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KJIMHUYECKHUE PEKOMEHJIAIIAA IO OKA3AHWIO MEJIUIIAHCKOM
IHOMOIIHA AETAM C MYKOIIOJIMCAXAPUI0O30M VI THUIIA

JlaHHbIe KJIMHHUYECKHE PEKOMEHIAIMM PACCMOTPEHbI W YTBEPXKIEHbI HA 3acelaHUu
Hcnmoakoma npodeccnoHaabHON accounanum aeTckux Bpadeid Coro3a nequatpoB Poccuu na XVII
Cnbe3ne nequatpoB Poccun «AkTyajibHble Mpo0JieMsbl neauarpum» 15 ¢pespans 2013r.

MYKOIIOJINCAXAPHUJIO3bI

JlaHHBI MPOTOKOJN TO JHATHOCTHKE M TEePAlMd MYKOMOJHUCAXapha030B Yy JeTeil Co3maH Ha
OCHOBaHHUHU CHCTEMAaTH4ecKoro o63opa suteparypbl 1992-2013 rr. Medline (Pubmed version), Embase
(Dialog version) u Cochrane Library databases, c¢ wucnonp30BaHMEeM CO3MaHHBIX TPOTOKOJIOB
(Management Guidelines for Mucopolysaccharidosis VI. Roberto Giugliani, Paul Harmatz, James
E. Wraith).

MyKoronucaxapuo3sl OTHOCSTCS K PEAKAM HACIICICTBEHHBIM 3a00JI€BaHUSAM, YTO HCKIFOYAeT
BO3MOKHOCTb IIPOBECACHUSA 6OHLHII/IX KOTrOpTHBIX W PaHAOMH3HUPOBAHHBIX KOHTPOJHMPOBAHHBIX
VICCIIEZIOBAHMIA ¥ JUTS CO3/IaHUS IIPOTOKOJIOB JUATHOCTUKH M TEPAITHH UCTIONIB3YIOTCS JIHIIb TEMATHICCKUE
MCCIIEZIOBAHUSI SKCIIEPTOB, OITYOIMKOBAHHBIEC B MIOCIIC/THUC JIBA JICCATUIICTHSI.

OIIPEAEJIEHUE

Myxkononucaxapunoszsl (MIIC) - rpynma merabonudyeckux — 3a00J€BaHUN COCAWHUTEIBHOM
TKaHH, CBSA3aHHBIX C HapylieHHeM oOMeHa riuko3zamuHormukanoB (AL, mposBisromuxcst aedeKTamMmu
KOCTHOH, XPSIIEBOH, coenMHUTENsHOW TKaHed. OOyCIOBIICHB NaHHBIE 3a00J€BaHUS MYTAIUSIMU T€HOB,
KOHTPOJIMPYIOIIKX MIPOLECC BHYTPHIN30COMHOI'O THIPOJIN3a MAKPOMOJICKY.

KOJAbl MKB-10
E 76.0 - Mykononucaxapuzo3 1 tumna

E 76.1 - Mykomnonucaxapuzo3 2 Tura
E 76.2 - [Ipyrue mykormonvcaxapuuao3sl

SIIUIAEMHNOJOI'UA

Berpeuaercs ¢ nonynsionnoi yactotoi 1:40 000 - 1:100 000 HOBOPOKIEHHBIX.
INPOO®UJIAKTUKA

[MpodpunakTrika MyKONONMCAaXapua030B - IpeHaTalbHas JAHAarHOCTMKA, OCHOBAaHHAs Ha

HCIMOCPCACTBCHHOM OIIPCACICHUN ,I[e(i)I/II_[I/ITa (I)epMeHTa B aMHHUOTHYCCKHX KJICTKaX.

CKPUHUHI'
B mnacrosiee BpeMms CKpUHHHI CpeId HOBOPOXJIEHHBIX MIJIM APYTUX BO3PACTHBIX TIPyNN HE
MPOBOIUTC.

