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KJIWHUYECKUE PEKOMEHJIAIIMA IO OKA3AHUIO MEJIUIIMHCKOM
noMouIu AETAM C MYKOITOJIMCAXAPU/10O30M |1 TUITIA

JlaHHble KJIMHUYECKHE PEeKOMEHJAUMH MNOATOTOBJEHbI NPodeccuoHAIbLHOM
acconuaumei nerckux Bpadeid Corsom nmeauatpoB Poccum B 2013r., akTyaau3supoBaHbI,
corsjiacoBanbl B HiOHe 2014r. ¢ rJIaBHBIM BHEIITATHBIM CHENHMAJTHCTOM MO MeIMLIMHCKOM
reneruke Mun3apaBa Poccun a.m.H. Kynesoim C.U. YTBep:knenst Ha XVIII Konrpecce
neauatTpoB Poccun «AKTyajabHbie NpodJaemMbl neguatpun» 14 gespans 2015r.

CocraB pabGoueii rpynnbi: akaa. PAH bapanos A.A., wi.-kopp. PAH Hama3zoBa-
Bapanosa JI.C., 1.M.H. Kynes C.U., npo¢., 1.Mm.H. Ky3enkoBa JI.M., k.M.H. I'eBopksin A.K.,
k.M.H. Bammakmanse H./l., k.0.H. CaBocTbsinoB K.B., k.0.H. [lymkoB A.A., n.M.H. 3axapoBa
E.10., k.M.H. [loakaerHoBa T.B., k.M.H. BumnneBa E.A.

ABTOpPbI  NMOATBEP:KAAIOT OTCYTCTBHE (PMHAHCOBOW  MOAAEPKKH/KOH(PIUKTA
HHTEpPeCcoB, KOTOPbIA HE0OX0AUMO 0OHAPOA0BATD.

MYKOIIOJINCAXAPUO3bI

I[aHHBIfI IMPOTOKOJI MO AWUATrHOCTUKE W TEpAIlMU MYKOIIOJINCAXapUA030B Y I[eTeﬁ CO3JaH Ha
OCHOBaHHMH cucTeMaruieckoro ob3opa smreparypsl 1992-2013 rr. Medline (Pubmed version),
Embase (Dialog version) u Cochrane Library databases, c¢ wucnoiap3oBaHHeM CO3MaHHBIX
nporokosioB (Mucopolysaccharidosis type Il: European recommendations for the diagnosis and
multidisciplinary management of a rare disease. Scarpa M, Almassy Z, Beck M; Guidelines for
the treatment of Mucopolysaccharidosis Type Il (MPS 11) disease through the Life Saving Drugs
Program McGill J, Goldblatt J et all.).

MyKonoanaxapHJ:[03H OTHOCATCA K PCAKUM HACJICACTBCHHBIM 3360J’IeBaHI/I$IM, YTO HCKJIIKOYACT
BO3MOJXHOCTb IMPOBCACHUA OO0JIBIINX KOTOPTHBIX U PAaHAOMHU3SUPOBAHHBIX KOHTPOJIUPOBAHHBIX
I/ICCJ'IGI[OBaHI/Iﬁ U IJId CO3aaHusA IMPOTOKOJOB AWATrHOCTUKH W TEpalru HCIIOJIB3YIOTCA JIUMIIb
TEMATUYCCKUC UCCIICAOBAHUA DKCIICPTOB, 0Hy6JII/IKOBaHHBIe B IMOCJICAHUEC ABa JCCATUIICTUA.

OIIPEJAEJIEHUE

Mykononucaxapuno3slt (MIIC) - rpynma HacienCcTBEHHBIX Oomne3Hell oOMeEHa BeIecTsB,
CBSI3aHHBIX C HapylleHueM Metadonmmn3Ma rimko3amMuHormkanoB (I'AlY), mpuBomsiee
MOpaXeHUI0 OpraHoB M TKaHed. OOyCIOBIEHBI JaHHbIE 3a00JIeBaHHUS MYTalUSIMU TEHOB,
KOHTPOJIMPYIOIIUX MPOIECC BHYTPUINZOCOMHOTO THAPOIIN3a MAKPOMOJIEKYJI.

Kox MKB-10
E 76.0 - Mykomosimcaxapuao3 1 Tuma

E 76.1 - Mykononucaxapuio3 2 THIa
E 76.2 - J[Ipyrue MyKoIoJmcaxapu103sl

SIUIAEMHUOJIO0TUA

Bcerpeuaercs ¢ nonynsiuronnoi yactoroit 1:40 000 - 1:100 000 HOBOPOXKI€HHBIX.
MPO®UIIAKTUKA

[MpodpwmiakTika MyKOMOIHCAXapUI030B - TpeHaTalbHas JAMAarHOCTHKA, OCHOBAaHHAs Ha

HETOCPEICTBEHHOM OTIpeieieHnH 1euiuTa pepMeHTa B aMHUOTHYECKUX KIIETKaXx.



CKPUHUHI'
B Hacrosiee BpeMs CKpPUHHMHI CpPEAM HOBOPOXKICHHBIX WM APYIMX BO3PACTHBIX TPYIII HE
IIPOBOJUTCH.

KIJACCUDPUKALIUA
B cootBercTBUM ¢ AedUIMTOM / OTCYTCTBHEM METaOOIUYECKUX JTM30COMAIBHBIX (DepMEeHTaM U
COOTBETCTBYIOIUIMM T'€HHBIM Je(eKTaM M TSKECTH KIMHHYECKOH CHMITOMATHKH BBIICISIOT
CJICAYIOIINE THITHI MYKOTIOJIMCAXaPHI030B:
Tabnuna 1.
Knaccudukanms (Homenkinarypa) MIIC.

MIIC | Tun Cunzapom I'en depmeHTHBIH nedekT Xpomo- OMIM
COMHas
JIOKaJIH-
3a1us
MIIC T H T'ypnep IDUA Hedrmut ansda-L-ungyporunasser | 4pl6.3 607014
|
MIIC I I'ypnep-1leiie 607015
H/S
MIICIS Hleiie 607016
1 MIIC I XanTepa IDS JedunuT unm oTcyTCTBHE Xq28 309900
UypoHaT-2-cyib(arasbl
Jedunur nim orcyTcTBHe
cynbhouaypoHaT cyiabdaTasbl
1 MIIC [IA | Candununmno 252900
SGSH Jedurur renapan-N-cynsgaraser | 17025.3
MIIC IIIB NAGLU | Jedwurur N-anetun-o-D- 17921.2 252920
TJIFOKO3aMHHHU/1a3bl
Hedunut N-amerun-o-
TJIFOKO3aMHHHU/1a3bl
MIIC IIIC HGSNAT | Jlebunur renapas-o- 8pl1.21 252930
rimroxo3amMunng N-
aleTHITpaHcQepassl
MIIC IIID GNS Hedrmut N-anernnrimrokozamus- | 12914 252940
6- cynbdaraszsr
v MIIC IVA GALNS Jedunut ramakrozaMuH-6- 16q24/3 | 253000
Mopxkuo cynbhaTasbl
MIIC IVB GLB1 Jeduuut B-ramakro3umazsl 3p21.33 253010
Vi MIIC VI Mapoto-Jlamu ARSB Hedumut N- 5014.1 253200
areTWIraJIakTO3aMHUH-4-
cyab(arasbl
VII MIIC VII Crnas GUSB Jedunut B-riaroKypoHuaa3sl 7021.11 253220
IX MIIC IX Henocrarounocts | HYALL JleduuT ruanypoHuIa3sl 3p21.31 601492
THATypOHUJIA3bI

MYKOINOJUCAXAPUJIO3 1l TUIIA (MIIC 11, OMIM - 309900)

CuHoHUMBL: CuHZIpOM XaHTepa, Cunapom ['yHTepa.

