionoxxure pebeHKa Ha CIIHE Ha POBHOIL, TBEPHOII TOBEPXHOCTH.

5. Yb6enurech, 4TO Hapy>KHOE OTBEPCTHE TPAXeOCTOMUYECKOI TPYOKM He
3abmoknpoBaHo. KoHTponupyiiTe BU3yanbHO BIDKEHN IPYLHON KIIeT-
KM peGeHKa, C IOMOIIBIO CTyXa - BO3MOXKHbBIE 3BYKM JbIXaHM S, a TAaKXKe

TIpM3HAKM ABVDKEHNA BO3JyXa I3 TPAaX€OCTOMDI, pTa /I HOCa pe6eHKa.

6. Ecu nMeroTcst COMHeHM s B IPOXOMMOCTH TPAaXeoCTOMUYECKOIT TPy -
K11, 3aMeHMNTe ee.

7. CpenaiiTe jBa [bIXaTeIbHBIX ABVIKEHM (I/IUTEIBHOCTHIO ONHY CEKYH-



10.

11.

12.

13.

14.

15.

Iy Ka>kJioe) IpM IIOMOIIM Mellka AMOY MM C TOMOIIIBIO IIpUeMa «pOT B
TPaXeoCTOMY», IPUBOAAIUX K ABVKEHNIO IPYIHOM KIeTKI.

. Ecnu pydnoe mpixanye mpu momory Memka AMOY MPOBOAUTCA C 3a-

TPYAHEHNEM MJIN OTCYTCTBYIOT IBVIDKEHIA I‘py,[[HOf/[ KJIETKU, HCO6XOI[I/I-
MO OTCaCbIBaHUE CIU3N U3 TanCOCTOMI/I‘{eCKOﬁI TpY6KI/I. 3ameHuTe ee,
€C/In OHa 3a6)101<1/[p013aHa MOKPOTOI?I.

. Korzma ibIxaTenpHble Iy TV OYUILEHBL, C/Ie/IAliTe IBA ABIXATE/IbHBIX IBY-

JKEHM S C BU3Ya/IbHBIM KOHTPOJIEM 32 IIepeMelleHIAMY IPYJHOI KIETKH.
Ecnu pe6eHOK He Havas AbIIIATE, IPOJOIDKAITE HOMIEPIKKY AbIXaHIMS,
C YacTOTOJ OfIHO [IbIXaTelbHOE JBUIKEHME KaXK/ible TPU CEKYHHBI —
oKos10 20 pa3s B MUHYTY.

[TpoBepbTe NpM3HAKM aJeKBAaTHOTO KPOBOCHAOXKEHUs: HOPMaTbHOE
IbIXaHMe, OTKAIIIVBAaHUE, JBUTATE/IbHYI0 AKTUBHOCTb.
IToxkasaHMA K NPOBeJEeHNIO 3aKPBITOTO Maccaka cepala:

1. OTcyTCTBME COSHAHMNS;

2. OTcyTcTBUE IBIXaHUA (ITATOIOTMYECKOE IbIXaHUE);

3. Ilynbc He onpepenserca B TeueHue 10 c.

IIpy mpoBefileHMM 3aKPBITOTO Macca)ka Cepplla 4acTOTa KOMIIpeccui
IO/DKHa OBITH He MeHee 100/MUHYTY.

I[Ipu mpoBefeHNNM 3aKPLITOrO MAaccaka Cepilia PyKU CIacaTess HOMXK-
HBI OBITD PACIIONIOXKEHDI Ha TPAHIIIE CPeHell I HUDKHEI TPEeTV TPy MHBL
pebeHKa.

OnrumanbHas ITyOuHa KOMIIPECCUIT JO/KHA COCTaBIATD He MeHee 1/3
OT IIOTIEPEYHOTO pa3Mepa IPY/JHOM KIeTKI.

ITocrne KoOMIIpeccnUn ;[aﬁ[Te BO3MO>XHOCTb I‘pYI[HOI‘/JI KJIETKN IIOTHOCTBIO
BEPHYTbHCA B MICXOJHOE IIOTIOKEHIE (He CHUMasa pyK)

OnTuManbHBIM COOTHOIIEHMEM KOMIIPECCUIL K BEHTU/IALMM IIPU IPO-
BeJIEHIY CEePIeYHO-/1eTOYHOl PeaHMMaLliM Y feTell OfHUM CIIacaTeneM
AaBsgercsa cooTHowenune 30:2, a 1ByMA criacatensamu 15:2.
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16. IIpogomxkaiiTe cepieyHO-TeTOUHYI0 peaHNMALMIO0 (MCKYCCTBEHHOE JIbl-
XaHMe 1 3aKPbITBIII MacCaXk Cepflia) 0 mpuesfia Opuragbl CKOpoit Mo-
MOLIIY, €C/IU K TOMY BPeMEHU He IIOsIBATCS IIPU3HAKY aleKBaTHOTO KPO-
BOOOpaleHus.

11l. HeoTnoHble cuTyaLuu, cBA3aHHbIE C TPaXeoCTOMO

KpOB}IHI/[CTa}I CIN3b

OO6bIuHas TEXHMKA OTCACBIBAHNSA CEKPETa U3 TPaXeOCTOMBI IIPefIIona-
raeT MATKYI0 OCTOPOXKHYIO CaHAIMIO JIbIXaTeNbHbIX myTeil. Hesnaunrenn-
HOe KpPOBOTEUEeHNe MOXKeT HaOMIOfIaThbCsA B pPe3y/IbTaTe arpecCMBHON CaHa-
LUV MM CIUIIKOM Ty6oKoro orcackiBanuA. KpoMe Toro, cyxas moropa
VU CYXOJ KOH/JUIIVIOHM POBaHHBII BO3/IYX IIOMEIEHUsI MOTYT OOYC/IOBUTD
pasppakeHye CAM3UCTON Tpaxey C IOC/IeAyIIIUM €€ NOAKPaBINBaHUEM.
He6omnbuine KpoBoTeYeHM I OOBITHO MPEKPAIIAIOTCSA CAMOCTOSTENBHO B Te-
yeHue 5-10 MUHYT.

ITpoBepbTe yBIaXXHUTE/b, YTOObI YOEAUTHCSA B JOCTATOYHOM KOJIMYe-
cTBe BOfIbI B HeM. Ecy MokpoTa mpopio/kaeT ocTaBaTbCs KPOBAHMUCTOI,
3TO MOXeT OBITh IPU3HAKOM MHPeKuuu. Ec/iu KpoBM BbIJENACTCA CTOMb-
KO, YTO OHA 3aIIOJIHAET IIPOCBET ACIMPAI[MOHHOTO KaTeTepa, a TAKXKe, eC/n
IpyMech KPOBU B MOKPOTE IIPOJO/IXKAETCS, BBI3bIBAJITe CKOPYIO MEIVIIVH-
CKYIO TIOMOIIb /IS HeMeJ/IeHHOI TPaHCIIOPTUPOBKM pebeHKa B OIypKaii-
IIee peaHyMMaI[IOHHOe OT/Ie/IeHNe.

KpoBoTteuenue

[Tponomxarolieecss KPOBOTEUEHME U3 TPAXEOCTOMUIECKON TPYOKH 5B-
JIAETCSI COCTOSIHMEM, YIPOXKAIOIIVIM >K13HU. HeMeleHHO BbI3BIBaliTE CIIe-
LMaTN3MPOBAHHYI0 OpUTALy CKOPOI MEVIIVHCKOI IIOMOIIY 1, OXKUAAS ee
HIPUOBITILS, YaCTO IPOUSBORNUTE OTCAChIBAHIE COEPIKIIMOTO U3 AbIXaTeNb-
HBIX IIYTeil, YTOOBI MOALEeP>KUBATD UX IIPOXOSUMOCTb.

CryyaitHas JeKaHIOMIANNA (BbINaleHIe TPAXe0CTOMUYECKOI TPYOKM)
Ecnu TpaxeocToMuyeckast TpybKa BblIlasia HAPY>Ky CIy4aiiHo, 1160 mpu

Kamnine, BaM H606XOIU/[MO HEMEJJICHHO BCTAaBUTH €€ O6paTHO. Hpe,uynpe—
AUTDb 3TO BO3MOXXHO HAaJIE)KHBIM KPEIJIEHMEM pEeMENIKa NN Cl'[eLU/Ia)’IbHOf;[



HOBSI3KU /I TPAXe0CTOMIYIECKOI TPYOKY Ha Illee, OKPY>KHOCTb KOTOPOIL ¢
TPY/OM CIIOCOOHA IPOIYCTUTh KOHYMK MTajIblia, He 6osee. [I0OCKOIbKY feka-
HIOJIALVS He sIB/IAETCS PeKOCTHIO IIPU YXOfie 38 pe6eHKOM Ha MHBa3UBHO
VBJI, BaM IOCTOSIHHO CIefjyeT MMeTh /iBe 3allaCHbIX TPAXeOCTOMMUIECKUX
TPYOKI: OJHY TOTO )Ke pasMepa, KOTOPbIiT B HACTOsIIIlee BpeMs MICIIONb3yeT-
cs1 ans pebeHKa, ¥ BTOpyIo (Ha OfuH pasMep MeHblIle), a Takxe Gpukcupyo-
I[ye HOBSI3KY [/ HUX.

ABapm‘/'moe OTK/IIOYEHME IIEKTPNIECTBA

HecMmoTps Ha To, YTO TeppUTOpMAIbHAA )KUIUIHO-9KCIUTyaTallMIOHHA A
cmyx6a 3apaHee MHPOPMUPOBaHa O TOM, YTO Balll pe6eHOK )K1MI3HEHHO 3a-
BUCUM OT 6ecrepeOoiTHOCTY 3/IeKTPOCHAOXKEH NS, HeT TIOJTHOM TapaHTUU
TOTO, YTO aBapUIIHble CUTYalMU B STEKTPOCETAX OYAYT MOTHOCTBIO VIC-
KJTIOYEHBI.

[Tpy OTK/MIOYEHNUN LIEHTPATN30BAHHOTO MeKTPOCHabXeHMs oMa Bam
HeoOXOJMMO MCIIONb30BaTh BHYTPEHHIOK OaTapero ammapata VIBJI, wc-
XOZIsl U3 TOTO, YTO IPM HEeOOXOAMMOCTH TIOC/IeAYIOMell TPAHCIIOPTUPOBKU
pebeHKa TOHA/JOOUTCA 3aIac MOLIHOCTY aKKyMY/IATOpa He MeHee 1 daca.
[ToaTomy, KaK TOIBKO BBl yOe#uTeCh B CTabMIbHOI padoTe ammapara VIBJI
BHE 97IEKTPUYECKOIL ceTy (Ipy IIOMOLIY ero BHYTpeHHell 6aTapen), HeoO-
XOIMMO IPOKOHCY/IBTUPOBATHCA MO TeedOHY C BPauOM aHeCTe3MONIOTOM-
peaHMMAaToIOrOM JETCKOTO XOCIMCa O HeOOXOAMMOCTM BBbI30BAa CKOPOI
MeIMIIMHCKON TIOMOIIM U TOCIMTANN3alM B OMVOKAIINIT CTal[MOHap, He
BOBJICUECHHBII B aBaPUITHYIO CUTYAI[UIO C 37IEKTPOCHAOKEHUEM.