KIIACCUOPUKALIUA
CornacHo hepMEHTaTUBHBIM Je(eKTaM U TSDKECTH KIMHUYECKOM CHMMITOMATHKH BBIAEISIOT 14
THIIOB MYKOIIOJIMCAXapHU1030B:

MIIC I

. MIIC I H cungpom I'yprep

o MIIC I H/S cunnpom ['ypraep-Lleiie

o MIICIS cunnpom lleiie

MIIC I CHUHIPOM XaHTepa, yMepeHHas U TshkEnast GopMbl
MIIC Il cunapom Candumnmmio

o MIIC A Tumna



. MIIC 1B Tuma
. MIIC HIC tumna
. MIIC HID tuna
. MIIC HHIE tuma
MIICIV  cunapom Mopkuo
. MIIC IVA cuanpom Mopkrno A
. MIIC IVB cunapom Mopkuo B

MIIC VI cuampom Mapoto-Jlamu (110 BBIpaKEHHOCTH KIMHHUYECKUX IPOSBICHUHN: JIETKasd,
yMepeHHas U TsxkEnas (opMbI)

MIIC VII cunnpom Crnas

MIIC IX

MYKOIOJIMCAXAPHUJIO3 VI TUIIA (MIIC VI THUIIA)

Cunonum: Cunapom Mapoto — Jlamu

Kox MKB10
E 76.2 - [Ipyrue mykormonmcaxapumao3sl

ONPEJEJIEHUE

Hacnencreennast nm3ocoManbHas OOJE3Hb HAKOIUICHHS, HPH KOTOPOH HEJOCTATOYHOCTD
¢depmenta N-anermnranakro3zamus-4-cynbdarazsl (apmwicynbdartazsl B) mpHBOANT K HapYIICHHIO
CTYIIEHYATOH Jerpajanuu riroko3amuHoriukana (ITAl') nepmarancyibdara.

SIUIAEMHOJIOI'UA
MIIC VI tuma Betpewaercst ¢ momynsiquoHHOM wactoroir 1:300 000. Tum HacnemoBaHMSL:
ayTOCOMHO-PELIECCUBHBI.

9TUHONATOI'EHE3

Henocratounocts ¢epmentra N-amerunranakrozamMuH-4-Cynbdatassl  (apwicyibdarazel  B)
NPUBOANT K HAPYLICHUIO CTYNEHYaToW Jaerpamanmuu rimko3amuHorimkana (I'ADY) nepmarancynbgara.
A" HakamnmuBaeTcs BHYTPH JIM30COM M OOYCIIOBIMBAeT KIMHHYECKYIO KapTHHY TSDKEIIOrO
XpOHMYECKOT0  mporpeccupyromiero  3aboneBanus.  Hemocratounocte — apwicynbdarazel B
OOHapy>KUBaeTCs BO BCEX TKAHAX, B TOM YHCIIE B KyJIbType (pudpobnactos. ['eH, koaupyrommii pepMeHT,
nokanusyeTcs B cermenre 5013-014.

KIMHNYECKAS KAPTUHA

Cunzapom Mapoto-Jlamu siBiIsleTCsl KIMHUYECKH HEOAHOPOIHBIM 3a00JIEBAHUEM C TOUKH 3PEHHS
PacrpoCTPAaHEHHOCTH W CKOPOCTH MPOTPECCUPOBAHUS TMOPAKEHHS PA3IUYHBIX OPraHOB M CHCTEM.
Bonesnr xapakTepu3yeTcst OTCTaBaHHEM B pOCTE, H3MEHEHHSIMH CO CTOPOHBI OpPraHOB 3pEHHS,
orpyOeHHeM 4YepT JIMIa, CHWKEHUEM CIlyXa, TYTONOABHKHOCTBIO B CYCTaBaxX, relnaToCIICHOMEraiiel,
MIOCTETIEHHBIM Pa3BUTHEM CEPJICUHO-COCYIUCTON U JBIXaTEIIbHONW HEJJOCTATOUHOCTH.

B nuteparype ommcaHbl ciiydaW MAIIEHTOB C BBIPRKEHHBIMH (U3MUECKUMH HW3MEHEHUSMH M
CEepJICYHO-COCYIUCTHIMH 3a00JIEBaHUSIMH B TIEPBBII T'OJ] XKH3HH, OJJHAKO HHOT/A OTMEUaeTCsl MeJIEHHOE
NPOrpeccUpoBaHue OOJIE3HNU B TEUCHUE MHOTHUX JIECATHIICTUH.