Kox MKB10
E 76.1 - Mykononucaxapuno3 |l tuna

OITPEJAEJIEHUE

HaciencTBenHas mmu30coMHAsE 0OJIe3Hb HAKOIUICHHUS, C X-CICTUICHHBIM PEIICCCHBHBIM THIIOM
HaCJICIOBaHMS, KOTOPasi XapaKTePU3yeTCsl CHUKCHUEM aKTHBHOCTH JIM30COMAIBHOTO (pepMeHTa
unypoHar-2-cynbdatasbl (I12S), BerBanHbIM MyTammer B reHe IDS. Jlepunur depmenta
OPUBOAUT K aKKyMyJaUuu rinko3amuHorinkaHoB (I'AlY) B nm3ocomax, mpeuMyIeCTBEHHO

4



¢bpakuuii  remapaH- W JAepMaTaHCYlIb(PAaTOB U TMPOSABISAETCS  IPOTPECCUPYIOIIUMHU
IICUXOHEBPOJOTMYECKUMY HAPYLICHUSAMH, IOPA)KEHUEM MapeHXUMaTO3HBIX OpraHoB
rernaToCIUICHOMETaNINEH, CepAeyHO-IErOYHBIMHI PAaCCTPONCTBAMHU, KOCTHBIMU J1e(hOpMAaIHSIMH.

SIIUAEMHUOJIOI U
MIIC Il Tuna BcTpewaercs ¢ nmonyssiuonHoi yactoror 1:140 000 - 1:156 000.

ITHOJIOI'us

B ocHoBe Oone3Hu JNEXKUT ACHUIUT WIM OTCYTCTBHE (epMeHTa HIypoHAT-2-Cyib(harassl
(iduronate-2-sulfatase (12S).

['en uayponar-2-cynbdarasbl KapTUPOBAaH HA UIMHHOM IUIeYe X-XpPOMOCOMBI, B XpOMOCOMHOM
obmactu X(027.1-028. Tun HacnenoBaHus 00JE€3HU XaHTEpa - PEIECCUBHBIN, CLEIUICHHBIN ¢ X-
xpomocomoil. bosesHpro XaHTepa CTpajarOT, Kak IPaBWIO, TOJbKO MAJIbUUKU, OJHAKO K
HACTOAIIEMY MOMEHTY OMHCAHO 5 ciiyyaeB 3a00JieBaHUs Y JAEBOYEK IE€TEPO3UTOT, CBA3AHHBIX C
WHAKTUBallMEeHd BTOPOW, HOPMAJbHOM, X-XpOMOCOMBI WU H3-32 CTPYKTYPHBIX H3MEHEHUU
XpoMocoMbl. OnHcaH OAMH Cay4ail y TOMO3UTOTHON AEBOYKU, UMEIOIICH TOUCYHbIE MYTaIUH.
BbiieneHo HECKOJIBKO 3HAYUMBIX MYTAILM 3TOTO T'eHa, YeM OOBSCHSETCS HaJu4due TKEION U
Jerkoit popm 3ab0eBaHus, pa3HBIX 110 CBOUM KIMHUYECKUM TPOSIBIICHHSIM.

KIIMHUYECKAS KAPTUHA

Knununyeckass kaptuHa Oojie3Hu XaHTepa pasHooOpasHa (ta0i. 2). B Hactosiiee Bpems
3a00JICBaHUE JICIIUTCS HA TSDKEIYH (OPMY M YMEPEHHO-TSDKEIIYIO, OCHOBAaHHYIO Ha CKOPOCTH
MIPOTPECCUPOBAHUS MOPAKEHUS PANIUYHBIX OpraHoB U cucteM. OnHaKo, 3Ta KiaccHpUKalus
JIOCTaTOYHO YCIIOBHA.

OcCHOBHblE KIUHUYECKUE NPOsIGIeHUs: TPYOble YepThI JIUIIA, 3aJePKKa POCTa, TYTOMOABHKHOCTh
CYCTaBOB.

Buewmnuii 6u0 nayuenma: wmaxpouedanaus, Makporjioccus, MyxJble TyObl, KOpOTKas Iies,
KOHTPAaKTYypbl CYCTaBOB, TMIIEPTPUXO03, I'PBDKH, MO3JHEE MpPOpe3bIBaHHE 3YOOB, OTMEYArOTCS
HU3KUH pOCT BOJOC Ha JIOYy, JUIMHHBIE TycThle pecHHUIbl U OpoBu. C BO3pacToM BOJIOCHI
CTaHOBSTCS OoJiee JKECTKUMM, MPSIMBIMM U CBETJIBIMU (11BeTa cojoMsl). ITocie mepBoro roxaa
JKU3HN OTMEYAETCsl PE3KOE OTCTAaBaHUE B poOCTe, OKOHUATeNbHbIM pocT 120-150 cm. Yacto
pa3BHUBAETCS HENPONOPLUOHAIbHAS KapJIUKOBOCTD.

Koowcnvle noxpoewi:  1ist  naHHoW (OpMBI  MyKOMOJHMCaxapHa0o3a XapaKTEpHO —Y3eIKOBO-
nanyyi€¢3Hoe MOpaKeHWe KOXKU, MPEUMYIIECTBEHHO B O0JIACTH JIONATOK, HAPY>KHBIX U OOKOBBIX
MOBEpPXHOCTEH Tuied W O€mep. OTH HM3MEHEHHS OOYCIOBJICHBI OTJIOKEHHUEM JIHMHIAOB U
JIMKO3aMHHOTJIMKAHOB B JIEPME.

Kocmnas cucmema: ormedaercst aeopmarusi KUCTU 10 TUIY «KOTTHCTOH Jambly». XapakTepHbl
ko3, 1eGpOopMUPYIOLIHI 0CTE0APTPO3 Ta300€IPEHHBIX CYCTaBOB, MHOXKECTBEHHBIE JTN30CTO3bI,
YBEJIMYEHUE TYPELKOro Ceaa.

Opeanvl ObixaHus.: XapaKTepHbI YacThle peciupaToOpHbIe 3a00JI€BaHuUs; IOBTOPHbIE OTUTHI, 4aCTO
NPUBOJAT K TMPOTPECCUpYIONIEN MOTepe ciiyxa; OOCTPYKTHUBHBIE 3a00JieBaHUS bIXaTENbHBIX
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IyTeH.