Boixop anmapara VIBJI us crpos

B nmaHHOM cimydae HeOOXOHMMO HayaTh KOMIIIEKC peaHMMAlMOHHBIX
Mmeponpusatuit: VIBJI memnkom AM6y, goranus O2, KOHTPOIb IIYIbCa, CATy-
paruu. OFHOBpeMeHHO HeO0OXOIMMO CBA3aThCS C BpayOM aHeCTe3UOJIOTOM-
PEeaHMMAaTOJIOTOM JIeTCKOTO XOCHNMCAa ¥ BBIIOMHATD €ro MHCTPYKIUH,
maHHble 10 TenedoHY. 3aMeHa BbIIIefIIero 13 cTpos ammapara VIBJI Ha
3aI1aCHOI! IIOJMEHHBII (HAaXOALINIICA B PACIOPS>KEHUN POJVTENIeN MO JO0-
TOBOPY MOJIb30BAHNU A UMYIIECTBOM XOCIINCA) TPOU3BOAUTCSA TTOCIIE BHI3OBA
6puragbl CKOPOIl MEJUIIVHCKON IOMOWIM M TOCIUTANM3alnu pebeHKa B
6myKammit cTauoHap (OT/eNeHre aHeCTe3MONMOTMU-PeaHNMALIN).
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Bxnrouenne mHpuKkaropa Tpesor (alarm)

B aToM crydyae He0OOXOAMMO OLIEHUTb IPUOPUTETHOCTD TPeBOIrM (OfiMH,
IBa MM TPU TpeyronbHMka). Ecmyu Bamm momeITKM yCTpaHUTDb IPUYUHY
CHUT'Ha/Ia TPEBOTH 1-2 CTeIeHM OMacCHOCTH Oe3yCIIeIIHBI, 1160 eC/Ti MMeeTCs
TpeBOra BBICOKOI IPUOPUTETHOCTH, CBUJETEIbCTBYIOIAA O KU3HEYTPO-
Karoleit cuTyanuu, Bam Heo6xomMMo cBA3aThCA IO TelneOHY C BpauoM
aHeCTe310/I0TOM-PeaHIMAaTOIOTOM JeTCKOTO XOCIINCA M BBIIOTHUTDL €ro
HasHaueHUsA, B TOM YMC/Ie NPY HeOOXOAMMOCTI BBI3BATh CIlELIMaTU3UPO-
BaHHYIO OPUTafy CKOPOIl MEAMIIMHCKOI TOMOIIHL.



NEYEHUE BONIN Y JETEN
C OHKOJIOr'MYECKMMU 3ABOJIEBAHUAMN

I. 3. Ynbpux

Bonv — amo Henpusmmoe ougyujerue u IMOYUOHATLHOE Neperusarie,
C8A3AHHDLE C PEATbHVIM UL NOTMEHUUATIDHOIM NOBPeXcOeHeM mKaHell, 1u6o
onucvieaemoe 8 mepmuHax maxozo nospexcoenus. Taxoe onpedenerue 6vL10
0aHo MeN0yHAPOOHOTI accoyuayueti no usyueHuro 6onu 6 1979 200y u ¢ mex
nop cuumaemcs 0OUENPUHANBIM ONUCAHUEM IMO20 CHeUUPU1ecKo20 co-
CIOSHUA.

Bonb - 0fHO U3 BeAyLUIMX KIVMHINYECKNUX IPOSBICHNIL, COMPOBOXAAI0-
XX pasBUTME OHKOJIOrMYecKoro 3aboneBanus. Ha Hammume 60mm xa-
nyercsa oT 20 mo 50% manueHTOB HAa MOMEHT BBIABJIEHNA Y HUX OHKOJIO-
TMYeCKOro 3a00eBaHMsI U OKOIO 75% CTpajaiT OT 60MM Ha MOCIeSHUX
crapusx [6]. IIpuanHolL ABMIsETCA POCT HOBOOOPA30BaHNsA, BHI3bIBAOLIE-
ro U3MeHeHNUe pasMepa, CTPYKTYPBI, KPOBOCHAOXKEHNS U MeTabonmusMa,
KaK CaMoJl OIIYXO/N, TaK U OKpy)Xammux TkaHell. Iloggepxusars 601b,
U3MEHATb €€ MHTEHCUBHOCTb ¥ KaueCTBO MOXKET He TONBKO caMa OIy-
XOJIb, HO M COBOKYITHOCTb APYTUX (HAKTOPOB, BAMSAIOIINX HA COCTOSIHIUE
MalMeHTa: M3MEeHeHNUs B IMICHXOIMOLMOHAIBHOM CTaTyce, Halu4yue Co-
IyTCTBYIOIINX 3a00M€BaHMIT, OCTTIOKHEeHUsT Mnu crenududeckme addex-
TBI IPOTVBOOIYXO0/IEBOII Tepaluy (XMPYpPrudeckoro nedeHus, XuMmnoTe-
pamuy, peHTTeHOTepaIni), HaToMOrdecKie IepeloMbl, HeKpo3 TKaHell,
nuounuposanue [4].

[TostBnenye 6onu y pebeHka crenuuiecky BIUsAET Ha €ro COCTOsA-
Hue. JleTy, Kak 1 B3pOCTIble, MOTYT UCIIBITBIBATL 6OJIb BHE ABHOTO M3Me-
HeHUs B 00/1acTy, Ha KOTOPYI0 OHM XKaNyHTCs, UM NeMOHCTPUPOBATH
Hepe>xMBaHue 601M pasHOI MHTEHCUBHOCTY IIPU OJHOM U TOM K€ YPOBHe
noBpexzeHnsa. Hepeko aKTMBHOCTb BOCIPUATUA 6ONMU CYI[eCTBEHHO
U3MeHseT SMOIMOHANBHBIN CTAaTyC, OKpy)amljas 0O6CTaHOBKA, OTHO-
IIeHMe K MPOUCXOJAIIeMY caMoro pebeHKa, pojCTBEHHMKOB. Bce mepe-
YJCIIEHHOE CITOCOOHO M3MEHATh aKTMBHOCTD CHCTEMBI IOfIaBIeHNs 60K
(QHTMHOLMIIETITUBHOI CHCTeMBbI). BO/b OIIYNIAIOT HEeTV BHE 3aBUCUMOCTHI
oT Bo3pacTa. TO cOCTOsIHUE POPMUPYET IOBBIIIEHHYIO TPEBOXKHOCTD pe-
6eHKa, BHI3bIBACT HapYyIlIeHUe CHa, CTPAX, 3aMKHYTOCTb. [leTH MKOIbHOTO
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BO3pacTa U MIOZPOCTKYM MOTYT 3HAaTbh MJIM JOTAAbIBATbCA O Hen36eKHOCTU
IIporpeccnpoBaHisl OHKOTOTMYECKOTO 3a0071€BaHMA U €ro nucxonge, 4to
MOXET (bOpMI/[pOBaTb AE€NPpECCHUIO, HETAaTUBHOE OTHOIIEHVIE K POACTBEH-
HMKaM, MEAVMIIMHCKOMY II€EPCOHATY 1 JaXKe K JIEIYEHI IO O6HEI“IaIOH.[eMY nx
COCTOAHME. HCO6XO,[II/IMO 3HATb, YTO YE€/IOBEK M1060T0 BO3pacTa HE MOXKET
TIPUBBIKHYTb K 6onu u OTCYTCTBUE 06e300nMBaHUA IIpUBOANUT K CEPbE3-
HbIM (bI/I3I/I‘{eCKI/IM " IMICUXMYECKUM ITOCTIENCTBUAM. K 60]'IbI.LIOMY CcoXKarje-
HUIO, Ja’Xe IPMMEHEHME BCEX COBPEMEHHDIX CII0co60B meyeHns 6oau He
TIO3BO/IACT Y psAfa MalMIEHTOB IIO/THOCTBIO €€ JIMKBUAMPOBATD. BasxHbIM
B 3TOM Ci1y4ae ABJIAETCA €€ CHMIKEHNE 10 IIEPEHOCMOTO YPOBHA.

ITo AMUTENBHOCTH CYIeCTBOBaHMUS OOMb pasfelsiloT Ha OCTPYIO
u xpoHndeckyw. Ocrpast 60/1b SBIAETCSA OFHUM U3 MEXaHN3MOB 3allji-
Tbl. Takasg 6O/Mb BBIIONHSET CUTHAIBHYI0 (QYHKIUIO, IpeAyIpexaaeT
OpraHmsM 00 OIACHOCTH ¥ 3alLNIaeT er0 OT BO3MOXXHOTO IOBpeXje-
HVSL VIM OTpaHM4YMBaeT ero oO6beM. B mocmenyromem, 601b orpaHndn-
BaeT [BIDKEHUs B 3TOM MecTe [i/Isi 00/IerdeHus IIPOLecCoB perapaini.
3aXuB/IeHNE MeCTa IOBPEXMAEHMs, JedeHle OCTPOro IIpoljecca, CTaB-
IEro MPMYNHON 60N, AB/SAETCS OCHOBHOIN s IIOCTENEHHOTO YMEHb-
IIEHNUs OCTPOIL GOJIM ¥ 9aCTO IOTHOTO ee MCYe3HOBEHM. [IIUTeNbHOCTD
ocTpolt 60nM OOBIYHO He IpeBbINIAET 6 Helenb. Y OHKOMIOTMYECKO-
ro HalJMeHTa 3TO BpeMs MOXKET COCTAaB/IATH A0 3 MecsueB. OgHaAKO, MO
MHEHJIO OTeYeCTBEHHBIX (PM3MONIOrOB BPEMEHHOI MapaMeTp He sBJLA-
eTcst BefywuM B GOPMUPOBAHNU XPOHUYECKOTO 6O/IEBOrO CHHApPOMA —
«maronorndeckoit 6omm» (Kpsoxanosckuit ILH., Kykyumkuna M.JL.). O ma-
TOJIOTMY9eCKOI1 60NN CTIe[IyeT FOBOPUTH TOTAA, KOTAa 60/Ib ITepecTaeT HeCTH
B cebe CHIHANBHYIO MM 3aIMMTHYI0 (QYHKINIO M HadMHAeT HEraTMBHO
B/IMATD Ha ICUXUKY, KpOBOOOpAleHNe, COCTOSIHIE BUCLIePaTbHbIX Opra-
HOB, IMMYHUTET ¥ IPUBOJUT K HAapYIIEHUIO roMeocTasa [2].