IIporpeccupoBanue 3a0oneBaHus: CKEJNETHBIE AedopMaruy, 3a00JIeBaHUsI CyCTaBOB, CEplICUHO-
JIETOYHBIE OCJIOKHEHHSI, CIIETIOTa U KOMIIPECCHUS CIIMHHOTO MO3Ta MPHUBOJIUT K WHBAJIHIU3AIMY TIAIIMEHTA.
B macrosimee Bpemsi BbLAelsitoT 3 ¢GopMmbl Oone3HHM: Hpu Tsbkenod Qopme nedror 3aboneBaHHsA
MPOMCXOAMT B Bo3pacte 1-3 rona, mpu cperHETsHKENON MPOSBICHHSI HAYMHAIOT OECIIOKOUTD ¢ 6 JIeT, IpU
nerkoii — nocine 20 jer.

OcnosHbiMu npusHakamy 601e3Hy SIBISIOTCS rPpyObIe YepThI JIULA IPH COXPaHEHHOM WHTEJUIEKTE,
TYTOTIOABM>KHOCTH B CyCTaBax, MOMyTHEHHE POTOBUIIBL.



Brewmnuti 6uod nayuenma xapaxrepusyercs orcraBanuem B pocre (90-100 ¢cM mpm OBICTpOM
MPOTPECCUPOBAHNN; MaKCUMalIbHBIA — 150 cM), JUCHIPONIOPIHOHATHHBIM TEIOCIOKCHHEM -
KapJIMKOBOCTBIO C YKOpPOYCHHMEM TyJioBHUINA. OTMedaeTcss M3MEHEHHE (OpMbI JHIa - OOJBIION HOC ¢
3amaBIIei MEPEHOCHIICH, MyXJble TYObl, MajCHbKHE 3yObl C HIMPOKHUMH 3YOHBIMH IPOMEXKYTKAMHU,
Mo3JIHee Mpope3bIBaHue 3y00B, Makporioccus. Bo3MoxkHa TiryxoTa, MyrnmovHas TphhKa, MaxoBas TPhIKa,
VIJIOTHEHWE W YTOJIIEHHE KOXH, TPyOble BOJIOCHI, YMEPEHHBIH THpPCYTH3M. Ha TO3MHHX cTamusx
pa3BUBaETCs TIAYX0Ta, CICTOTA, IEMCHIIUS.

Kocmnas cucmema: HaOIONAIOTCS MHOXKECTBEHHBIE JIU30CTO3bI, YMEPEHHAsI TYrOMOIBHKHOCTh
MPaKTUYECKH BO BCEX CyCTaBaX, Cru0aTelIbHbIe KOHTPAKTyphl MEK(aTaHTOBBIX CYCTaBOB U
KJIeHHeBUAHAS aedopManus KucTH. M3MeHEeHHs  Ta300€ApEHHBIX CYCTAaBOB (IMCILIA3Usl TOJOBKH
Oenpennoit koctu, Aeopmanua d>muU30B OENPEHHBIX KOCTEH) BeAeT K MIPOTPECCHPYIOIIEi
uHBaNuu3auu. KuesuaHas rpyiHas KIeTKa ¢ IIUPOKUMU pedpamu, 1eQeKT pa3BUTHUS TEJ TTO3BOHKOB C
nepeHuM TiepenoMoM; X-00pa3HOe WCKPUBJICHHE HOT; MPU PEHTICHOTpapuul - TOYCYHBIC MACTHHIC
KOCTH.

Opeanvl Ovixanusi: B aHamHe3e maientoB ¢ MIIC VI Tuma vacTtele pecniupaTopHble HHPEKIH
(punuthl, oTHTHI). ['mnepTpodus MUHOAIMH W AJCHOWAOB, YBEJIMYCHHE S3bIKA, YTOJIICHHUE
HaJrOPTaHHWKA M TOJIOCOBBIX CBS30K, OOYCJIOBIMBAIOT DPA3BUTHE JIBIXAaTEIbHBIX HAPYIICHUH pa3HOU
CTETIEHHN TSHKECTH, BKIIIOYas OOCTpykTHBHOE amHod cHa. OcobeHHOCTH AedopManmii TPYIHON KIIETKU
(>kecTKasi Tpy/Has KJIE€TKa B COYETAHWH C KU(POCKOIUO30M M TOSICHUYHBIM JIOPAO30M) CIIOCOOCTBYET
Pa3BUTHIO PECTPUKTUBHBIX JBIXaTEIbHBIX HAPYILICHUH.