Opeanvl 3penus: TUTMEHTHAsl JIeTE€HEpalusi CETYaTKH, YMEPEHHO BBIPAKEHHOE MOMYTHEHHE
POTOBHIIBI, KOTOPOE 3a4aCTYIO MOXKET OBITh BBISIBJICHO TOJBKO MIPU UCCIICIOBAaHUH MPO3PAYHOCTH
Cpel ¢ TOMOINIBI0 MICIEBOW Jammbl. Y manueHToB ¢ Tspkenoi dopmoit MIIC II wacro
BBISIBIIACTCS JUCTPO(DHS ceTYaTKH, MPUBOASAIIAS K HAPYIICHUIO MepU(PepuuecKoro u CHIKCHHUIO
CyMEpEeUHOro 3peHus. Bo3MOXXEH OTeK JucKa 3pUTEIBHOrO HEpBa, 0O0YCIOBJICHHBIN
MOBBIIICHHEM BHYTPUUYEPEITHOTO JTaBJICHHs. Peko BcTpedaeTcs riiaykoma.

Llenmpanvhas nHepsHas cucmema: 33JePHKKa ICUXOMOTOPHOTO M PEUEBOTO Pa3BUTHS BhIpAKEHA
¢ 1,5-3 ner. K 8 ronam pasBuBaercs TspKenas YMCTBEHHAs OTCTaJIOCTh. XapaKTEpHO HaJIU4uue
cynopor (ocobeHHO Tipu Tsokenod (opme); CuMmToMaTHYecKasi SIUJICTICHST Pa3BUBACTCS, KakK
NPaBUJIO, TIPU TSDKEJIOM MM CPEIHETSDKEIOM TEYCHHMH 3a00JieBaHMsA. Y IMAlMEHTOB CO €i1abo

BBIpQXCHHBIMU KJIMHMYECKUMHU TPU3HAKAMH OHA BCTpeuaeTcss KpaiiHe peako. Cymoporu
XapaKTepu3yeTcss MOMMMOP(PHON KIMHUYECKOW KAapTUHOW C pa3BUTHEM Pa3HOOOpa3HBIX
GboKanbHBIX M  BTOPHUYHO-TEHEPATU30BAHHBIX MApPOKCU3MOB. PaHHUMHM  KJIMHUYECKUMU
MPOSIBICHUSIMU CYAOPOXKHOTO CHHJIPOMa MOTYT OBITh MPOCThIE aOCAHCHI C KPAaTKOBPEMEHHBIM
YTHETEHUEM WJIM TOTEpel CO3HAHMS M COMYTCTBYIOUIMMH JIBUTATEIbHBIMH WIIA BETE€TATUBHBIMU
paccTpoiictBaMu. Y TalMEHTOB CO Ci1a00 BBIPAKEHHbIMU KIMHUYECKMMM IPU3HAKaMU
CYIOPOXHBII CHHIPOM BCTpeyaeTcss HaMHOTo pexe. [losiBieHne cymopor TpeOyeT npoBeAeHUs
OLIGHKH HEBPOJIOTUYECKOTo craryca. [lpu mporpeccupoBanuu 3a001eBaHMsI 4aCTO HAOIIOIAIOTCS
reHepaTn30BaHHbIE TOHUKO-KIOHUYECKHE MapOKCHU3Mbl, KOTOpbIe OOBIYHO XOPOIIO MOAJAIOTCS
MOHOTEpPANUU aHTUKOHBYJIbcaHTaMu. [IpoTuBOCYn0pOsKHas Tepanus TpedyeT HHIANBUAYAIbHOTO
NOJAX0/a ¥ MHOTAA JUIMTENBHOro mojadopa a03bl mpenapara. YacTto HE0OXOAMMO BeAeHHE
nalueHTa Ha Oojiee HHM3KHX J103aX aHTUKOHBYJIBCAHTOB B CBSI3U C IUIOXOW MEPEHOCHMOCTBIO
CTaHJAPTHBIX J103 MPOTHUBOCYIOPOKHBIX MPETIAPATOB.

Hepenxo dhopmupyetcst cooOmaromasics ruapouedanus, CiacTUuecKue mapa- u TeTpamnapesbl.
[Mpu3Haku ruaponedanuy 3a4acTyl0 TMOSIBIISIIOTCS MEMJIEHHO W HE3aMEeTHO, M MOTYT

3aKJII04YaThbCsd B UBMCHCHUHU ITIOBCACHHUA, ITIOABJIICHUHU rOJIOBHOMU 60J'II/I, HAapyIICHHUU 3PCHUS.
OnucaHbl Takke ClIydan CHAABJICHUSA CIIMHHOTO MO3rd, BBI3BAHHOI'O YTOJIIICHHUEM €TO 000J104YeK

WA HECTaOMJIBHOCTBIO aTJIaHTOAKCHAIBHOTO cycTaBa. CUMIITOMBI MOTYT BKJIIOYaTh HapylleHHe
MOXOJKH, MBIIIEYHYIO0 CJa00CTh, HEYKIIOXKECTh NP COXPAHHBIX MOTOPHBIX HaBBIKAX U
JTUC(YHKIIMIO MOYEBOTO ITY3BIpSI.

KapnanbHblii TOHHEIBHBIA CHHJAPOM — 3TO 4YacTasg HEWpONaTHs CAABJIEHUS y IAalUEHTOB B

Bo3pacte oT 3 70 10 jet. B HavanbpHOM cTaguu 3a00JIeBaHNs BOSHHKAIOT OHEMEHHUE TIOPaKCHHON
KHCTH, TPYJIHOCTI/I BBITIOJTHCHUS TOHKHX HBH)KGHHﬁ, CHUXCHUC '—IYBCTBI/ITeJ'H)HOCTI/I IIAJIBIICB
KHUCTH. 3TI/I CUMIITOMBI pe)]Ko OTMCYAKOTCA pe6eHKOM U HEC paCHeHI/IBaIOTCﬂ pO)II/ITeJ'ISIMI/I KakK
IIaTOJIOTHUYCCKHUC. HOS}KG TTIOSIBJISAFOTCST napeCTezpm, ‘—IYBCTBO IIOKaJIbIBAHNS B KOHYHNKAX ITAJIbIICB
KHCTH M CO BPEMEHEM MPOLECC MOXKET PACIPOCTPAHITHCA HA MpeaIieube U mievo. [lamueHTs
penKo cooOImarT 0 O0JIEBBIX ONIYIICHUSX, TOKA HE POUCXOANT MOTeps QYHKIUH.

Hapymienusi rnotanusi: KOCTHbIE M3MEHEHHUS MPUBOJSAT K CHUKEHUIO TMOJABUKHOCTH HIKHEU

YeN0CTH, YTO OTPAaHUYHMBAET CIIOCOOHOCTH OTKpPBIBATH POT M KeBaThb. HapyiieHus riotaHus
OTMCYHAIOTCA TpHU CPCAHCTSIKCIIOM HW  TAXKCEIOM TCUCHUHA 3a00/leBaHUsT M CBSI3aHBI C
(GYHKIIMOHUPOBAHUEM CTBOJIOBBIX OTAENIOB TOJOBHOro Mmosra. [Ipu Hapymenun ux paboThl
HaOMIOZAIOTCA TPU3HAKK TICeBIOOYyan0apHOro wiu OyiabOapHOoro mnapamuuei. CHMITOMBI
NeOIOTUPYIOT € PEIKUX TONEPXWBAHWKA TBEPAOW NHINECH, TUMEpPCAIMBAIIUN, Pa3BUBAIOTCS
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MOCTETNIEHHO U, B KOHEYHOM HUTOT€, MPUBOAAT K IrpyOOMYy HapylIeHHIO (PYHKIMH TJIOTaHUS WA
IIOJIHOMY €€ MCU€3HOBEHHI0. OTCYTCTBUE NMPaBUJIBHOM PETYNSALMM aKTa IVIOTAaHUS NMPUBOAUT K
3a0pocy NUILH, CIFOHBI B TPAXel0 U OPOHXUAIBHOE JEPEBO M PA3BUTHIO BTOPUYHON MH(EKIUHU B
BUJC PEHMIMBUPYIONIMX ACOUPAIMOHHBIX OpPOHXWTOB M MHEBMOHHMH. OTO ycyryosser

AbIXaTCJIbHBIC HAPYUICHUA, SABJIAIOIHUCCA CICACTBUEM OTJIOXCHHA MYKOIIOJHUCaXapuaoB B
BCPXHHUX U HUXXHUX JBIXAaTCIbHBIX ITYTAX.