B otnn4ne ot ocTpoit 607K, XPOHMYECKA ST SIB/ISETCS MATOIOTUIECKIM
COCTOSTHIEM, CYLIIeCTBEHHO YXY/LIAOII MM TedeHe OCHOBHOTO 3a60/eBa-
Hus1. XpoHMdecKast 60/1b u3MeHseT 06pas >Ku3HU 60IBHOTO, BIUSS Ha CO-
I[Ma/bHYI0 aKTUBHOCTb, IIOJIOXKEHNUE B CeMbe U o01iecTBe. Y OPOCTKOB
3TO YacTO MPUBOLUT K HEBO3MOXXHOCTY BBINMIOTHEHM I TIPEK/€e MPOCTHIX
YyHKUIMOHANIBHBIX 0053aHHOCTel (IOCelleHye LUIKOIBI, KPYXKKOB), ITO
CKa3bIBAETCs Ha M3MEHEHN) OTHOLIEHM K cebe 1 OKpysKaroum. BosHu-
KAIOLIasl I[PV 9TOM [lelIpeCCIsi, ABIAETCS HePeAKUM COMYTCTBYIOIUM 13-
MeHeHIeM B 3MOLIMOHAIbHOI chepe. UeM 6obliie IPOrpeccupyeT OHKO-
norndeckoe 3aboneBaHune, TeM 0OBIYHO 60Tee MHTEHCUBHON CTAHOBUTCSA
6071p. He06X0A1MMO HOMHNTD, 4TO y pebeHKa, KaK 1 Y B3POC/IOr0, MOXKeT
HPUCYTCTBOBATh 60/Ib HE CBA3AHHASA C OITYXOJIEBBIM IIPOLIECCOM. Y HeTeil



6oree pefiko, 4eM y B3POCTIBIX, CYIIECTBYeT XpOHMUeCcKas 60Mb, Ipefle-
CTBYIOILasi BO3HMKHOBEHNIO OHKOJIOTMYECKOTO 3abomeBaHusA (TOMOBHAs
607b, 607 B CIIMHE, CycTaBax, MyuodacuuanbHblil CUHAPOM 1 Ap.). Hann-
qJie IpefjIIeCTBYIOMIEN M «COIYTCTBYIOLIEl» 60N NOKHO 06543aTeNbHO
YUUTBIBATBCS, @ TEPANNS KOPPEKTUPOBATHCA COOTBETCTBYIOIMMIU METO-
AMKaMu U mpenapataMiu. Jta 601b MOXET «OTXOANUTb Ha BTOPOIL ITaH»
Ha QoHe 60/Iee MTHTEHCUBHOL 60N, ICTOYHIKOM KOTOPOIT ABIAETCSA OIY-
XOJIeBBIIT Iporjecc. V3-3a CIIOXHOCTY JIedeHUA XPOHNYeCKolt 60/mu 1 Ha-
VYU OHKOJIOTMYECKOTO MarHo3a 60/bHble HePeIKo CMEHAIOT Bpaveil,
TOCIIMTATM3UPYIOTCA B PasINYHble MEJULIMHCKUE YIPEXIeHN, IepeHO-
CAT HEOJHOKPATHbIE ONlepaTHBHbIE BMEIIATe/IbCTBA M THOT/IA TPATAT 3Ha-
YMTe/NbHBIE CPEJCTBA J CUJIBI Ha HOMBITKY IOy YUTh N36aBIIeHNE OT HeTy-
ra HeMeJULIMHCKUMU cpefcTBaMu (rafjlanky, mamansl). KpaiiHe BakHbIM
ABNIAETCSA YIyUIIeH)e KauecTBa )KU3HM, CBA3aHHOTO He TONbKO ¢ 06e360-
NMBaHNEM, HO ¥ CHVDKeHVeM CTpajjaHuil. [ geteit 1 MO pOCTKOB Kpaii-
He He0OXO[[MMO CO3[jaHue YCIIOBMIL IJIs UTP U 3aHATUIL, COOTBETCTBYIO-
XX BO3PACTY U CHOCOOHOCTM K MX BBIIIOTTHEHNIO Ha pOHe OTpaHIYeHN ]
00YCTOBIIEHHBIX TATOTIOTNYEeCKUM IpolieccoM. IIpu mporpeccuposanmun
3abo/IeBaHMA BO3PACTAET POJIb yUacTH A Icuxosora (pabora Kak ¢ maru-
€HTOM, TaK I C er0 POJCTBEHHNKAMI), CECTPUHCKOI MOMOIIN X COLMATTb-
HBIX PaOOTHMKOB. YUpeXXJeHUeM, COUeTalolMM TaKye BUMIbI MOMOIIH,
SABNIAETCSA MPAaBUIBHO OPraHM30BAaHHAs XOCHNUCHasA cnyx6a. OrpoMHbII
OIBIT HAaKOI/IeH 3apybesxoM. IIpuMepoM s peKTUBHOTO MOAXOAA K Op-
TaHM3ANVY Na/JIMAaTUBHON MOMOIIY JeTAM C IIPOrPecCUPYIONIUMHU OH-
KOJIOTMYeCKMMM 3a007eBaHUAMY B Poccuu ABIAETCA HETCKUI XOCIUC
B Cankt-Iletepbypre.

Kak octpas, Tak u XxpoHudeckas 60/1b TpebyeT nedeHus, Lenblo Ko-
TOPOTO ABNAETCA U3baBIeHUe OT CTpafaHMs. Y KaXKIOTo MaljeHTa eCTh
paBo Ha «obyerdeHne 60y, CBI3aHHON ¢ 3abomeBaHmeM 1 (VM) MeRN-
LMHCKUM BMeLIaTeNbCTBOM, JOCTYITHBIMU METORAMMY 1 JIEKAPCTBEHHBIMI
npenaparamm».” HecMOTpst Ha TO, 4TO 9TO MPABO CYLIECTBYeT HapaBHE
¢ IpaBoM GOJIPHOTO Ha YCTAHOBJIEHME [MArHo3a ¥ MOMydYeHWs JTedeHus,
MHOT¥€ [alMeHThl B Poccuim He MOMy4aloT afileKBaTHOro 06e3601nBaHms,
3¢ eKkTUBHO peany3yeMoro B GONBUIMHCTBE PasBUTHIX cTpaH [4]. IIpu-
YVH [/ COXPAHEHMs 3TOI CUTYalMy MHOTO VM Haju4ye TONbKO CTAaThy
3aKOHa 6e3 eMHOII TOCYapCTBEHHOI IIPOrPpaMMBbl SIB/ISETCS HEJOCTATOY-
HBIM Ji/Is CO3[JaHIisI COBPEMEHHOTO IIOAXO0/a K edeHno 6o [3].

"®epepanpubiit 3akoH ot 21 Hoa6ps 2011 1. N 323-03 «O6 0cHOBaX OXpaHbI 3[0POBbA TPAK/IAH
B Poccuitckoit @epepanyn» (c usMeHeHMAMM U fononHeHusmu). [nasa 4. [IpaBa u 06s13aHHOCT
rpaxkfiaH B cdepe oxpansl 3f0poBbsi. CraTbsa 19. m.4
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OLIEHKA BOJ1N

IIns cospanns apPeKTUBHOI CXeMBbI TedeHn s 60U Y KOHKPETHOTO pe-
6eHKa HEOOXOA MO OL[EHUTD ee IT0 HeCKOIbKIM OCHOBHBIM ITapaMeTpaM:

VIHTeHCUBHOCTHU
ITaTorenesy
Xapakrepy
Jlokanusanum
HOunamuke 60mu

AR IS

OueHKa MHTeHCUBHOCTMN 6onn

Bonv - cybvekmusHoe noHsamiule, u ee OyeHKA — 910 HeNPOCMmas 3a0a4a.
B 6onvuuncmee cnyuaes uenosex, manyiouutics Ha 601v, Moxem evipa-
3Umo cmenenv ee uHmercusHocmu. Hecmomps na cy6vexmusHocmoy ma-
K020 U3MePeHUS UHIMEHCUBHOCMU OOIU, IMOM CNOCO6 Haue 6ce2o0 coom-
semcmeyem ee peanrvHOMy ypoGHIO.

Ilns toro, 4T06bl yHMPUIMPOBATH TAKYI0 OLIEHKY U CHENaThb ee IMo-
HATHOI J/1s1 6O/BIIMHCTBA CIIEI[UaTNCTOB, CYI[EeCTBYeT HECKOTbKO Bapu-
aHTOB mKaj. OIeHKa 0 TAKMM IIKajlaM JjaeT BO3MOXKHOCTD OIIpefleNIATh
BBIPaXXEHHOCTh 60U KaK NPy HePBUYHOM OCMOTpE, TaK M Ha MTH060M
U3 TOCIEeAYIOMNX TANOB JIeYeHNU s, TI03BOJAS NPeAcTaBUTh 9P PeKTnB-
HOCTb HasHaueHHOI Tepamuu. IIpocToTa mIKaa MO3BONAET MAllMeHTaM
CaMOCTOSTETbHO OL[eHMBATDh OOJIb B TeUeHMe CYTOK C MOC/IeAYIolleil Ie-
pemadelt Bpauy [/ IpefCTaBIeHUs 00 M3MeHeHUU OONMM B ONpefiesieH-
HbIe TPOMEXYTKU BpeMeHU (puc. 1). [Ipu aToM 60/b B pasHBIX y4acTKax
TesIa C/efiyeT OlleHNBATh OT/e/ILHO.
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Puc. 1. lllxanvt 0ns oyeHKU UHMEHCUBHOCMU OO,

JleBBIit Kpait MKaa — OTCYTCTBME OOMM, IPaBblil — HecTepnuMas 60Ib.
JInuHa 1mKan cooTBeTcTBYeT 10 CM OTpe3Ky MMHEeNKN.

e BusyanbHo-aHanorosas mkana (BAIII) cooTHOLIEHNTT MCIIBITHIBAEMOIT
60711 ¢ HACBILIIEHHOCTDIO [JBETa M/IU BBICOTOI HePaBHOOEAPEHHOTO Tpe-
YTONbHMUKA, Hanbojiee UIPOKas 4YaCcTb KOTOPOTO COOTBETCTBYET CaMOil
nHTeHCcKBHOI 60mmu. [llkana nmeet gnuny 10 cM 1an 100 MM 1 OLleHUBa-
erca B 6atax ot 0 1o 10 mam ot 0 1o 100 COOTBETCTBEHHO.

e UycoBasi OLeHOYHAs IIKa/la BBIPa’kaeT MHTEHCUBHOCTb 601 B Lud-
pax Ha4MHas1 OT caMoli ¢71aboii Ko HemepeHocuMoii (B 6anmax ot 0 o 10

i ot 0 1o 100 COOTBETCTBEHHO).

e Illxama Your-Berikep «/Inma» [12].
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Ele ofHMM BapMaHTOM OLIeHKM MHTEHCUBHOCTHU 6OV, KOTOPBIM 4acTO
HOJIB3YIOTCSI OHKOJIOTH, TIOApasfiesnisis 60/Mb Ha YeThlpe CTEIEHM, ABIACTCA
Bep6anbHas IIKajla, COCTOAILIAs M3 C/IOB XapaKTepusymolux 6omb («cma-
6as1» — «yMepeHHas» — «CUIbHA» — «HEIIEPEHOCHMAT»).

IToMMMO OLIEHKM MHTEHCUBHOCTY OONMU Y TOXPOCTKOB, CIEyeT BbIsA-
BUTDb HaJIM4Ne IePECCUN 1 TPU HEOOXOAMMOCTH HOMYIUTh KOHCY/TbTALINIO
IICUXO7IOTa. [I/1 epBUYHOMN OLIEHKY JENpPEeCCUN U TPEBOXKXHOCTH, ABJIAIO-
I[eJICsT YaCThIM CITY THUKOM NAIIVIEHTOB, CTPAAOLINX XPOHIYECKOI 60IIbIO,
MOXXHO 1cronb3oBarh mkany HADS [13] (npunoxcenue 1). Ilocne mopcyeta
ob1elt CyMMBI 6aJI/IOB ONpeeNA0T YPOBeHb TPEBOTU U Aempeccun: ot 0
[0 7 — HOPMA/IbHBII YPOBEHb; OT 8 10 10 — CyOKIMHMYECKN BBIpasKeHHas;
6oree 11 — KIVMHMYECKY BBIPa>KeHHAS.