Opeanvl 3penus: OTMEYAETCsl IIOMYTHEHHE pOrOBHLBI, CBSI3aHHOE C €€ YTONIICHUEM H
yBEJIMUCHUEM (MEraJloKOpHea), PEeTHHOMATHUsI, M3MEHEHHs JUCKa 3PUTEIBHOrO HEpBa, BHYTPHIIIA3HAS
TUIIEPTEH3Us], TTIayKOMa.

Llenmpanvnaa nepenas cucmema: WHTEIJIEKT U MOBEJCHUYECKUE PEAKLIUH y OOJBHBIX C JaHHON
HO30JIOTHEHl OOBIYHO HE CTPaAaloT, OAHAKO BBICOK PHUCK DPAa3BUTUS MHEJIONATHU IIEHHOro OThena
MO3BOHOYHHMKA. BO3MOXHO pa3BUTHE KOMIIPECCHHM CIIMHHOTO MO3ra BCJEICTBHE COIYTCTBYIOIIMX
HapyIIeHUH OMOpHO-ABUTATENIbHOrO ammaparta. OmnucaHbl Cciaydad CHOABJICHHS CIUHHOTO MO3Ta,
BBI3BAHHOI'O YTOJILIEHHEM €ro oO0O0JOYEeK WIM HeCTaOMIBHOCTBIO AaTIaHTOAKCHAJIBLHOTO CycTaBa
(conpoBOXIAOTCA HApPYLIEHHEM IOXOJKH, MBIIICYHOH CIa0O0CTbIO, HEYKIIIOKECThIO NPH COXPAHHBIX
MOTOPHBIX HaBbIKaX U TUCPYHKIMEH MOYEBOTO MY3EIPs).

Tsokenass (opma 0OOJIe3HH CONMPOBOXKIAAETCA OTKPBHITON (cooOraroreiics) rumporedaiuiei,
HapyLeHUsIMH pe30pOounu cnuHHOMO3roBoi >kuakoctn (CMIK), koTopble TakKe BHOCST BKJIAA B
pa3BUTHE HEBPOJIOTHYECKUX HAPYIICHHUH

[MpusHaku ruaponedallvi 3a4acTyro MOSBISTIOTCS MEUIEHHO M HE3aMETHO, U MOTYT 3aKJIF0UaThCs
B U3MEHEHHUH MOBEICHNS, BOSHUKHOBEHHH T'OJIOBHOM OOJIH, HAPYLICHUH 3pEHHUS.

VY mamuentoB ¢ TsokENOW Qopmoil 3abonieBaHHMS 4acTO HAOMOAar0TCs cynoporu. [losBieHue
cyzopor TpeOyeT IpoBeAeHuUs OlEHKN HeBpoJoTnyeckoro craryca. [Ipu nporpeccupoBanmnu 3a00eBaHus
yacTo HabII0AAI0TCs TeHEPANTN30BaHHbIE TOHUKO-KIIOHHYECKHE TAPOKCU3MBI.

KapnanbHblii TOHHENBHBI CHHIPOM — HEHpONATHs CHAaBJICHHA y MAlMEHTOB C Pa3IUYHBIMHU
Bugamu MIIC. [lpu oTcyTcTBUM JieUeHHS MOXKET MPUBECTH K HEOOPATHMMON KOHTPAKTYypEe IHCTATBHBIX
MeK(aTaHTOBBIX CYCTaBOB, a TAKXKE K HAPYIICHHUIO MM IOTEPE UyBCTBUTEIBLHOCTH MEPBBIX 3 MAIbLEB U
K IIape3y MBILII TeHapa.

Koctasie m3menenuss mpu MIIC VI Tuna npuBOAAT K CHIKEHHIO MOABIKHOCTH HIDKHEH
YENIOCTH, YTO OTPAHUYHBAET CIIOCOOHOCTh OTKPBIBATH POT U KeBaTh. HapylneHus rioTaHust OTMEYaroTCs
NpU CPENHETSDKENIOM M TSDKEJIOM TeueHHH 3a0osieBaHMS M, B OCHOBHOM, CBSI3aHBI C HapyLICHHEM
(YHKIIMOHUPOBAHUS CTBOJIOBBIX OT/EIOB TOJIOBHOTO MO3Ta.