Ilosedenueckue mnapywenuss - THIEPAKTUBHOCTb, PACTOPMOKEHHOCTb, arpecCUBHOCTb U
yIpSAMCTBO, KaK IPaBUJIO, UMEIOT MECTO Yy JAETed CO CpelHEeTsDKeNol M Tshkenoil (opmamu
MYKONoJucaxapuao30oB. [IpoGieMbl ¢ MOBEACHHEM 3HAUYUTEIBHO BIUSIOT HA IMOBCEIHEBHYIO
XKHU3Hb PEeOCHKA M €ro COUMaNbHYIO azanTanuio. [TosBissCP Ha BTOPOM TOAY >KU3HH, OHHU
IPOIOJDKAIOTCA BIUIOTH 10 8 - 12 ;er. Perpecc KOTHUTHBHBIX (DYHKIMH Hapsgy ¢ TKETOU
noTeper ciyxa, pacCTpOMCTBOM CHAa, OCOOCHHO OOYCIOBICHHBIM OOCTPYKTHBHBIM aITHO?,
OKa3blBAalOT CYIIECTBEHHOE BIMsAHUE Ha noBefeHue pebeHka. Ilo mepe HapactaHus
KOTHUTHBHOTO  JepuiMTa K TUNEPAaKTUBHOCTH M arpecCUBHOCTU  NPUCOEAMHSIOTCS
AyTUCTUYECKHE YepThl, OTMEYAeTCs IIOCTENEHHAs IOTepsl HaBBIKOB SKCIPECCUBHOW H
UMIIPECCUBHON  peun. MeauKaMeHTO3Has — Tepamus, HalpaBleHHAas Ha  KOHTPOJb
pa3pymIUTEIILHOTO  TOBEACHUSA, YacTo ObBaer  HedpdexTuBHOW. B mampHelimem
IPOTPEeCCUPOBAaHIE HEHPOACTEHEPATUBHBIX W3MEHEHHI NMPHUBOJUT K JAEMEHIUH, IBUTATEIHHBIM
HapYyIICHHUSIM, YTO HUBEIHUPYET OCOOCHHOCTH TIOBEICHHUS.

Cepoeyno-cocyoucmas cucmema. XapakTepHO MOpakeHUe KianaHoB cepana. Hanbonee vacto
oTMevaeTcss (popMHUpOBaHUE IMOpPOKAa MHUTPAJIBHOTO KJallaHa, Ha BTOPOM MECTE MOPaKEHHE
AQOpTaJIBHOIO, 3aTE€M TPUKYCIHJIAJIBHOIO M KJallaHa Jero4Hol aprepuu. Kapauommonarus
HaOII0TaeTCs TOPa3io pexke, YeM KIIallaHHbIE TOPOKH.

Kenyoouno-kuuieunas cucmema: BCIEICTBUE  OTpaHUYEHHs] OOBbEMa JBIKEHUS HIDKHEH
YeNIOCTH M 3aTPyIHEHHUs pPa3KEeBbIBAHUS MUINH, TUNEPTPOUU MHUHIAIHH, MAKPOTJIOCCUU
Pa3BUBAIOTCS HApYIICHHE aKTa IJIOTAaHMS U CIOHOTEYEHHE. BO3MOXKHA AUapesi, CBsI3aHHAs C
HakorieHneM ['Al’ B HepBHBIX KIJE€TKax NUIIEBapUTeNbHOro TpakTa. C BO3pacTOM YacTo
pa3BuBaroTcsi 3amopbl. C paHHUX JIET OTMEUAeTCs TeMaTOCIICHOMETaNus. XapaKTepHBI
MyMOYHAs U TTaX0Bask TPHIKU.

Tabmuma 2.
Kinnanueckue cumnromsl cunapoma Xanrepa (MIIC 11 tuna).
Cucrema CuMiToM Hoso Mrnagenust | Hetu | Ilonpoctku
POXJICHHBIE
CepaeuHo- Kapanomuomnarus - + + +
cocyaucras YTOMNIeHne CTBOPOK KIIaraHoB - ++ +++ | +++
IHC Hapymienue noBenenust - - ++ ++
IlepBuKanpHasi MUEIOTIATHS - - ++ ++
T'mapornedanms - ++ ++ ++
3agepxka W OTCTaBaHUE B | - ++ +++ | ++
pa3BUTUU
Cynoporu - + + ++
Hapyienue rnotanus - + + +
TTumesapu- Huapest - + + +
TeIbHAS I'enaTocmeno- - ++ +++ | +++
cucremMa MeTaus




Y IToTeps ciyxa - ++ ++ ++
Penuausupyto- - ++ ++ ++
AN CpeTHUN
OTUT
I'naza Juctpodust ceTuaTKu - - + +
CkeneTHo- HectabunpHOCTB aTIaHro- | - + + +
MBILICYHAS OKLMIIUTAILHOTO COUWICHCHHUS
TyHHENbHBIN KapIajlbHBIX | - + ++ ++
CHHIPOM
I'pyObie uepTh! mHIa - ++ +++ | ++
Jucmmasus TBC - + ++ ++
MHo0keCcTBEHHBIN TU30CTO3 - + + +
['peixu - +++ +++ | ++
KoHTpaKTyphI cycTaBoB - +++ 4+ |+t
Kudos - + ++ +
Maxkpouedanust - +++ +++ | ++
HbixarensHast OOCTpYKTHBHOE alTHOD BO CHE - ++ 4+ |+t
PectpuxTrBHOE 3a0oseBaHue | - + + +
JIETKUX
Ob6cTpykuus BEPXHHX | - ++ +++ |+t
AbIXaTCIBbHbBIX HYTCI;'I
Cneunanp- JepmaraH cyabdar B Moue " " " "
Hbele  jabopatop- | ['emapuu cysnbdar B Moue ™ " 1 "
HBIE TECTHI Wonyponar-2-cynbarasa 5 | ||} L I
JIEHKOLUTAX
Oo6mue 'AT" B Moue " " M ™"
JAUATHOCTUKA

Aaroputm guarnoctuku MIIC II npeacraBiien Ha pucyHke 1.