Oco6eHHO CIIOXHOII 3a/jadell sIB/sAETCS OLleHKa MHTEHCUBHOCTH 60N
y TMaIljMeHTOB, C KOTOPbIMU HEBO3MOXXHO YCTAaHOBUTb KOHTAKT (€T IO
TpeX — ISATH JIeT, MALMEeHTbl C ICUXNIECKNMIU 3a00/IeBaHNSIMM, CefjaTu-
pOBaHHbBIe MaLMeHThl 1 GONbHBIE C HAPYIIEHMeM cO3HaHMs). [Ipy HeBO3-
MO>KHOCTY BBIIIOJTHUTD CaMOOLIEHKY 60N, ee OIpefe/IsioT 10 HEeCKO/Ib-
KJM KPUTEPUsM, KOCBEHHO OTPaXKAIOLIMM 9TO OILfyIieHMe: OBBIIIEHNEe
apTepManbHOTO [aB/IeHNs, TAXUKAPAUS, YBeNNIeHIe YaCTOThI JbIXaHNIIL,
TPMMACBI, HATIPSDKEHHA 11033, MaJIONOABIDKHOCTD. CyliecTByolIee MHO-
YKeCTBO LIKAJI /151 TAKOJ KOMIIIEKCHOTI OLIeHK, KOCBEHHO MO TBEPXKAat0-
I[MX OTCYTCTBIE MEaTbHON METOLUKI M3MepeHMst 60N y 9TOI KaTero-
puu manueHToB. B mpumoxxeHuy 3 1 4 MBI IPUBOAUM LIKAJIBI /I fleTeil
MJIajie 5 JieT ¥ f/Isi B3POC/IBIX HALMEHTOB B OT/e/NeHNN MHTEHCUBHOI
tepanuu [7]. B cTOXHBIX A/ MHTepPIpeTALMN CIY4asX MOKHO IIpUMe-
HUTD IPpoOHOE 06e360mMBaHMeE.

MaToreHes 6onn

[TaToreHeTnveckast KMacCUPUKALMs TO3BOJISAET BBIJENINTh TPU OCHOB-
HbIX TUHa 6omu [2]:

1. HoumuenTusHasA MM COMaTOTE€HHAA
2. HeitporenHas nnm HeBpOTeHHAA
3. IlcuxoreHHas

Y manueHTa MOKeT BCTPEYaThCsl KaK OIVH TUIL, TaK U M106as1 X KOMOM-
Hauus. Kaxgplil 13 MaToreHeTHYeCKMX TUIOB 6omu TpebyeT crenudude-
CKOTO0 IOfIX0/Ia K Tepamui.



1. HonunentueHadA (Tped. nocere — MOBPEXJaTh, cepere — BOCHPU-
HUMAaTb) M/IY COMAaTOre€HHas 0O0/Nb BO3HMKAET B pe3y/bTaTe pasipakeHus
perenTopoB (HOLMIIENITOPOB), 00YCIOBIEHHOTO aKTUBAIMell X IIPY TPaB-
Me, OXKOTe, OTeKe, MIIeMUN, BOCIIAJIeHNN TKaHeil M APYTUX U3MEeHEeHMAX
B TKaHAX. VI3MeHeHMe COCTOAHUA HOLUIEIITOPOB CBA3aHO C MOABICHUEM
B 30HE NOBPEX/IEHU MeJUaTOPOB BOCIIATeHM I, OMOTOTMYECKM aKTUBHBIX
cy6cTaHIMIT (aMbroreHoB) OOBIYHO He MPUCYTCTBYIOMIMX B 30HE PACIIONo-
YKEHIA PellelTOPOB.

Jledenne takoro tuma 601y, no MHeHuo M. JI. Kykymxkuna (2009) [1],
[IOJDKHO CKJIQ[ibIBAThCS U3 [IPYMEHEHNs IPENapaToB, MOJAB/ISIOLUX 110~
SIB/IEHVIE a/IbTOT€HOB, OTPAHMYMBAIIINX IIOCTYIUIEHNE HOLUIEITHBHON
VIMITY/IbCAL{MY U3 30HBI IOBPEX/EHNS B LEHTPATbHYI0 HEPBHYIO CUCTEMY
M aKTUBU3UPYIOIINX CTPYKTYPBI aHTMHOLVIIEIITUBHON CUCTEMBIL.

K npernaparaM, BAMAOIMNM Ha MHTEHCUBHOCTDb COMAaTOTeHHOM 6071]/[,
OTHOCATCA:

L HeHaPKOTI/I‘{eCKI/Ie AHa/IbIr€TUKIN (HeCeTIEKTI/IBHbIe 6HOKaTOpr OUKJI0-
OKCUT'€Ha3bl, CCJICKTUBHDbIC 6HOKaTOpr OUKITOOKCUTEHA3bI 2, TITapaneTra-
MOJI, METAaMM30JI HATPUA " ILP.);

® MecTHble aHECTETUKY B COCTaBe PETMOHAPHBIX 67[01(3,[[;

® HapkoTndeckye aHaIbIeTUKY, BKIIOYA0LIie MOPQUH U 6/IU3KIE K HEMY
anKaaouzbl (ONMaThl) M CUHTETUYECKME COeNVHEH S, 00/1aiafoliye Onu-
ATONONOOHBIMY CBOMCTBAMI (OO IBI).

2. HeitporenHas uiyu HeBporeHHas 60/b 00yC/IOB/IeHa MOBPEXXAECHEM
CTPYKTYp nepudepudeckoil Ui IeHTPaabHO HEPBHOI CUCTEM, YIaCTBY-
IOIVX B NPOBE/IeHMM HOIUIENITUBHBIX cUTHamoB. OCHOBOII IaToreHesa
HelpOTeHHOIT 601N ABNIAeTCsA 06pasoBaHNe HEBPOM ¥ YYaCTKOB JleMUENIN-
HU3aLMM B HOBPEXJIEHHOM HepBe, ABAIIMXCA MCTOYHMKAMU IATOJIO-
TMYECKOTO 3/IeKTPOTeHe3a ¢ BO3HMKHOBEHMEM IIaTOIOTMYECKOl MeXaHO-
U XeMOUYYBCTBUTETBHOCTY U (HOPMUPOBaHMEM aBTOHOMHBIX aKTUBUPO-
BAaHHBIX y4YaCTKOB HOLMIENTUBHBIX CTPYKTYP B IL[@HTPa/JbHOI HEPBHOII
cucreme. K takoMy Tumy 60/mm OTHOCATCS MOCNEACTBUs TPAaBMBI HEPBOB
U HepPBHBIX CIIJIETeHMIA, CIaBIeHJe U IIpOopacTaHue HepBOB OIIyXOJblo, He-
BPUTHI, HeBpanruy, GaHTOMHO-OOTIEBON CMHAPOM, Talammudeckass OOmb
U IpyTUe MOpaXKeHNUs LeHTPATbHOI U HepudepriecKoil HEPBHBIX CUCTEM.
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B neyenum Taxoit 6011 HeOOXOAMMO HPUMEHATH IIperaparsl, MOfa-
B/IAIOLIYE TTATOJIOTMYECKYI0 aKTUBHOCTD IepudepudecKyx IMeiicMeKepoB
U arperaTos I'MIepBO36YAMMBIX HEIIPOHOB (AHTMKOHBY/IbCAHTBI, aHTUJIE-
IPeCCaHThl), MM O67I0Kafy Mepefadn 9TOi MHPOPMAIMM IIPOKCUMAaNbHee
MecTa ee BO3HMKHOBeHM (6710Kabl MECTHBIMU aHECTETUKAMMI).

ITo faHHBIM pas3NMYHBIX UCCIEOBAHNII HellporeHHas (HellpomaTnde-
cKas) 607b ABNAETCA ONHUM M3 Harboee YacThIX CITyTHMKOB NAI[MeHTOB
C OHKoOJIOrM4eckumu 3aboneBaHuAMU. OTCYTCTBUE yclleXa B JI€YeHUM
60NN CBA3aHO C NPUMEHEHNUEM TI'PYII IpPeraparoB, XOpouio paboralo-
H[MX NPV HOLMIIEITUBHON 6011, HO ManoaddeKTUBHBIX HPU HellpOreH-
Holl. Jlaleko He Bcerja HellporeHHas 60/Ib OBIBaeT CBsA3aHA C PasBUTUEM
OIIyXONM VI TIOSIBJIEHMEM MeTacTa3oB, a MOXKET ABIATLCA CIEfCTBMEM
HpefUIeCTBYIOMUX 3a00/IeBaHMIT MU COCTOAHMIT (POPMUPYIOMIUXCS Off-
HOBPEMEHHO C OHKOJIOTMYECKOII TaTonornell (CaxapHblil fuabeT, TPbIKM
MEeXXTIO3BOHKOBBIX IMCKOB, HEBPUTHI, TepreTndecKas MHGeKIuA U T.J.).
[Ins meveHus HelporeHHOI 60mM y B3pocabixX [10] MoXeT OBITH HpuUMe-
HEH JIOCTaTOYHO GOJIBIION CIIEeKTpP MpernapaToB, BKIIYAIONMINX CPeACTBa
HOflaB/IAONINe MATOIOTUYECKUIT 9MeKTPOTreHe3 — IMPOTUBOCYLOPOXKHBIE
npemnaparsl (Kapbamasennun, I'abanentus, [IperabannH) u mpenapaTsl Ho-
IaBsoniye 06paTHBIN 3aXBaT CEPOTOHMHA M HOPaJpeHa Ha B HEPBHBIX
OKOHYAHMAX, BINUAS Ha TOPMOXKEHIE TTepefjadil HOLMILEIITUBHOI NHOP-
Malum — aHTuAenpeccantsl (AMutpuntunny, Knomunpamus, Hoprpun-
TUINH). Y feTeil, HecMOTpPs Ha 3P eKTUBHOCTD Y B3POCIBIX, BLIOOP TaKMX
IpenapaToB OTPaHUYEH B CBA3M C OTCYTCTBMEM HeOOXOMMBIX KIMHIYe-
CKUX MCCTIeOBaHMIl. VI3 IPOTUBOCYJOPOKHBIX MTPENapaToB AJIA JIeYeHU
HeJpomaTnyeckoit 60y y JeTeil ¢ Bo3pacTa 1 TOL MOXXHO NIPUMEHSATD
Kap6amasennn. Ecnu pe6eHOK He B COCTOSHUMU IIPOITIOTUTH TabIETKY
Kap6aMasennHa IeIMKOM, €e MOXXHO PacTO/I0Yb U pa3MellaTh B HeOOb-
IIOM KOJIMYeCTBE BOJBL.

e HavanbHas fo3a jia geteit ot 1 roga o 5 net — 100-200 mr/cyT, 3aTeM
[03y MOCTENeHHO MOBLIIIAT Ha 100 MT B JieHb [0 JOCTV KEHUS OINTHU-
MajbHOro 3¢ dexra.

¢ HauanpHas fmo3a #ns fgeTeit oT 6 fo 10 net — 200 Mr/cyT, 3aTeM 103y 1O-
CTeIeHHO MOBBIIIAT Ha 100 MT B IeHb 10 JOCTU KEHSI O TUMaIbHOTO

apdexra.

e HauanbHas fo3a i feteit ot 11 o 15 net — 100-300 mr/cyT, 3aTeM 103y
MOCTEeINeHHO MOBbIIIaT Ha 100 MT B JIeHb [I0 OCTU KEHIS OIITUMAJIbHO-
ro apdexra.



e [loppmep>xmBaroniyie [O3bl: Ais geteit 1-5 met — 200-400 mr/cyT (B He-
CKOJIBKO ITpUeMoB), 6-10 et — 400-600 mr/cyT (B 2-3 mpuema); 11-15 net —
600-1000 mr/cyT (B 2-3 mpuema).