VY mnanueHToB HAOJIONAIOTCS MPU3HAKUA ICEBA00YIH0apHOro WM Oyan0apHOro Mmapajiddei.
CumnTomsl 1e0IOTUPYIOT € PEAKHX IONEPXMBAHUN TBEPIOW NHILEH, Pa3BUBAIOTCS IMOCTEIIEHHO U B
KOHEYHOM HMTOTE MPUBOSAT K rpyOOMy HapylIeHHIO (PYHKIIMU TTIOTAaHUS WM TIOJHOMY €€ MCUYE3HOBEHHUIO.
OtcyTcTBUE MIPAaBUIBHOM PEryNALUM aKTa IVIOTaHUs MIPUBOAUT K 3a0pocy IUINHM, CIIOHBI B TPaxerw M
OpOHXMaJbHOE E€PEBO M PA3BUTHIO BTOPUYHON MH(EKLMU B BUIE PELUIUBUPYIOLINX ACIUPALIMOHHBIX
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OpOHXMTOB W IHEBMOHHI. OJTO yCyryOiseT ApIXaTeibHble HApYIICHHS, SBISIOIINECS CIEACTBUEM
OTIIOKEHUS MYKOTIOJNCAaXapuI0B B BEPXHUX U HIDKHUX JBIXaTEIbHBIX MyTAX.

Cepoeuno - cocyoucmas cucmema: OTMEUAETCs TMPOTPECCHUpYIOIas JereHepanus KIanaHoB
cepaia ¢ 00pa3oBaHKEM CTeHO3a (HanboJiee YaCTO MUTPAIIBHBIN U a0pTabHbIN). [IpOsIBICHHS CepAeIHO-
COCYAHMCTHIX HaApyIIEHWH OTMEYAaroTCsI C paHHEero BO3pacTa. BOJBIIMHCTBO MAIMEHTOB WMEIOT, IO
KpaliHe# Mepe, OJIUH MPU3HAK KO BTOPOMY JIECATHIICTHIO J)XU3HU. KapmoMuonaTus 0TMe4aeTcss He4acTo.

%eﬂyOOQHO-KuW€QHaﬂ cucmema.: CHHAPOM pasapaXC€HHOI'O KUINCYHUKA, I'€IIaTOCINICHOMET aJIuA.

JTUATHOCTUKA

1. IToBbImeHHAS SKCKpEIHs IepMaTaHCyIb(haTa ¢ MOYOH.

Bricokue 3nauenus ypoBHsi ['Al' B Moue KOppenupyrOT CO 3HAYUTENbHBIM OTCTaBaHHEM B POCTE
Y CHW)KEHHOW Maccoi Tefa, a TakKe BBIPaKEHHBIMH KIMHUYECKHMH MapaMeTpaMHy, YKa3bIBaIOIIUMH Ha
OBICTpOE pa3BUTHE W TsDKENIoe TeueHHe Ooile3Hd. Y marueHTtoB ¢ ypoBHeM ['Al, He3HauwTeIHHO
MPEBBIMAIIUM HOPMANBHBIA JIMANa30H 3HAYCHUH, MPOXOJHUT TPU-YETHIpE ACCATHICTHUS O Pa3BUTHUS
KIIMHUYCCKUX HpOﬂBJ’IeHHﬁ TaKoOM K€ CTEICHU BBIPa’)KCHHOCTH. vy B3POCIbIX 6OJ'II)HI)IX BBIITOJIHACTCA 6'TI/I
MUHYTHBIA TECT XOJLOBI, JJIsl IETeH HOPMATHBHBIC JJAHHBIE OTCYTCTBYIOT.

2. CHmxenne aktuBHOCTH N-amermiranakto3amMuH-4-CynbdaTassl (apuicyiabdarassl B) B
KyJnbType (huOpo0IacTOB WU B H30JUPOBAHHBIX JICHKOIIUTAX.

3. Hccnenopanue reHa, xoaupyromiero GpepMeHt apuwicyinbdarasy B, mokanusyromierocss B
cermente 5q13-q14).

4, I[HSI HpCHaTaHBHOﬁ AUArHOCTUKHU UCIIOJIB3YIOT aMHHUOIMTEI U KJIIECTKHM BOPCHH XOPUOHA.

Puc. 1
Anroputm auaraoctuku MIIC VI tuna

MocTtaHoBKa anarHoza MIC VI tTuna

!