OCHOBHBIMU IMATHOCTUYECKUMU KPUTEPUAMU SIBIISIFOTCSL:

1. XapakTepHbIil BHEIIHUI BUJT ITALUEHTA.

2. IloBblmIeHHast SKCKpenus JepMaTaHcyiab(ara U renapaHcynb(ara c MOYOM.

3. CHmKeHUe aKTUBHOCTH UIYpOHAT-2-Cynb(arasbl B KylnbType GruOp0o0IacTOB, H30JIUPOBAHHBIX
JEUKOLUTOB, JINOO B MATHAX KPOBHU, BBICYLIEHHBIX Ha (PUIBTPOBAILHOM Oymare.

4. MornekynsipHO-TEeHETUYECKOe UCCIIeIOBaHNe: BhIsiBIIeHHEe MyTanwii B reHe |IDS, xoxupyromem
UAypoHaT-2-cynbdarasy.

5. IlpeHaranbHasi TMarHOCTUKAa PEKOMEHJIOBaHA s JII0OOH mocienyroliel 0epeMEeHHOCTH B
CeMbSIX, OTATOIIEHHBIX XOTs Obl otHUM ciaydaeM MIIC Il.

HMuarno3 MIIC |l craBuTcsi HA OCHOBAHHUHM COBOKYNHOCTH KJIMHHYECKHX JAHHBIX,
pPe3yJbTATOB J1a00PATOPHOIO UCCJIEA0BAHUS U MOJIEKYJIAPHO-TEHETHYECKOI0 AHAJIU3A.

ANODOEPEHIIUAJIBHAA TUATHOCTHUKA

[IpoBoauTCS € IPYTMMU TUIIAMU MYKOIIOJIMCAXAPUI030B, MYKOIUIIAI03aMHU, TaHTJIMO3UI030M.
OcHoBHbIiMU oTiimunTeIbHBIME YepTamMu MIIC Il ot cunnpoma yprep sBIstOTCS: TTpo3padHas
poroswuiia, 6ojee MeJICHHOE IPOTPECCUpOBaHUE 3a00ICBaHMUS.

BEJEHHUE JAETEW C MIIC ||

3a0osieBaHe MMEET MYJIbTHUCUCTEMHYIO MpPHPOAY W HeoOpaTHUMble, MPOrpPecCUpYIOLIUe
KJIMHUYECKHE TMPOSIBICHUS, YTO OOYCIOBIMBAET HEOOXOAMMOCTh HAOJIOEHUS HE TOJIBKO
Y3KUMHU CHEHAINCTaMU (OTOPUHOJAPUHTOJIOTaMH, XUPYpraMu-opToreaamMmu, opTaibMOI0raMH,
KapJIuOoJIOTaMH, MyJIbMOHOJIOTaMH, HEBPOIIAaTOJIOTaMH, CTOMATOJIOTaMH), HO u
¢du3noTepaneBTamMu, JOTONeIaMH, ICUXOJ0TaMH U paOOTHUKAMH MAJJTHATUBHBIX CITYXO.




[TaniueHTHI ¢ JAHHOW HO30JIOTHEH JTOJDKHBI TOCTOSTHHO HaXOAUThCS 101 HaOmoaeHueM; 1 pa3 B 6
MeC. - TPOXOJUTh OOCIEeI0BaHHE B MHOTONPO(WIBHBIX CTalMoHapax. JlJIUTeIbHOCTD
HaxOXJICHWs B CTalMoOHape / JHEBHOM CTaIlMOHape 21-28 nueii. JlaGopatopHbie U
I/IHCprMeHTaHBHBIC O6CJICI[OB21HI/I$I nu peKOMeHIIyeMaSI qacTtoTra ux HpOBeI[eHI/ISI Hpel[CTaBHeHa B
Ta011.3.

Tabmanma 3
Yacrora nposenenus odcnenoBanus y aerei ¢ MIIC Il tuna

Hccnenosanus IlepBonauanbHas Kaxnpie 6 | Kaxasie 12 | OnuH pa3
OILIEHKA MecC Mec B 2 rojaa

HoarBep:kaeHne 1MATHO3a

AHamHe3 00J1e3HH

Kummnunyeckuii ocMoTp

Pocrt, Bec, OKpyKHOCTb TOJIOBBI
BBIHOCIIHBOCTD

Onenka HHC

Kommnprotepras Tomorpadus mwiu MPT
TOJIOBHOT'O MO3Ta

Koruutusroe TectupoBanne (DQ/IQ)?
CKOpOCTb  HEpBHOW  IMPOBOIUMOCTH/
SMTI'

Ouenka ciayxa

Aynuromerpus X | X I
OueHka 3peHust
OctpoTa 3peHus

slisitadldle
altalls

s
>

e

| A
| A

OCMOTp TJIa3HOI'O JHa

HccnenoBanue poroBulsl X X
JbIxaTejbHas cucTeMa

OB/]

HccnenoBanue cHa/moJmcoMHorpagus
O0csegoBanmne cepae4HO-COCYIUCTOM
CHCTeMBbI

DneKTpoKapauorpaMma
Jxokapauorpadpus
OnopHo-aBUraTebHbIN annapar
Penrrenorpaguu ckenera X | X I
Ke1y104HO-KMILIEYHBIH TPAKT
Y3 opraHoB OpIOIIHOW  IIOJIOCTH; X X
00bEM cele3eHKH, TIEYeHU
JlabopaTopHble ucciie10BaHus
Omnpenenenne AT’ X | X | I

allel
alle

alle
alle

Haomronenne mammentoB ¢ MIIC 11 BkiaouaeT BbISIBJEHHE OCJIOKHEHHIlT OCHOBHOIO
3a200J1eBaHMS M CONYTCTBYIOIIUX COCTOSTHUIA.

L4 I[J'I}I JAUAarHOCTHUKH 06Cpr1(TI/IBHOFO allHO3 CHa IPOBOAUTCH HOJ]I/ICOMHOFpa(I)I/Iﬂ, KOTOpasa
IMO3BOJIACT OHNPCACIUTD XapaKTCp AbIXATCIbHBIX HapymeHI/Iﬁ (I/ICKHIOLII/ITB I_ICHTpaJ'IBHHﬁ

lﬂﬂﬂ Jereil crapuie 3 JeT; pacCTOsIHME, MPOWJeHHOe 3a 6 MHUHYT (NPEANOYTUTEIBHBIM SIBISETCS TOT XKe
MIPOMEXYTOK BPEMEHH, YTO M B MPEIBIIYIINX TECTaX 3TOr0 MalMEHTA); YUCJIO CTyNeHeH, MPOHJeHHBIX BBEPX 3a 3
MuHyTHl. OlleHUBarOTCs okazarenu caryparuu SPO2, UJI/I, HCC 1o u mocie Harpys3Ku.

DQ wmmu Koadduument ymcrBenHoro paszsutus (KYP) - cmocob cpaBHEHHS WHTEUIEKTYalbHOTO Pa3BUTHA,
CBOHCTBEHHOT'O JJTAHHOMY BO3pPacTy (YMCTBEHHBIX CIHOCOOHOCTEH peOeHKa IO OTHOIIEHHWIO K €r0 CBEPCTHHKAaM), C
XPOHOJIOTHYIECKHAM BO3pPAcTOM ((haKTHUECKHUM BO3PACTOM PEOCHKA).