Us TPULIMKINLECKNUX aHTUAEITPECCAHTOB Y IIeTeI‘/‘I C IIeCTN JIe€T IIpuMe-
HAKT AMI/ITPI/IHTI/IJ’II/IHZ

e Jlna peteit 6-10 net B gose 10-15 Mr/cyT;
e Jlna pereit 11-16 net — 20-30 mr/cyT

Heo6xop1Mo IOMHUTH O JOCTATOYHOM KOJMYECTBE ITOOOYHBIX 3¢ dek-
TOB Y [lepeYMC/IEHHbIX IIPENAPATOB, C KOTOPBIMU HEOOXOMMO 03HAKOMUTh-
Csl Tlepe]; Ha3HAYeHMEM U OCYLIECTB/IATh HOCTIENYIOLINiT KOHTPOIb 32 UX
BO3MOXXHBIM Pa3BUTHEM BO BpeMsl IpueMa. AHTU/IEIPECCAHTDI He CIIeLyeT
Ha3HAYaTh BCEM IALMEHTaM C HEPONaTH4ecKoil 60/IbI0, a MCIONb30BaTh
B Ka4yecCTBe IOMOIHEHNUs IIPU HEeZOCTATOYHON 9(P(DEKTHBHOCTH TepaNUu
607y fpyruMu cpescTBamMu (AHTUKOHBY/IbCAHTAMIN).

IIpy pe3anCTEHTHOI HeIPOTEHHOIT 60U K IepedNCIeHHBIM BBIIIe IIpe-
mmapaTaM MOTYT OBITb HobGaB/IeHbl CcybaHecTeTMYecKye [O3bl KeTaMMHa
(0,1-0,2 MI/KT B 4ac), KJIOHUANH U perMoHapHble 67IOKafbl MECTHBIMU aHe-
cTeTuMKaMu. [[UTeNbHO CyIecTByoIas 60/mb M3-3a (HOPMUPYOLMUXCSI
[ICYXO3MOLIMOHATBHBIX HapYIIEHMIT TpeOyeT KOHCYIbTALMNU IICUXOTIOTa C
npyuMeHeHyeM GpapMaKoIOrndecKoit 1 HeapMaKoIOrM4eCKOl KOPPEKIIIL.

3. IlcuxoreHHas 60nb OOYC/IOB/IEHA IICMXOSMOIMOHATbHBIMU (aK-
TOpaMM M BO3HMKAeT BHE 3aBMCHMOCTM OT aKTMBAIUM HOLUIEITOPOB
UM TOBPEXJIeHMS PasIMYHBIX YYaCTKOB HEPBHON CHUCTEMBL. Bo3Mox-
HO TIOSBJICHNE HMUCXOMALIMX BIMSAHMII CUMIATUYeCKUX 3(depeHToB Ha
HOIMIIENITOPBI C TOCTeAyIoIell CeHCUTMU3ALMell Py MOMOIIM MeXaHMU3-
MOB HEIlPOTeHHOTO BOCHajleHMs. Bblbpoc u3 mepudepudeckux TepMu-
Hajlell HOIVIIENITOPOB OMONOIMYeCKM aKTMBHBIX CYOCTAHIIMII ITOBBIIIA-
eT UX BO30OYAMMOCTD, BbI3bIBasA (popMMpOBaHNE 30H TuIepanbresuu [1].
9Ta 60Ib MOXKET MOABJIATHCA B Pe3y/IbTaTe SMOLMOHAIBHON VTN MBbIIIey-
HOII IIeperpysKy, ObITh YaCTbI0 Opefia MV TaMIoUHALMY VI BOSHUKATD
Ha ¢oHe fmenpeccun. Tepamus Takoit 60mu TpebyeT y4acTus IICHXOJIOTa
UM IICUXMATPa.
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XapakTtep 6onu

Bonb 0603HaYa0T Pa3MIMYHBIMI XapaKTePUCTUKAMI, B psfie CTydaeB
MIO3BOIAOIIMMY 3aII0/I03PUTDb TOT M/IM MHOJ €€ IMaTOTeHeTNYeCKNI THUII.
HonurmentusHas 60m1b OOBIYHO HOIOIIAs, TAHYINAs, CBEP/AIIasg, CKPY-
uypBaromasa. YKamo6sl M03BONAET BHIABUTD HEVPOTEHHBIN TUI OOIH, A
KOTOPOJT O6YAYT XapaKTepHBI KaK crelydudeckue xamnobsl (60b: KO-
mas, CTpessNas, «<Kak yap TOKOM», CONPOBOX/AOIAsICs Ol yIIeHeM
JKXKEHU A, TTIOKaIBIBAHM A, OHEMEHM I MM 3y[ia, IpOBOLMpyeMas «Heboe-
BBIMI» PasipakUTENSAMM), TAK M CUMIITOMBI, BbISABJIsIEMbIe TIPY OCMOTpe
y4acTKa Tejla, 0OTMeYaeMOTO NMaI[MeHTOM KaK ICTOYHMK 6071 (OHVDKeH1e
YYBCTBUTE/IbHOCTY K IPUKOCHOBEHMIO, M3MEHEHME OLIYLIEHNs XO/Ioja
unmn temna). OZMH M3 KPAaTKUX OIPOCHUKOB, MO3BONAIIIUX BBIABUTD
Helfponatuyeckyio 601b, IpuBefieH B npunoxeruu 5. OrpaHudeHNe B [U-
ATHOCTMKe HeIpOIaTiiecKoit 60/mn y getelt MaajLie 6-7 1eT 00yCIOBIeHbI
HEBO3MO>XHOCTBIO IIPAaBMJIBHO ONNCATh CBOM OLIYLIEHNs, OJJHAKO 9TO He
UCKJIIOYAEeT €€ Ha/lnuue.

Jlokanusauusa 6onn

Bonp y marjmeHTa ¢ OHKOJIOTMYeCKIM 3a00/IeBaHMeM MOXET JTIOKaJI30-
BaTbCsI KaK B OJHOM MeCTe, TaK 1 ObITb TpeACTaBieHa HeCKONBbKIIMI 30HaMN
B OHOI VIV HECKONIbKUX Y4YacTKax Te/na. bo/ib B 9TUX 30HaX He BceTrfia Ofiu-
HAaKOBa I10 CBOeJ MHTEeHCUBHOCTY, XapaKTepy U Mpoucxoxaennoo. Otnnans
B KaUeCTBEHHOJI XapaKTepUCTUKM 60/ OyeT 3aBIUCeTb OT MaToreHes3a 60/1u
(HOLVMILIETITMBHBII, HETIPOTEHHBII MM CMEIIaHHbII TUII) KOHKPETHOII T0Ka-
nmusauyn. s ygob6ctBa 0603HaYeHNUs TOKanmu3anuu 60Iu U ee TUIA Bpa-
4y C/lefjyeT HaHEeCT) 30HBI 60/IE3SHEHHOCTHM Ha CXeMY Tena (npusnoxcerue 2).
Pasnu4HOI LITPUXOBKOI 9TUX YYaCTKOB 0003HAYAIOT TUII 60U B KOHKpPET-
HOM MecTe. Takas macroptusanus OO/Y MO3BOsAET HpPefCTaBUTh 3 dek-
TUBHOCTD IIPOBOAMMOTO JIeUeHN A IPY MHOTOKPATHOI! OIleHKe.

OmynraemMas 60/b He BCerfja COBIAZIAET C €€ MICTOYHMKOM, POpMUPYS
OTpaKeHHYI0 M/ IpoenyupyeMyo 601b. OTpajkeHHas 60/Ib OLIyIaeTcs Ha
HOBEPXHOCTY Te/la COOTBETCTBYIOIIEl CerMEHTY CIIMHHOTO MO3T'a, OTBeYalo-
Iero 3a MHHepBaIMI0 OPa)KeHHOTO BHYTPeHHero opraHa. Ilpoennpyemas
60/Tb BOBHUKAET B 30HE MHHEPBAIIUM OIIPe/le/IeHHOTO HepBa 1 00yCIOB/IeHa
pasfpakeHneM WIU IOBPeXJEHNeM HEepBHBIX CTPYKTYP OTBETCTBEHHBIX
3a IpOBeJeHVe HOLMIEITYBHON MH(OPMAIIVNL.



B psime cny4yaeB HazHaveHMe JIEKAPCTBEHHON Tepamuy yOupaer Win
yMeHbIIaeT 60/Ib He BesJie, YTO MOXET ObITh CBSI3aHO ¢ 0COOEHHOCTHIO Ia-
TOJIOTMYECKOro mpouecca (TurmoM 60/1u) B pasHBIX y4acTKaX M COOTBET-
CTBEHHO HEO[MHAKOBOIl aHAJIbIeTUYECKOl CIIOCOOHOCTBIO IIperaparos.
HasHaueHne JOIONMHUTENBHON TePAMM [TO3BOJISET MOBBICUTH 3 (eKTUB-
HOCTb 00€360/1MBaHMSL.

AunHamuka 6onu

OmrymieHne 6011 3aBUCUT OT MHOTOYMCTIEHHBIX ()aKTOPOB U JiaXKe IMpU
CHIVDKEHUM aKTUBHOCTM MICXO[JHOTO IIPOLIeCca, 3allyCTUBIIETO e, MOXKeT Ha-
pacTarhb B pesybTare, HallpMMep, SMOLMOHATbHbIX IepexyBaHuit. [Tpu c6o-
pe aHaMHe3a He0OXO[[IMO BBIACHUTD, KO/l ¥ KaK HauMHaIach 60D, C 4eM ee
CBA3BIBAeT MAllMEeHT, KaKue IIpelapaThl X B KAKUX [03aX IPUMEHANNCH I/
ee yMeHbIIeHV . [TosgBumack u aTa 607b BIepBbIe MM OLIYIaNach PaHbIIe.
Crnepyet onpefenuTb GpaKkTOpPbI, MPOBOLMPYIOLUe OO/, YCUIMBAIOLINE UIN
yMeHbIIAIOIIMe ee; BBIABUTD JaCTOTY BOSHMKHOBEHNA 3MM30[0B HapacTa-
HUS MHTEHCUBHOCTY 60/ («IIpOPBIBHO» 607N).

NPUHUUNbI IEYEHNA XPOHUYECKOIW BONU

JleyeHnue XpOHI/I‘IeCKOI/UI 601 AO/DKHO COOTBETCTBOBATDH CIIEAYIOMIVIM
OCHOBHbBIM ITpaBIJIAM:

1. JleueHne B COOTBETCTBUY C TUIIOM 60N (COMaTOre€HHAs1, HellPOTreHHas,
IICUXOTeHHas);

2. MynbpruMopanbHas Tepamnis: OCHOBHOI IIpemapaT + afbloBaHT(bl);
3. [IpuMeHeHe COOTBETCTBYIOLIET KO3bI (MUHMMAIBHO 3 deKTUBHAS T03a);

4. CBoeBpeMeHHOE M3MeHEeHe JO3bl MM 3aMeHa aHalbleTUKa NPy CHU-
YKEHWM WM OTCYTCTBUY 3P PEKTUBHOCTI;

5. IlocTOAHHBII IpKeM aHANIbIeTUKA;

6. Ecnu aHanmbretuk HeaddeKTUBEH, TO CleflyeT HasHAYaTh 6oJee CUIb-
HBIil TIpeIapaT, a He JpyToil aHaIoT 3TOTO K/Iacca;

7. MeTopuKa 0CTaBKM aHaAbreTUKA NOMKHA OBITh 6€360/1e3HEHHOI.
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MeTO,E[bI nedeHnsa 601 MOYKHO pa3fennTb Ha MEAMKAMEHTO3HbIE U HE-
MENUMKAMEHTO3HDbIC.