<2ropa > 2 net
Cepbe3sHblit naun Cnabbiii DQ < 70 DQ > 70
HEeN3BEeCTHbI NpOrHo3
nporHo3 deHoTMNa
deHoTuna*
®3T (yumnTbiBas
®3T O3T TICK B peakux
cnyyasnx)
DQ< 70 DQ =70
*
YunTbiBas YynTbiBas B ocHoBe NPOrHo3a 3abonesBaHuA J'If)'l'(VIT KANHNU4YeCcKana
KapTUHa, TeCTbl Ha pa3BuUTe HepPpBHOMU CUCTEMbI reHOTUN "
®3T TrCK

Apyras BaxkHasa MHGopmauma

DQ — ko3 PpULMEHT pa3BuUTUa
O3T — pepmeHT3amecTUTENbHAA Tepanus

From Muenzer et al. Pediatrics 2009; TICK — TpaHCNAaHTaLMA FreMOMNO3TUYECKUX CTBO/IOBbLIX K/1ETOK
123:19-29



DQ unu KoagppuyueHm ymcmeeHHozo pazsumus (KYP) - cnocob cpasHeruss uHmemieKmyaibHo20
Paseumusi, COUCMBEHHO20 OAHHOMY 803pACMY (YMCMEEHHBIX CNOCOOHOCMEl PeOEeHKA NO OMHOUEHUIO K
€20 C8EPCMHUKAM,), C XPOHOAOSUUECKUM 803DACTOM ((PaKMULeCKUM 803PACMOM PeOeHKA)

KYP paccuumvisaemes oeneHuem uHmMenIeKmyaibHo20 603paAcma Ha XPOHOJIOSUYECKUL U YMHONCEHUEM
Ha 100 ona nonyuenus yenoeo uucia. Cpednuil Kodhguyuenm yMCmMeeHHO20 pazeumus 0s 00020

so3pacma cuumaemcsi pasuvim 100.

JUOPEPEHIIMAJIBHASA ITUAT'HOCTHUKA

Knunnueckas kapTMHa MyKomoiucaxapuzoza VI Tuma J0CTaToOuYHO MAaTOTHOMOHHMYHA.
Hudpdepennmanbias  AMATHOCTMKA  NPOBOAMTCA €  JAPYTMMHM  TUIAM  MYKOIOJIMCAXapHI030B,
TaHTJIHO3U/I03aMH.

BEJEHUE JIETE C MIIC VI TUIIA

ITanueHnTEl C JAHHOM HO30JIOTHEN JOJDKHEI

IIOCTOSIHHO HaXOOWUTHCSA 110 HAOIIOIEHUEM

CHENHANNCTA TI0 MECTY XKHUTENbCTBA U | pa3 B 6 Mec. MPOXOIUTh 00CIeIOBaHUE B MHOTONPO(UIBHBIX

CTaI[OHapax.

JlaGopatopHble U HHCTPYMEHTAJIbHBIE 00CIEAOBAaHHS U PEKOMEHAyeMasl 4acTOoTa UX MPOBEACHUS

npezcranieHa B Tabim. 1.

IMammentsr ¢ MIIC 1omKHBI MPOXOAWUTh CKPUHUHT Ha KIMHUYECKHE M BH3YyaJIH3allHOHHBIE
NPU3HAKKH KOMIIPECCHM CIIMHHOTrO Mo3ra. HecTaOWJIBHOCTH aTIaHTOAKCHAJIbHOTO CYCTaBa MOKET OBITH
BBISBJICHA TpU pEHTreHorpaduu IEHHOTo OT[eNna IMO3BOHOYHMKA C HArpy3KOW, OJHAKO JUIs
MOJTBEPXKICHNST KOMITPECCHH CIIMHHOTO MO3ra BCIIEJCTBUE YTOJNICHUS ero obosiouek Tpebdyercs

nposenenue MPT.

[MatmeHTH! peKo cooOMAI0T O 0OJEBBIX OIIYNICHUSX, MMOKA HE MPOUCXOIUT MOTeps (HYHKIIUH.
[MpoBeneHre CTUMYISIIMOHHOW 3nekTpoHerpoMuorpaduu (OHMI') BeIBISET choaBiieHHE CPEIUHHOTO
HEpPBa Jake 0 MOABICHHUS CHUMITOMOB U JOJLDKHO IIPOBOJUTHCS, HAaUWHAsA C 4-5 jieT kaxaple 1-2 roxa.

[TaumeHTB! JOMKHBI PErYISIPHO MPOoXoaAuTh obcnenoBanusa: DK (A MCKIIOYEHUS! CHHYCOBOM
taxukapaun), Ixo-KI', xontepoBckoe monutopupoBanne DKI', CyTOUHBIII MOHUTOPHHI apTEpPHAIHLHOTO
nasiieHust (y 25-35% OonpHBIX pa3BUBAeTCs apTepUalibHAs THUIICPTEH3HS).