KVYP paccumtbiBaeTcsi AeieHHEM UHTEIUICKTYyalIbHOTO BO3pacTa Ha XPOHOJOTHUECKHH W yMHOKeHueM Ha 100 mis
nmosrydeHust menoro uucia. CpemHuit kod(h(QHUIMEHT YMCTBEHHOTO pa3BUTHS JJIs JIOOOTO BO3pacTa CUUTACTCS
pasabiM 100.



reHe3, CBSI3b C TUIEpPTpoUel aJeHOUJOB, CEPACUYHON HEJOCTATOYHOCTHIO MIIM KOMILIEKC
IIPUYNH).

e KiuHuueckas KapTUHa HEBPOJOTMYECKUX TPOSBICHUM M pe3yabTaTbl OOBEKTUBHBIX
METOOB OO0C/IeI0OBaHMUsI HE BCErAa KOppenupyroT. Pe3ynpTaTbl MarHMTHO-PE30HAHCHOM
tomorpadpun (MPT) ronoBHoro mosra namueHToB ¢ MIIC He SIBISIFOTCS TUArHOCTHYECKH
3HAYMMBIMHU JJIs1 OIIpEIeNIEHUs] KOTHUTUBHOTO AeduuuTa.

e CrumynsnuoHHas snekTpoHeiipomuorpadus (OHMI) mo3BossieT ompenenuTts CIaBICHUE
CPEIMHHOIO HEpBa Jak€ N0 IOSABICHUS CUMITOMOB M JIOJDKHA IPOBOAWUTHCS, HAUMHAA C
BO3pacTa 4-5 JeT, eKEeroiHo.

e Perynsapnoe mnposenenue OKI, Oxo0-KI', xonrepoBckoro monutopupoBanus OKI,
CYTOYHOTO MOHMTOpPWHIA apTEPHAIBHOIO IaBJICHUS HEOOXOIUMO TMAalMeHTaM C IaHHOM
[aToJIOTHEH, TaKk Kak C pPaHHEro BO3pacTa y HUX OTMEYAIOTCS CEepAEYHO-COCYIUCTHIE
HapyILIECHUS.

e CKpUHHUHI Ha KJIMHUYECKUE U BU3YaJIU3al[MIOHHbIE IPU3HAKY KOMIIPECCUU CIIMHHOTO MO3ra.
HecTaOunpHOCTh  aTJIAHTOAKCHAJIBHOIO  CyCTaBa  MOXET  ObITh  BBIABICHA  IIPH
peHTreHorpaguu  MIEHHOrO OTHeNna IO3BOHOYHUKA C  HArpy3kod, OIHAKO  JuIs
HNOJTBEPXKIEHUS] KOMIIPECCUU CIIMHHOTO MO3ra BCJEACTBUE YTOJILEHUS €ro 000J04eK
TpeOyercs nposenenue MPT.

MPUMEP JIUATHO3A

- Mykononucaxapuooz 2 muna (cunopom Xauwmepa). Bmopuunas OUNamayuoHHas
kapouomuonamus. Hedocmamounocms mumpanvno2o u mpuxycnuoaivhozo kiananos. HK 11 A
cmenenu. 3adepaicka ncuxopeuegozo pazsumus. Ocobennocmu hopmuposanus NO3HABAMENbHOU
odessmenvHocmu, 00was MOMOpHAs HeNosKocmy. Konmpaxmypel eepxmux KoHeuHocmel.
CeubamenvHvle KOHMPAKMYPbl KONEHHbIX cycmasos. CyHKyuu Hapyulenus cycmasog I cmenenu.
Oxeunycnas  degpopmayus  cmon.  Jucghynxyus  6unuaproeo  mpaxkma.  Adenoudum.
Annepeuveckuii punum, nepcucmupyiowas ¢opma. [[8yCmOpoHHUL CPeOHUll IKCCYOamueHbsll
omum. Aneuonamus cem4amku.

JIEYEHUE

1. ®epmenTto3amecTuTeabHas Tepanus (P3T).

Jns nposenenus depmenrozamectutenbHor Tepanuu npu MIIC |l Tuma npumensroT
unypcyibdasy (Dmampasa; kox ATX A16AB09).

Jlannblil nmpenapatr sBJISETCS NEPBBIM M €AMHCTBEHHBIM CPEICTBOM (PEpMEHTO3aMECTUTEIbHON
Tepanuy CuHApoMa XaHTepa Ha CErOJHAIIHUN JeHb. DTO OYMIIEHHAs PeKOMOWHaAHTHas dopma
dbepMeHTa uIypoHaT-2-cyib(arassl, MPOU3BOAUMAS HA KICTOYHON JTMHUH YEJIOBEKa, CIOCOOHAS
oOecrieunTh MpOoQUIb TIUKO3WIMPOBAHUS, aHAJIOTHYHBIM mpupogHoMy depmenty. Ilpu
YIIOBJIETBOPUTENBHON  MEPEHOCHMOCTH  Ipenapata  (epMEHTO3aMEeCTHTENbHAas  Tepamus
IPOBOJUTCS MMOCTOSIHHO, MOKU3HEHHO, HEMPEPHIBHO B A03€ 0,5 MI/Kr OJUH pa3 B HEEMIO B BUJIE
BHYTPUBEHHOUN MH(Y3UH HA MPOTSHKEHUU 3 4 ¢ MAaKCUMaIbHON CKOPOCTHIO BBeleHus 110 40 mi/g
B YCJOBHUSX cTanuoHapa. Bech o0beM mpenapata HeoOxoaumo passectd B 100 mu pactBopa
HaTpus xyopuna 9 mr/mi (0,9%). Bpems uadys3uii cokpamars He CIETyeT.

@®3T no3BOJNSIET 3HAYUTENBHO YIAYYIIUTh COCTOSHHE MAIMEHTOB, NOOMTHCS YMEHBLICHUS
pa3MepoB ceNe3éHKH U TEeYEHHU, YBEJIMYEHUs IoKas3arenedl (YyHKIUM BHEUIHETO IbIXaHUs,
cHikeHnust yposHeid I'AI' B moue. Ilpemapar He NpoXoauT dYepe3 remMaTrodHUepaTndecKui
OGapbep, ModTOMy MH(Y3UST TPOBOIUTCS depe3 MepudepudecKuid WM NEeHTPATbHBIA BEHO3HBIN
JOCTYN ¥ KOHTPOJUPYETCSI MEAULIMHCKUM IIepcoHasioM. JledueHne npekpaiaercst Ipu pa3BUTHH
OTIACHBIX JUIS )KU3HU HEXKETaTeNbHBIX SBICHUI.

Ilobounvie 2¢pghexmobi: BO3MOXKHA aHAPUIAKTUYECKAs PEAKLMsA, 3yl, KpaluBHUIA, TOJOBHAs
00J1b, MOBBIIIEHNE apPTEPUATILHOTO JIaBJICHUs, OOJH B )KUBOTE, TUIIEPBO30YIUMOCTb.
WUnypcynbdaza sddexkTrBHa 11 KOPPEKIMM JIETKUX M CPEAHETSKENbIX (opM CHHApOMA
Xantepa (ypoBeHb JoOKa3aTeIbHOCTH B).