MeJII/IKaMeHTOSHI)IC:

e CucreMHOe IpMMeHeHMe IperapaToB
® MecTHOe IpMMeHeHe IIperapaToB
e PermoHapHas aHecTesNs

e Hepponus (IpuMeHSIOT pefiKo, IPU Pe3UCTEHTHOIL K IPYTOil Teparmn)

HeMeJII/IKaMeHTOSHI)IC:

o OusukaabHas Tepanms
L4 HOBeJIeH‘{eCKaH Tepanmsa
o KorHutusHas Tepanm;a

Y nereit U MOAPOCTKOB, KaK ¥ Y B3POCIBIX, CIef[yeT IPUMEHATb IO-
BeJleHYeCKY10, KOTHUTUBHYIO ¥ KOTHUTMBHO-IOBEAEHYECKYIO TEPAINIO.
B wactHOCTH, 06ydeHne paccnabneHnio, Guonorndeckasi obpaTHas CBs3b
U KOTHUTUBHbBIE METOABL. B Bospacre 0 7-8 jieT AeTy UMEIT OrpaHIYeH-
Hble BO3MOXXHOCTH, YTOOBI OBITH CAMOCTOATE/IBHBIMU I Y4acTBOBATb B
KOTHUTVBHBIX /M HOBeAEHYECKMX METOLMKAX TePAIINI U CAMOCTOSTE/Ib-
HO CIPaBUTBCS C IIOCTOSIHHOM OOJIBbI0 MM NPEJOTBPATUTD €€ IIMU30/BL.
Hamn6onpureit 3¢¢dekTHBHOCTBIO 06/IafiaeT coueTaHe HeCKOMbKIUX MeTO-
1oB nedeHusd [9].

CraHfapTOM IOAXO0Ja K MeJUKaMEHTO3HOMY METOJY JIeueHNs1 60Mmu, CBS-
3aHHOII C OHKOJIOTMYECKMM 3a60/IeBaHNeM, ABJISAETCS Ha3HaueHNe TIpenapa-
TOB B COOTBETCTBMMU CO CTEIIEHbI0 MHTEHCMBHOCTY OOJIM, COOTHECEHHOIT ¢
OJIHOIT U3 CTYTIeHell «JIeCTHUIIbI», pa3paboTaHHOI BceMmpHoIl opranusanu-
el 3ipaBooxpaHeHN B 1988 T. u jononHeHHOI B 1996 1. Cefyer MoHMMaTh,
4TO MAIVMeHT, MCIBITHIBAIONINIT UHTEHCUBHYIO OOTb Ha HauyaJbHOM ITalle
Pa3BUTHUSA OIYXONN, MOXKET CPasy MOTpe6OBaTh Ha3HAYEHII S IIPEIapaToB 3-ii
cryneHn. IIpu aToM OBICTPBIIT TepeXoy] Ha TepaInmuio CUIbHBIMA OIMOUIAMMA Y
pA/ia TaLIMeHTOB He AB/IAETCS OCHOBAHMEM JI/ISl TIOJTHOTO OTKAa3a OT IpMMeHe-
HIIS TIPENapaToB BTOPOIL CTYIeHM Y fieTell, Korja 9To 3¢ (deKTUBHO paboTaerT.

Jleuenue cnaboit 60omnu (1-51 cTynens):
HeommonpHple aHATbreTHKIU B COYETAHUM C A/ BIOBAHTAMIL



JleyeHye yMepeHHOII 60/ (2-51 CTYIIEHb):
Crabble ONMONABI B COYETAHNY C aIbIOBAHTAMI (B TOM YIC/Ie HEOIIMOUIHBI-
ML QaHa/IBI€TUKAMM).

JleueHue cunbHOIL 6011 (3-5 CTYIIEHB):
CusibHBI€E ONIMOUIBI B COYETAHNM C a[ibIOBaHTaMU (B TOM YMC/Ie HEOTIMOW/ -
HBIMI aHA/IbI€TUKAMMU).

V13 HeonMoONIHBIX AHATBIETUKOB Yy JleTell IPUMEHAI0T:
e Jl6ynpodeH B fo3e 5-10 MI/KT 4epes poT, Kax/jble 6-8 4acoB;

e AneramnHodeH 10-15 MI/KT Yepes3 pOT MM PEKTaNbHO C MHTEPBAIOM
4-6 qacos (He 6o1ee 60 MI/KT B CYTKM y feTeit 1o 2 eT u 90 MI/KT B CyT-
K1 V fieTell cTaplie 2 JieT);

¢ Keroponak BHyTpuBeHHO 0,25 MI/KT y meTeit 1o 2 et u 0,5 MI/KT y feTeit
cTapiie 2 JIeT C MHTePBAIoM 6-8 4acoB (J/IMTeNbHOCTD IIpMeMa He 6oree
5 mHein);

e Ilenexokcu6 1-2 MI/KT Yepes poOT y fieTell cTaplie 2 JIeT C MHTepBaIoM
12-24 gaca (e 6omee 100 mr).

CTIC,HYCT Y4YUTBIBATD, YTO CYLIECTBYIOT [JOIIOITHUTE/IDbHDBIE BO3PACTHDIE
OrpaHMYEHNA [O1A neTeﬁ[, CBsA3aHHbIE C PEKOMEHIAUMAMN KOHKPETHOIO
IIpON3BOAUTENA IIpEIIaparTa.

OnuonpgHple aHATbTeTUKY /151 00€300TMBaHNA AeTeil Ha 2-11 CTyIeHU

Y meteit mosa TpaMajoa BHYTPUMBIIIEYHO, BHYTPMBEHHO MM YePe3 pOT
10 1-2 MI/KT Ha 4-6 4acoB ¢ MAaKCMMAaJ/IbHOII CyTOYHOI 10301t 8 MI/KT. I[Tpu oT-
cyTcTBUM 3G GEKTUBHOCTU 3TOJ JO3BI TpaMagoIa HeoOXOAM MepeXof Ha
Tepanuio CUTbHBIMIU OIMOUTAMA.

Kom6uHauyst cnabbix OMMONOB C MaparieTaMoIOM ITO03BOJISIET JOOUTD-
cs1 6omee a¢pexTUBHOTrO 06€3600MMBAHILS TPV MEHBIINX F03aX HAPKOTHYe-
CKMX aHaJIBI€TIKOB.

[Tpy HasHaueHUM «CTAOBIX» OMMOMIHBIX AHAJIBTETUKOB CIEHyeT IIOM-
HUTb O HaIMYUY ¥ HUX «IIOTONOYHOTO 3¢ dexTar. HaunHas ¢ onpeneneH-
HOI1 («ITOTO/IOYHOII») 03BI, T060YHBIE 9 PeKTHI TAKMX MPENapaToB Pa3Bu-
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BAaIOTCs OBICTpee, YeM aHa/Ibresys. YBeIMueHNe JO3bI BbIIle MAKCUMaIbHO
PEKOMEH/IOBaHHOI /ISl TAKMX CPELCTB He OY/ieT COMPOBOXKAATLCS Cylile-
CTBeHHBIM HapacraHueM obesbonuBanus. Hamndme Gonm mpu KocTmxe-
HMJ MaKCVMMaJIbHO PEKOMEH/yeMOI1 fO3bI sIB/IsIeTCSI OCHOBAHMEM JJISI 3aMe-
HBI Ha IIpemnapar 6e3 «moTonouHoro addexra» (MOppuH, peHTaHUN U Ap.).

OnnouaHble aHATBIETUKM /1 00e300MMBaHNA HA 3-11 CTYyIIEHU

Y mereit fo3a MopduHa AJIA BHYTPMBEHHOTO MM MOJKOXXHOTO BBEJie-
HuA cocrapnseT 0,05-0,1 MI/KT, A1s IpueMa Yepes poT UIM PEeKTaTbHOTO
BBefeHus 0,15-0,3 mr/kr. VIHTepBan Mexy BBefieHuAMH 3-4 yaca. bomroc-
HOe BHYTPUBEHHOE BBEJIeHNE JIOJIKHO OCYLIECTBIATLCA MENJIEHHO U Pas-
BeJIEHHBIM B HECKOJIPKO Pa3 IIPENapaToM C I[e/IbI0 CHVMDKEHNA PUCKa OCTa-
HOBKU JIbIXaHMA.

B ycmoBusax cranmoHapa 3QpQeKTUBHON METONVMKON AJs [eTelt SABMs-
eTCsl MOCTOSIHHOe BHYTPMBEHHOE MUKPOCTPYIHOe BBefieHMe (eHTaHMa
C HavazbHOM 03011 1,0 MKI/KT B 9ac, mocie 6omoca 0,5 MKI/KT (BBOZUTD
pasBe[leHHBIM, MefI/IEHHO 13-3a PUCKa HApYLIEHV bIXaHMsI) U TOCTIeRYI0-
MM TUTPOBaHMe BO3bI 110 3 dexTy. MakcuMmanpHas f03a He OrpaHiYeHa
U OIIpefie/IsieTCss MHTEHCUBHOCTDIO 60/, Taxmdumakcueil 1 BbIpaXKeHHO-
CTBIO TO6OYHBIX 3¢ (eKTOB.

OpnHyM u3 Hanbonee yIoOHBIX CIIOCOO0B JOCTABKY MperapaTa y B3poc-
JIBIX ABJIAETCSA TpaHAepManbHble TepanesTudeckue cyucreMsl (TTC). Ipe-
UMYIeCTBa TAaKOTO CII0co6a mepes APYTUMY Iy TAMM BBEJIeHUA ABIACTCS:

1. JInuTenbHbINM MHTEPBA MEX/Iy CMEHOI CMCTeMBI — JIO 72 YacoB.
2. ObecmeunBaeTcs HOCTOSTHHASA I/Ia3MeHHas KOHIIEHTpAaIly Iperapara.

3. Bemenme mpemapata He 3aBucut ot cocrosHuA JKKT u He Tpebyer
MHDBEKIUN.

4. IlosBomseT AOCTUTATh aHAJIbIe3MNM IpPU TOUIHOTE, PBOTE MIM HEBO3-
MOXXHOCTU I''TOTaHUA.

B HacTOAIMIT MOMEHT AJIs1 B3pOC/IBIX B Poccuu JOCTYIHEL fjBa ITpemapa-
Ta ¢ Takoit popmoit foctaBku: GeHTaHUT U O6ynpeHopduH. bonbliune 1o3bl
npenaparoB B TTC 1 OTCyTCTBHUe paspellleHNs OTPAHUYMBAIOT BO3MOX-
HOCTb IIPYIMEHEHSI UX Y JeTell.



IIpn mepBOM MCIO/NBb30BAHMM TPAHCAEPMATbHON TepaleBTUYeCcKO
CHUCTeMBI ¢ GeHTaHUIOM 103y (pasMep IIACTBIPS) MOAOUPAIOT, ICXOM S 13
IpeflIecTBYIOIEro MCIO0/NIb30BAHNA ONMONIHBIX aHAIbT€TUKOB, CTeIIeHN
TONEPAHTHOCTH U COCTOSAHNA TallMeHTA.

Y B3pOC/IbIX MALMEHTOB, paHee He IPUHMMABIINX OIONIbI, B Ka4ecTBe
Hava/IbHOI [J03bl HA3HAYa0T HanMeHbIyio o3y TTC denranmia — 25 MKr/4.
[l mepexoma OT HEPOPaIbHBIX WM IapeHTEePaNbHbIX (GOPM OIMOUOB K
TTC ¢entannnta He06XOAMMO Ha OCHOBAHMM CIIELMANbHOI TabMNLbl (IIpy-
JIATAIOLIENiCs K IPernapary) mepecyuTarh IpeiueCTBYOLIYI0 CyTOYHYIO [0~
TPeGHOCTD OMMONA B 9KBMAHAIBIeTUYECKYIO 103y (PeHTaHMIA.