Tabmuma 1
Hab6monenue nereii ¢ MIIC
HccnenoBanusa ITepBo- Kaxnpie Kaxnpie 12 | Omqun pa3
HavajabHas 6 Mec Mec B 2 Toja
OLICHKA
Jemorpapuueckas X
XapaKTepuCTHKA
HcTtopus 601e3umn X
OneHka o011ero Buaa X X
Kinnnyeckuii ocMoTp X X
Onenka HIHC
Kowmmerorepras tomorpadus wiu X X
MPT ronosHOro Mo3ra
Koruutusnoe TECTUPOBaHUE X X
(DQNQ)




CKOpOCTb HEPBHOM MPOBOIUMOCTH/ X X
OMIl

OneHka ciayxa

Aynuomerpus X X
Ouenka 3penust

OcTtpoTa 3peHus X X
OcMOTp ceTYaTKH IJiaza X X
HccnenoBanue poroBuIist X X
JbixaTeqabHasi cucTeMa

OB/ X X
Hccaenoanue X X
CHa/MOJIUCOMHOTpadus

OobcaenoBanue cepievyHo-

COCYAUCTOl CHCTEMBI

OneKTpoKapIuorpaMMa X X
Oxokapauorpadus X X
OnopHo-ABUraTeJbHBIN annapar

PenTreHorpaduu ckenera X X

Kesry104HO-KMILIEYHbIH TPAKT

O0BeM cele3eHKn

O0BeM reyeHn

Jnuna , Mmacca

OKpYy>XKHOCTb TOJIOBBI

ApTepHallbHOE JABICHHE

P e | e

Onpepenenue 'AT’

LRl LR

OrnpenencHue AKTHUBHOCTHU
tdhepmenTa

OpHoii u3 ci10xHbIX npobsiem y nanueHToB ¢ MIIC VI Tuna siBisieTcst CHHAPOM OOCTPYKTUBHOTO
amHod. /Iy AnarHocTukyM 3a00JI€BaHMs MPOBOIAT MOIMCOMHOIpaduio, KOTOpasi MO3BOJISET ONPEAeTIUTh
XapakTep JAbIXaTelIbHBIX HApYIICHWH, BBISBUTh MX IEHTPANBHBIA TE€HE3 WU CBS3b C THIEPTpoueH
aICHOWJIOB, CEPJCYHON HEJOCTaTOYHOCTHIO WM CMelaHHbIN. [IpoTHBONOKa3aHMEM K HCIIOJIb30BAHUIO
METO/Ia MOKET CTaTh HETaTHBHOE OTHOIICHHE PeOCHKAa K WCCIIENOBAHWIO, M30BITOYHAS JBHTATEIbHAS
aKTMBHOCTb [0 W/MJIM BO BpeMs HOYHOTO CHAa, a TaKXkKe OCTPOe pecnupaTopHoe 3al0ojeBaHHE C
(heOpUITBHOI TeMITepaTypoi.

Takum oOpa3om, mojHOe OOCIENOBaHHE Al KOHTPOJS COCTOSIHHSI BCEX OpPraHOB M CHCTEM
MIPOBOJIMTCS B 3aBUCUMOCTH OT TSKECTH TeueHHs1 0ojie3Hn 1-2 pasa B rof. JJIUTENbHOCTh HAXOXKICHNS B
KPYTJIOCYTOYHOM / THEBHOM cTannoHape 21-28 qHeid.

Peabunuranuonnsie  meponpusitua  (Maccax, JIOK, ¢wusmonponenypsl, ICHXOIOr0 —
Mearoruveckas MoMoIlb) B YCIOBUSAX JHEBHOTO CTallMOHApa PEKOMEHJOBAaHO MPOBOAWTH 3-4 pas3a B
rofy.

HNPUMEP JTUAT'HO3A

Myxonoaucaxapuoo3 VI muna (cunopom Mapomo Jlamu).