Mepwi npedocmoposcnocmu. Y OONbHBIX, MPUHUMAIOIIUX HUAYPCYNib(daszy, MOTYT MPOSIBUTHCS
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WHQY3MOHHBIE PEAKIUH, Pa3BHTHE KOTOPHIE MOXHO MPEIyNPEIUTh 3aMEIJICHHEM CKOPOCTH
UHQY3UU WK ee IPEepbIBaHUEM, a KYy[TUPOBAaTh - HA3HAYCHHUEM  aHTUTMCTAMHHHBIX,
KapOITOHIKAIOIINX ~ CPEJICTB, KOPTUKOCTEPOUIOB B HHU3KUX J103aX MM OeTa-arOHUCTOB 4epes
HeOymnaiszep.

2. CumMnroMaTnyeckasi Tepanusi.

[Ipu  cooOmiaromieiicss  ruzaponedalud  TMOKAa3aHO  BEHTPHUKYJIO-TIEPUTOHEATHHOE
myHtupoBanue. Ilammentam ¢ MIIC 11 Tuma ¢ mnporpeccUpyrolIuM YBEJIUYEHUEM
XKenya04koB 1o AaHHBIM MPT u/unm noaTBep K AEHHBIM MOBBIIIEHUEM JaBIECHUS 1epeOpo-
CIUHAIBHOM xuaKocTH 0ornee 25-30 cM BogHOro cTonbda (18-22 mm pT. cT.).

CnaBneHue CIIMHHOTO MO3Ta MPUBOAUT K HEOOPATUMBIM HEBPOJOTHYECKUM HApPYIICHUSM,
MO3TOMY MpPH TMOSBICHUHM IEPBbIX CUMITOMOB HEOOXOJMMO paccMaTpuBaTh BOIPOC O
JIEKOMITPECCUPYIOIIECH Orepanuu 0 MOsBICHUS BhIPAKECHHBIX HAPYIICHUN.

[TaruenTaM € COXpaHHBIM HHTEUVIEKTOM M HapylleHueM (QYHKIUU KHUCTEH WiId ¢
HapylIeHUEM HEPBHOM MpPOBOAUMMOCTH Mo pe3yiapraram OHMI nokazana onepanus
JIEKOMIIPECCUU HEPBHBIX CTBOJIOB, KOTOPask MPUBOAUT K OBICTPOMY CTOMKOMY YIIYYIICHHUIO
dbyukuu. Yactora penuIMBOB KaplajibHOIO TOHHEIBHOTO CHHApPOMA Yy TMAalUEeHTOB C
paznuuabiMu TUamMu MIIC HemsBecTHa. I1ockonbKy MOBTOpHAs KOMIIpPECCHS MEIUAHHOTO
HEpBa BCIEACTBHE pYOIEBAaHUS WM OTJIOXKEHHUS TJIMKO3aMHUHOIJIMKAHOB BO3MOXKHA,
HE00X0UMO MPOJO0JIKATh HA0JII0/IEHHUE.

Koppekuuss  cepaedHo-cOCyIMCTOM  HEAOCTATOYHOCTH, apTEpPHAIbHOM  T'MIEPTEH3UHU
MPOBOJIUTCSA CTaHJAPTHBIMU METOJAMU JICUECHHUS NPUHATHIMU B JE€TCKOM Kapauojoruu. Ilo
MOKa3aHUsIM PEIIACTCS BOMPOC O HEOOXOUMOCTH XUPYPTrUUECKON KOPPEKIIUH.

JleueHue mMOBENEHYECKHX HApPYIIEHUH TMPOBOJUTCS  MCUXPOHEBPOJOTOM, OOBIYHO
UCIIONIB3YIOTCSl CE€aTUBHBIC CPENICTBA, TPAHKBUIIM3ATOPHI, KOPPEKTOPHI MOBeaeHHs. Bribop
npemnapara, J103UpOBKa, JIUTEIBHOCTh Kypca ONpPENENSIIOTCS MHAUBUAYanbHO. HadunHaroT
IpUeM JAaHHBIX TpPEenaparoB TMOJ TIIATEIbHBIM BPauyeOHBIM KOHTPOJIEM B YCIOBHSIX
KpPYTJIOCYTOYHOI'O / IHEBHOT'O CTAI[MOHApa.

[Ipu cumMnTOMaTHYECKOM SMUJIENICUM HA3HAYAIOTCSI AHTUKOHBYJIBCAHTBI, OJTHAKO JO3UPOBKHU
HCIIOJIB3YIOT MEHBIIE CPEAHETEPANIEBTUUECKUX JUIsl CHUKEHUSI PUCKA PAa3BUTHS BO3ZMOMXKHBIX
HEKEJaTeIbHBIX 3¢ dexTos. [TonGop AHTUKOHBYJILCAHTA OCYILIECTBIISECTCS
MICUXOHEBPOJIOrOM B 3aBUCUMOCTHM OT BHJA HPUCTYIOB, JIOKAIM3ALMKW  oOuara
MaTOJOTUYECKOM aKTUBHOCTH.

[Tpu o¢TanbMOIOTHYECKUX HAPYIICHUSX MPOBOIUTCS JIEUCHHE IO TMOKa3aHHsIM, MOA00p
TEpanuu OCYIIECTBIIIETCS HA OCHOBAaHMU PEKOMEHIAIMH I10 JIEYEHHIO COOTBETCTBYIOLIMX
HO30JIOTHH.

OpTronennueckass KOppEeKLUs HAPYIIEHUS] OCAaHKHU, KOHTPAKTYP CYCTaBOB C UCIOJIb30BAaHUEM
HEXUPYPTUUECKUX METOJOB BKIIOYACT (PU3MOMPOLECTYPhl U MPUMEHEHHE OPTOIEIUYECKUX
ycTpoicTB. [lo mokazaHMsIM OCYHIECTBISIIOT apTPOCKOIUI0, MPOBOJUTCS XUPYpruveckas
3aMeHa Ta300eJPEHHOT0 WK KOJIEHHOI'O CyCTaBa, UCIPaBICHHE OCH HUKHEH KOHEUHOCTH.
PeuuauBupyronme OTHTHI, YacThle pPeCUpPATOpPHBbIC 3a00JEBaHUS BEPXHHUX JIBIXATEIbHBIX
nyTeid TpeOylOT MpOBENEHUsS CHUMITOMATHYECKOH, AaHTHOAKTEepHATLHOW Tepamuu, IIo
MOKa3aHUsIM - XUPYPTHYECKOTO BMEIIATEIHCTRA.

[Tpu pa3BUTHH acHHUPAIMOHHBIX OPOHXUTOB M MHEBMOHHMU KpOME aHTHOAKTEpUATbHOW WU
CUMITOMATUYECKOW Tepamuy BaXKHBIM SIBIISIETCS OOEcleyYeHre MPaBUILHOTO palroHa
NMUTaHus TanueHTa. [luma MomKHa UMETh TYCTYH0 TOMOTE@HHYI0 KOHCHUCTEHIIUI0, 00BheM
OJIHOTO KOPMJICHHUS JOJKEH OBITh YMEHBIIIEH, a 4YacTOTa MIPUEMOB MHILK yBeIHUeHa 10 6-8
pa3 B cytku. Kopmienue 6015HOT0 HEOOXOAMMO MMPOBOJIUTH TOJIBKO B TTOJIOKEHUU CUJIS.