HauanpHas onjeHka MakcuManbHOro obesbonnsanigero apdexra TTC
(deHTaHNT He MOXKeT OBITh IIPOU3BEfleHa MeHee deM depes 24 yaca IOCIe
aNIUIMKALMM CUCTEMB, KaK y IAl[IeHTOB paHee He IPMHUMABIINX OMMONU-
JiBI, TaK 1 y HAI[MEHTOB C TOMEPAHTHOCTDIO K OMMOMAAM. DTOT IPOMEXYTOK
BpeMeHU 00YCIOB/IeH IIOCTEIIEHHBIM HOBbILIEHNEM KOHIeHTpalun (peHTa-
HIJIa B CBIBOPOTKe MOC/Ie anminKanyy mwiactsipsi ¢ TTC.

3amepieHHas papMaKOKMHETVKa (peHTaHNIa B COCTaBe TPaH/iepMabHO
TepaIeBTIYECKOIl CUCTeMbI CO3JaeT YCIOBUA JJIA COXpaHeHNUs 60 B Iiep-
BbI€ Yachl TIepexofia Ha 3TOT By, IIperapara Ipy OTMeHe IpeJIecTBYoLei
onyoupHolt Teparmuu. Iloka uper mopbop 03I, AAA MUHMMU3ALUM PUCKA
OIVIOUIHOJ aOCTUHEHINM, B IIepBble 16 YacoB TPaHC/IePMAIbHOI TepariuL,
HeoOXOIMO Ha3HAUUTDb ONMMATHBIN aHATBTEeTUK OBICTPOTO JeICTBIUSA KasKble
3-4 vaca. JIosa TaKoro aHajIbreTHKa JJOJDKHA ObITh 9KBUBaeHTHa 10-15% cy-
TOYHOI! J03bI OIIMIOUJIOB, KOTOPbIE GONTBHOII ITOTyYas IO Havasia Tepanuu (eH-
TaHWIOM. VIHorma Ha oHe OTCYTCTBUA MM CNaboit 60N B TEUEHUM CYTOK
BO3HIVKAeT OfIVIH W/IY HeCKO/IbKO SIM30/I0B ycuaeHus 6omu. Takue snu3ombl
HAa3bIBAIOT TPOPBIBHOI 6071bI0. [I71s1 IeueH st TPOPBIBHOI 60N MOXKET IOTpe-
6oBaTbCcsA BBeieHME OBICTPOJEIICTBYIOIIETO IIpenapara, 0oObIYHO MOpQUHa.
Ecnu nanyenTy Tpebyercs 6onee, 4eM ABa IpyeMa aHa/ITeTUKOB IJIsI KYINPO-
BaHMA IPOPLIBHOI 6071 3a 24 yaca aleKBaTHOTO 00e300/IMBaHMS, TO CTIEAYeT
YBEIMYNTD O3y TPAHCAEPMaNTbHOTO (peHTaHNIA.

O6parniaem BHMMaHe, YTO TAKOI MOIHBLIT aHAIbIeTUK, KaK Oy IIpeHop-
¢uH, obnagaeT HOTOMOYHBIM 3¢ HEKTOM U PHU KOCTIDKEHUH HO3bI 1,2-1,6
MT €ro C/IeflyeT 3aMEeHNTh Ha CU/IbHBII OIIMON,.

HPI/I AINTEIPHOM IIPMMEHEHNNM OINMATOB K HUM Ppa3BUBAECTCA TOJIE-
PaHTHOCTD. Knuanvyeckn ato IIPpOABIACTCA TEM, YTO [ONA OOCTVIKEHUA
AHAJIOTUYHOTO YPOBHA 00e3001MBaHNA C TeYeHUEM BpeMEHN Tpe6yeTc;1
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YBEIMYNBATDb [O3Y aHaJIbreTNKa. IlosiBmeHue TOJIEPAHTHOCTM HE [OIKHO
OrpaHMNYMBaTb IPUMEHEHNE ONMATOB [AJId JI€YECHUA COMAaTOTeHHOI OO,
C YBEIMYEHNMEM JO3bI OIliaTa HapacTa€T BbIPAXKEHHOCTb HEKOTOPDIX mo604-
HBbIX 3(1)(:1)6KTOB. CaMBbIM OTIACHBIM SIB/ISETCS YIHETEHME IbIXaHNA, a OJHUM
13 Hanbomee HENPUATHBIX OJ1A TAllI€HTA — IIOABICHNE 3y la VIV 3aI10pa. He-
BO3MOJXHOCTD PEry/IApHOro OIOPOXHEHNA KUIIEYHNMKA MHOTAA HaCTOIbKO
MY4YUTE/NbHA, 9YTO MOXXET CTATh HpI/I‘II/IHOI/UI IIpEeKpall€HNA ITpMieMa ITperapara.

CymecTByeT CIoco6HOCTb ommouzoB (opMmupoBaTbh GpU3NIECKYI0
U ICUXMYECKYI0 3aBUCUMOCTDb. P13yyeckas HapKOTHUYecKas 3aBUCHMOCTD
oIpefie/isAeTCs TeM, YTO OPraHM3M IPUBBIKAET K IpeNapaTy 1 [ijiA IoAep-
KaHMsA ero QyHKINIT TpeOyIoTCA MOBTOPHBIe BBeleHMA. IIpu peskoit oT-
MeHe ONMON/ia VIV Ha3HAYeHN Y aHTaTOHVCTA PasBUBaeTCs aOCTUHEHTHBII
cunppom. OOBIYHO U3MYecKas 3aBUCUMOCTb Pa3BUBaeTCs depes 3-4 He-
fleny OT Hayasla IpyeMa.

Ilcuxmyeckas 3aBUCHMOCTb XapaKTepusyeTcs 4Ype3MepHON TATOI,
CTPACTbBIO K IIperapary u3-3a 0coboro AeiicTBUA Ha ICUXUKy. OHKOIOTHU-
JecK1il 60MbHOI HY)X/JaeTcsl B HAPKOTMYECKOM aHaIbreTHKe He 13-3a Jieil-
CTBUsA Ha IICUXMKY, a U3-3a aHANIbreTH4eckoro apdexra. B aToM 3akmroda-
eTcsA KOpeHHOe OT/IN4YMe MeX/[y HApPKOMAaHOM U TaI[MeHTOM, CTPalaloliuM
ot 6om. TorepaHTHOCTD K Ipemnapary 1 gpuandeckas 3aBUCUMOCTD OT HETO
He JO/DKHBI OTPaHNYMBATD Bpaya B 9 (HeKTVBHOM IPUMEHEHIMN OIIVOUIOB
Ipu fedeHuy 60, Tpebyolell IPUMEHEHN 3TOJ TPYIIIIBI TPEHapaToB.

CoBpeMeHHDINI TTOAXOJ K JIeYeHNI0 60U 3aK/II0YaeTcss B Ha3HaYeHNUN
OJIHOTO VIJIY HECKOJIBKMX OCHOBHBIX CPEJICTB JI/Is1 TedeHNs 60N C OTHOBpe-
MEHHBIM COYeTaHMeM UX C albIOBAHTHBIMM CPeICTBAMMI — JOIOIH A0 MM
IperapaTaMy WU MEeTOMKAMM, 06ecTieMBaIoNIMM CIIenduieckoe ycu-
neHye Tepanuu. Bei6op afbroBaHTOB 6a3MCHOI Tepanuy 60V 3aBUCHUT OT
COIYTCTBYIOIeiT 6O/M MM HOIeP>KMBAIOIINX ee IpoIieccoB. Cpeu TaKUX
IpeIapaToB MOTYT OBITh TeKaPCTBEHHBIE CPEICTBA PA3IMYHBIX IPYIIIL:

AHTVKOHBY/IbCAHTBI;

anb¢a-2-apeHOMIMETUKIA;

6noxatopel N-MeTun-D-acrmaparnHoBoit KMCIOTBI;
AHTUJETIPECCAHTBI;

IleHTpaJIbHble MbIIIIeYHbIe pe/TaKCAHTHI;
KOPTUKOCTEPOUTIBI;

MeCTHbBIe AaHEeCTeTHKI;

MHTUOMTOPBI OCTEOKIIACTOB;
pagudapMIIpenaparsl 1 ap.



[Ipy mpaBUIBHOM HOAOOpe MPOTHBOOONEBO TEpALNM YAAETCS [O-
cTdb 3¢ dexTa B 6ONDBLIEN YaCTU CIydaes, He mpuberas K MHBa3UBHBIM
MeTopuKaM. TeM He MeHee, MHBa3MBHBbIE METORMKM MOTYT OKa3aThCs
e[HCTBEHHO BO3MOXXHBIMU JIJISI CO3faHMsI OO/IerdyeHus TeM MaleHTaM,
Y KOTOPBIX He YAA/IOCh JOOUTHCS 00e300MMBaHMS APYTUMIM CIIOCOOAMI.
Ilepen mprMeHeHMeM WHBA3MBHOIN IIPOLEAYpPbI edeHust 60Mu Ciepyer
COOTHECTH NMOTEHIVATbHYIO [O/Ib3Y OT 9TOI METOJUKI U PUCK OCTOXHe-
Huit ¥ mo604HbIX 9 PekToB. K TakuM MeTOAMKAM MOTYT OBITH OTHECEHBI
HpOJJIeHHbIe 6I0Ka/IbI ITepudepuIecKuX HePBOB I CIIETeHM I MECTHBIMU
aHeCTeTMKaMM, MHTepIUIeBpa/IbHAS VI Sy pajibHast aHecTe3nn. Jlnin-
TENIbHOTO 00e300/1MBaHNS YAAeTCsl [OCTUYD [IPUMEHEHVEM 3eKTPOCTH-
MYJIALUY CIMHHOTO MO3ra, BepTeOpOIIACTUKON MpU paspyLIeHNN Ter
[O3BOHKOB, pajuoTepamniueil. Bpad [OMKeH CTPeMMUTbCSI MaKCUMAaIbHO
YMEHBUINTD CTpajaHue oT 60y, BaxkHOII cocTaBisomiell TedeHus 60mn
ABJsieTcs 0becriedeHye JO/DKHOTO YXOfia U IICUXOMTOTMIeCKOI MO AeP>KKI
CO CTOpOHBI OKpyXXaouux. OfHAKO ClefyeT IIOMHUTD, YTO IpUMeHeHe
BCETr0 apceHaja COBPeMEHHBIX METORUK 00e300NMMBaHMs He IIO3BOJSET
OpYU psijfie COCTOSHUII IOTHOCTBIO MCKITIOUNTD OLIylieHMe 6omu, a Jaer
TOJIBKO HEKOTOPBII YPOBEHD 0O/IerdeH s,

PedapaKTepHaﬂ 6071b B KOHIE€ )KU3HU U IICUXO3MOLMMOHA/IbHbIC USMEHE-
HIA MOTYT HOTpe6OBaTb Ha onIpefeIEHHOM 3Talle HE TOJTbKO MOILTHOI'O 00e3-
6OJ'II/IBaHI/IH, HO M cefanum IanneHTa, KoTopasa MOXET ObITH AOCTUTHYTA CO-
BpEMEHHBIMN ITMITHOTUKAMMU.
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BOMPOCHI AJ1dA CAMOKOHTPOJIA

BbI6epI/ITe OZIVTH MJIV1 HECKO/IPKO ITPaBMIbHBIX OTBETOB.

Y manyueHTOB C OHKOIOTMYECKUM 3a00IeBaHeEM MOXKET
Pa3BMBaTLCA:

A. HonuenTuBHAg 60/1b

B. HeitporeHnHas 60mb

B. ncuxorennas

I. Bce TunbI 601K

[l71s1 HeltpomaTyecKoit 60N XapaKTepHBI:
A. How1asa 6011b

b. sxanamas 6on1b

B. tanymas

I. mpocTpernsl IO XORY HEPBOB

IToTonouHbIM 3 PeKTOM 06/1aIAI0T CIIeAYIONIVe MPeapaThl
A. mopoun

B. pentanmn

B. rpamagon

I'. komenn

[Tpenapatamu BbI6Opa [Py HEMPOIIATIMIECKON OON ABIAIOTCS:
A. mopoun

b. rabanenTun

B. nperabanuu

I'. komenn

TpancaepManbHble GOPMBI BBEIEHU OIMONIOB:

A. He ¥ICTIO/IB3YIOT y TTALIMEHTOB C TOIIHOTON

b. paspelieHsl y OHKOIOTMYECKMX IAIIMIEHTOB

B. BbISBIBAIOT OOJIbIIICE TPYUBBIKAHNE V1 3aBUCHMOCTD
I. HaxomATCA B CBOOONHOI poaske 6e3 perenTa

Bepnbie otsetni: 1 - I;2 - B,I533 - B,I54 - b,B; 5 - b.



lMpunoxeHue 1

LUKAJIA HADS

Tpesora

Henpeccus

S VICIIBITBIBAIO HAIIPSJKEHUE,
MHE HE ITO CEBE

O 3 - Bce Bpems

O 2 -wyacro

O 1 - Bpems OT BpeMeHM, MHOTja
O 0 - coBceM He UCTIBITHIBAIO

TO, YTO IIPMHOCWJIO MHE BOJIBIIIOE Y]IO-
BOJIbCTBUE, I CEMTYAC BBI3BIBAET Y MEHA
TAKOE JKE YYBCTBO

0O 0 - onpefeneHHO, 3TO TaK

O 1 - HaBepHOE, 3TO TaK

[ 2 - nuIIb B OY€HDb MAJION CTEIeHN

9TO TaK

[ 3 -93TO coBCeM He TaK

S VICIIBITBIBAIO CTPAX, KAJKETCA,
BYJTO YTO-TO Y KACHOE MOXKET
BOT-BOT CIYYUTHCA

O 3 - ompefie/IeHHO, 3TO TaK, I CTPaX OYeHb
BEJINK

O 2 - #a, 3TO TaK, HO CTpaxX He OYEeHb BEJINK
O 1 - uHOIMIA, HO 3TO MeHsI He 6eCITOKOUT

0 0 - coBceM He UCITBITHIBAIO

S VICIIBITBIBAXO BOOPOCTD

0 3 - coBceM He MCIIBITBIBAIO
0 2 - ouenp penxo

O 1 - uHoOrMa

0 0 - mpaKTM4ecKy Bce BpeMms

BECIIOKOJIHBIE MBICTIV KPYTATCA Y MEHS
B TOJIOBE

(0 3 - TOCTOSAHHO

0 2 - 60/1bLIYIO YaCTh BpeMEHU

0 1 - BpeMsA OT BpeMeH! U He TaK 4acTo

0 0 - TonbKO MHOTHA

S1 CIIOCOBEH PACCMEATHCS V1 YBUIETH
B TOM MJ/I1 UTHOM COBBITUY CMEIITHOE
00 - onpefeneHHo, 3TO TaK

0O 1 - HaBepHOE, 3TO TaK

[0 2 - nuuIb B O4eHb MaJIoi CTENeHN
3TO TaK

0 3 - coBceM He cITocobeH

S VICIIBITBIBAIO HEYCUTUYMBOCTbD, MHE I1O-
CTOSAHHO HY>XHO JIBUTATbCA

O 3 - onpesieNneHHO, 3TO TaK

O 2 - HaBepHOE, 3TO TaK

O 1 - muIIb B HEKOTOPOJ CTENEHN
3TO TaK

0 0 - coBceM He MCIBITHIBAIO

MHE KAJKETCS, YTO 5 CTAJI BCE JEJTATDH
OYEHDb MEJJJIEHHO

0 3 - mpaKTHYecKy Bce BpeMs
2 - gacto

O 1 - uHoOrMa

[0 - coBceM HeT
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Tpesora

Henpeccus

VY MEHA BBIBAET BHE3AITHOE YYBCTBO
ITAHVIKUA

O 3 - oueHb 4acTo

O 2 - BOBONBHO 9aCTO
O 1 - He TaK Yy 4acTo
0O 0 - coBceM He OGbIBaeT

51 HE CJIEXKY 3A CBOEV BHEIITHOCTBIO

0 3 - onpefeneHHO, 3TO TaK

0 2 - 4 He yZieNA10 3TOMY CTONIbKO BpeMe-
HI, CKOJIBKO HY>KHO

0 1 - MOXeT OBITb, 5 CTA/l MEHBIIIE YAENATD
3TOMY BpeMeHI

00 - 4 cnexy 3a co6011 Tak xe,

KaK 1 pPaHbllle

S VICIIBITBIBAIO BHYTPEHHEE HATIPSJKEHUE
NIN JPOXKb

0 0 - coBceM He UCITBITHIBAIO
O 1 - naorga

0 2 - gacrto

[0 3 - o4eHb YacTo

S CHUTAIO, YTO MOM JEJTA (3AHATHA, YBJIE-
YEHNMA) MOT'YT IPMHECTU MHE YYBCTBO
YIOBIETBOPEHIA

0 0 - TOYHO TaK XK€, KaK 1 0OBIYHO

1 - ma, HO He B TOVI CTENEHN,

KaK paHbllle

0 2 - 3HaYUTETbHO MEHbIIIE, YeM 0OBIYHO
[J 3 - coBceM Tak He CYUTAIO

SI TETKO MOTI'Y CECTb M1 PACCITABUTBCS

O 0 - ompesienneHHO, 3TO TaK
O 1 - HaBepHOE, 3TO TaK

O 2 - nuub U3pesiKa 3TO TaK
O 3 - coBceM He MOTy

s MOT'Y TIOJTY YU Tb YJOBOIbCTBUE OT XOPO-
LIEVI KHUTH, PATVIO VIV TEJIEIIPOTPAMMBI
00 - yacro

O 1 - uHOTMA

0 2 - penxo

0 3 - oueHb penKo
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lpunoxeHue 2

CXEMA TEJIA ANAd OBO3HAYEHUA NOKANTU3ALAN BONA

Mucrpykuums: O6BeguTe MM 3alITPUXYIITe MeCTa TOKaIn3anum OO,
Ecnu 6071b MMeeT pasHYI0 MHTEHCHBHOCTD /1 BbI3bIBaeT PasHbIe OLIYILEHA
(HOIOIIA I, KOTIOIAST, CTPETIAIONIAs M Ip.) CAe/IaliTe pasHble OTMETKY Ha CXe-
Me U ONIMIINTE KaXK/yI0 30HY OTHE/TbHO.
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lpunoxeHue 3

LUKAJIA OLEEHKW BOJIN Y AETEWU MNAALLE 3 JIET (CHIPPS)

Children’s and Infants’ Postoperative Pain Scale
[Buttner W., Finke W., 2000]

ITokasarenpb Omnucanne banner
Her 0
ITnau Tuxwit nnay 1
I'pomkuit mnay 2
CrioxoitHOe /1 yIbIOKa 0
Bripaxenne nmuia T'pumaca ry6 1
I'pumaca ry6 u rnas 2
CrniokortHoe 0
TTonoxxenne temna BbIHY)KJIeHHOe 1
Hanpsxennoe 2
TTono>KeHne HYKHMX Heitrpanphoe 0
KOHEYHOCTeil Cy4uT HOXXKaM1 1
HampsxenHoe 2
O6bruHas 0
JByraTenbHas aKTUBHOCTD VMepeHHOE 6CIIOKOCTBO 1
BoipaskeHHOE 6€CIIOKOIICTBO 2

Oumenka 60y o cymme 6asmos:
0 - 60mu HeT

3-5 6an10B — yMepeHHast 6071b
6-10 6an10B — MHTEHCUBHAs OO




MpunoxeHue 4

LUKAJIA OLEHKWN BOJIU CPOT (CRITICAL-CARE PAIN

TToxasarenp Omnmncanne bannet
HeT Hanps>keHMA MBI 0
Boipakenne nmuija | Mopinrcs, HaxMypuBaeT OpoBu 1
[TepeuncneHHOe + BEeKM IJIOTHO CXKATbI 2
He nBuraercs (He 06513aTenbHO OTCYTCTBME 6OMIN) 0
MenieHHbIe, OCTOPOXKHBIE IBVDKEHN S, OTIa)KMBaHUE
I BroKeHMs Tena 60JIPHOTO MeCTa 1
BbiTankuBaHue TpyOOK, HOMIBITKA CECTD, HeBbIIOMTHEHIE
KOMaHJ, arpeccns 2
HeT conpoTuB/ieHNs MacCUBHBIM IBVDKEHUAM 0
Hanpsxenne ConpoTuBIeHNe TACCUBHBIM ABVDKEHNUAM 1
MBIIIII]
CunpHOE CONPOTHBIIEHNE, HEBO3MOXXHOCTD
3aKOHYUTD JIBVOKEHIE 2
TpeBoru He aKTUBUPYIOTCA 0
Conpotusnenne | TpeBoru ocTaHaBIMBAIOTCI CAMOCTOSTEIBHO 1
BEHTUIATOPY ACMHXPOHHOCTb, TPEBOTY IIOCTOSIHHO aKTUBUPYIOTCSA 2

M BOKanmsagusAa

Momant unu pasroapusaer 0661910 (0)
ctoubl, B3goxu (1)
Kpuku, perganus (2)

Ouenka 601 o cymme 6ajios:
0 - 6oy ckopee Bcero HeT

3-5 6an10B — yMepeHHast 6071b
6-8 6anIoB — MHTEHCUBHAs OONDb
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lpunoxeHue 5

Omnpocunk DN4 1151 BeIsIBIeHNsI HeliporaTudeckoit 6omnnu [8]

COBECEAOBAHUE C MALIMEHTOM

COOTBCTCTByeT n 60]'Ib, KOTOPYIO UCHIBITbIBAET IMalIVIEHT, OJHOMY
MIN HECKOJ/IPKUIM U3 C/IEAYIOIMINX OHpe,[[eHEHI/Iﬁl?

Ia Her
1. Omyjenne X KXeHn T
2. bonesnennoe omymenne xonoga
3. OmymeHne Kak OT y/jlapa TOKOM

COHpOBO)KJIaCTCH i 60/1b OOHVIM MJINT HECKOJIbKMMMI U3 CIE€NYIOINX
CUMIITOMOB B 06/1aCcTHI ee Hoxannsaumm?

Ia Her
4. IommwmpIBaHMEM, OLTYIIEHNEM MTOTI3aHUA MypalleK
5. [TokanpiBaHUEM
6. OHemeHMEM
7. 3ynom
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OCMOTP NALUMEHTA

JlokanusoBaHa 1y 60/b B TOI JKe 06HaCTI/I, TA€ OCMOTP BBIABIAET OAVIH
nnu 06a CIeAyIomnx CMMIITOMA:

Ia Her
8. [ToHMXeHHaA IyBCTBUTENBHOCTD K TPUKOCHOBEHNUIO
9. IToHM>XeHHas YyBCTBUTETBHOCTD K ITOKa/IbIBAHIIO
MO>KHO 71u BBI3BATb WM YCUTUTD 6OTIb B 00/1aCTH ee TOKaau3aum?
Ila Her

10. ITpoBeps B 3TOI 06/1aCTU KUCTOYKOIT

ITpu orBete «[Ja» Ha 4 1 60JIee BOIPOCOB, IMATHO3
«HelfpomaTideckas 60/b» BeposiTeH B 86% cnydaesn
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