AKTHBHAas HUMMYHU3 AU
YacTtele pecnupaTropHble HHGEKIUH OOYyCIOBIMBAIOT TMPOBEICHHE BAKIMHALMU MPOTHUB
ITHEBMOKOKKOBOW U TeMO(DHIIBHON WH(EKITUH.
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AHecTe3H0JI0rHYecKHue nocoous

[Tpu mpoBeneHun oOIIeH aHecTe3UH HEOOXOTUMO MOMHHUTH O BBICOKOM PHCKE KOMITPECCHH
CIIMHHOTO MO3Ta BCJIEICTBHE HECTAOMIBHOCTH aTJIAHTOAKCHAJIBHOTO cycTaBa. KopoTkas tes,
OTpaHUYEHHUE TOABIKHOCTH HUKHEW YETIOCTH, YBEJIMUCHHE S3bIKA, BBIPAKCHHAS THIEPTpodus
aJICHOMJIOB M MUHJIAJIMH CO3al0T MPOOJIEMBI MPH MTPOBEACHUN aHECTE3MOJIOTHYECKOTO TIOCOOuSI,
MO3TOMY TPEANOYTCHHE CICAYEeT OT/IaBaTh MECTHOMY HJIM PETHOHAIHLHOMY 00€300JIMBaHUIO, a
TaKK€  DHJIOCKONMWYECKOW uMHTyOamumu. IlarmmeHT mpeaBapuTeNbHO  KOHCYJIBTHUPYETCS
KapJAHOJIOTOM, OTOPHHOJIAPUHTOJIOIOM, aHECTE3UOJIOroM, HeBpomaronoroM. O0s3aTeIbHO
MIPOBEICHUE TIOJIHOTO KapJIMOJIOTHYECKOTO 00CIIeIOBaHHUs, MOJIUCOMHOTrpaduu (U1l BBISBICHUS
CTENEHU JbIXaTeJIbHBIX HAPYIICHHWH), MPH HEOOXOAMMOCTH - DSHJOCKOIUHW HOCOTJIOTKH U
KOMIIBIOTEPHON ToMorpaduu jerkux. OnepaTtuBHOE BMEIIATEILCTBO C aHEeCTe3nel HEOOX0IUMO
MPOBOJIUTh B KPYIHBIX MEAUIMHCKHX IeHTpax, uMmeronux OPUT, Tak kak wuHTYOamus u
MOCIIEAYIOIAs SKCTYOAIUs Y TAKUX MMAallMEHTOB MOXKET BBI3BATh 3aTPyTHEHUSI.

Peadouauranusa
[Tatmenty ¢  wmykonomucaxapuzozom Il tuma  ¢usmorepameBtoMm u  BpadoM-JIOK
pa3zpabaTbIBacTCsl MEPCOHATM3UPOBAHHBIA KypC peadWiIUTAIlMM, BKIIOYAIONIMH Maccak,

Je4eOHyr0  (QU3KYIbTYpPY,  (U3MOTEpaNeBTUYECKUE  NPOLEAypbl  (MarHHUTOTEPAIHIO,
TEPMOTEPAINIO, YAaPHO-BOJHOBYIO TEPANHIO, METO OMOJIOTHYECKO 0OpaTHOM CBSI3U M IPYTHE
POLEAYPHI).

Peabunuranmonnsie Kypceol (Maccax, JIOK, ¢usuonponenypsl, MCHXOJIOro—IeIarorndeckas
IIOMOIIIb) JK€JIaTeIbHO MPOBOAMUTD B YCIOBHSX JHEBHOI'O CTAL[MOHApA MIPOBOJIUTCS C YacTOTOH 3-
4 paza B TO/I.

Ilcuxosioro-negarornyeckasi NOMouib

[TpoBOIUTCS B KOMILIEKCE PEaOMIMTAIIMOHHBIX MEpONpUiATHii. KOppeKIMOHHO-TIe]arornaeckoe
BO3)I€I>1CTBI/I€ OMpeaciICTCA B 3aBUCUMOCTHU OT TSXKECTU W AJIUTCIIBHOCTU TCUCHHA 6OJ'I€3HI/I,
CTPYKTYPBI HAPYIICHUH 3/I0POBbS, CTCTICHU HEIOPA3BUTHS IO3HABATEIBHOM JICATEIHOCTH, THIIA
IMOIIMOHATBHOTO  peardpoBaHMs, OCOOCHHOCTEW  mMoBelAcHUs  peOeHka.  Briodenue
KOPPEKIIMOHHO-TIEJTarOTUYECKOT0  COMPOBOXKIEHUS B KOMIUIEKC ~ BOCCTaHOBHMTEIBHBIX
MCpOHpI/IflTI/Iﬁ oOecrieunBaeT AOMOJHUTCIbHYIO OLICHKY AMHAMHWKHU ICUXUYCCKOI'0 Pa3BUTHA KaK
OTHOTO W3 BAXKHBIX [IOKa3aTelied COCTOSHUS 370pOBbs, TMOBBIIAET 3()(PEeKTHBHOCTH
TEpaneBTHUECKUX BMEIIATEIbCTB, CHIKACT SKOHOMHUYECKOe OpeMst TaHHOW MaTOJIOTHH 3a CYeT
COLMAJIN3AIMU TAIIMEHTOB M COXPAHEHHUS ICUXOJIOTHYECKOTO TOTEHIMAIa TPYI0CIOCOOHBIX
YJICHOB CEMbH.

[anauaTuBHas NoMoIIb

B coctaB mnamnumaTHUBHBIX CIYXKO BXOJAT Bpaud, MEAWIIMHCKUE CECTPBI, ICHUXOJOTH U
COIIMaJIBHBIC pa6OTHI/IKI/I. HeCMOTpfl Ha TAXKEIOC€ COCTOSAHHUE W IMOCTOAHHYIO HOTpe6HOCTB B
MOHUTOPUHIE, BCE MAlMEHTHl MPEUMYILECTBEHHO HAXOMAATCS JOMa B KPYry CBOE€M CeMbU U
npy3eii. OCHOBHOW T1ieibl0  PabOThl MANTMATUBHBIX CIIYXKO SBISETCS CO3/IaHHE BCEX
HEOOXOUMBIX YCIIOBHH AJisi 0OecriedeHHsI HaX0XKJIeHUST OOJBHBIX B JOMAIITHUX YCIOBUSX, a HE B
CTCHax JIEYEOHOTO YUPCKACHHA, YTO IIO3BOJICT HE TOJBKO YIYUYIIUTH KAa4YCCTBO XHU3HU
OOJBHBIX U UX CeMEeU, HO M CYIIECTBEHHO CHU3UTh OCYAapCTBEHHBIC 3aTpaThl Ha MOCTOSHHOE
CTAIlMOHAPHOE JICYCHHE TAKUX MAIleHTOB.

ITPOT'HO3

CMmepTth "acTo HacTynaet B Bo3pacte oT 10 1o 15 ner, u, Kak IpaBuUII0, B pe3ysIbTaTe CEPACUHBIX
Y PECIIUPATOPHBIX OCIOKHEHUH, HO ONMCaHbI ciiydan cMmepTtu B 50-60 ner.
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