Opearnuueckoe nopadicenue 20108H020 MO32d, 6HYMPEHHAA 2udpoyedanusi 8 Cmaouu KOMneHcayuu,
COCMOsIHUE NOCAEe HANONCEHUsT 86eHMPUKYIonepumoneaivrno2o wynma om 20072. Crenoma eciedcmaue
MOMANLHO20 NOMYWMHEHUsL PO20sUYbl 000UX 21a3 U YACMUYHOU ampouu 3pUmenbHbIX HEpPBos.
Pacxoosweecss xocoenazue. JJucnpakcus noxooxku u Mmeaxou momopuxu pyk. Humennexmyanvras
Hedocmamounocmo. CydceHue no360HOUHO20 KAHALA 8 WEHOM Omoene, KOMIPECCUs CNUHHO20 MO32d 8
wetinom omoene. Bmopuunas xapouomuonamus. Hedocmamounocms MumpaibHo2o u aopmaibHO2O
kaanana. HK 2 cmenenu. Cunopom o6Cmpykmugno2o anHod cHa msoicenol cmenenu. [leghopmayus
noseonounuxa. /lepopmayus epyonoi knemxu. CeubamenvHvle KOHMPAKMYpsbl JOKMEGbIX U KOJIEHHBIX



cycmagos. Jlepopmayus nyuezanscmuvix cycmasos. Iliockocmonue kombunuposantnoe 2 cm. Adenououl
2-3 cmenenu. I'unonnaszus 3y6nou smanu. Ilynounas epwioica.

JIEUEHUE

1. 1o HeaBHETO BPEeMEHH €MHCTBEHHBIM METOAOM JICUCHHS ObLIa TPAHCIJIAHTALMSA CTBOJIOBBIX
kjeTok remomnod3a (TCKI). VYcmemmnas TpaHCIJIaHTalMs CTBOJOBBIX KIETOK MOXET OO0ECHedUTh
(bu3M0I0TNYECKU YPOBEHb HEIOCTAIOIIET0 (hepMEHTa Ha JJIMTEIbHOE BPeMs, OJHAKO OHA JOCTYIIHA He
Be3Jle M3-3a OTCYTCTBUS MOAXOSIIMX AOHOPOB M CBSI3aHA CO 3HAYMUTENBHOH 3a00JI€BA€MOCTBIO U
CMEPTHOCTEIO.

2. B mHacrosimee Bpemsi BHeIpeHa (pepMEHTO3aMeCTHUTe/ILHAsl Tepanusi, KOTopas sBIsSETCS
HanOosee Oe3omacHbIM BuAOM JedeHus. [t pepmenrozamectutenpHol Tepanun MIIC VI npumensercs
npenapart ["ancynbdaza (Harnazum; kon ATX A16ABO0S).

lancyneaza — 310 pekomOuHanTHas ¢popma N-anermiranakro3amuHa-4-cyiabQarasbl 4eIoBeKa.
[Ipenapat BBoAUTCS B 103€ |MI/KI OAMH pa3 B HEAEIO B BUJC BHYTPUBEHHOW MH(Y3UU B TeueHue 4 4 B
YCIOBUSIX cTaluoHapa. 2,5% pacTBOpa BBOAAT B TEUEHHE NEPBOTO 4Yaca, OCTAILHONH 00BEM (IPUMEPHO
97,5%) B Teuenue mnocneayromux 3 4. DepMEHTO3aMECTUTEIbHYIO TEpaluio B BHJE BHYTPUBEHHBIX
MH(Y3UH IPOBOIAT €XKEHEAETHHO TOKU3HEHHO.

Bo3MOXXHO pa3BUTHE TaKkuX HEXKeENAaTelIbHBIX SBICHUIH, KaK aHTMOHEBPOTHYECKHH OTEK,
apTepuanbHas TUIIOTEH3MsI, O/IBIIIKA, OPOHXOCTA3M, PECTUPATOPHBIA TUCTPECC-CUHAPOM, KPalvMBHUIIA, a
TaKXe JIMXOpajKa, 03HOO, TOJIOBHAash OOJb, CHIMb, TOIIHOTA, pBOTa T.A. [lepBhie Henenu BBEACHUS
npenapaTa u3-3a pUCKa BOSHMKHOBEHHS HEOMAaronpUSATHBIX PEaKUMH B OTBET HA MH(Y3HUIO, NAlMEHTaM
Ha3HAYaIOTCA aHTHT'MCTAMHUHHBIE TIPENapaThl B COUETAHUH JKapOTIOHKAIOIIUMH HETIOCPEICTBEHHO Tepe]]
uHQy3ueil. VHTEHCHBHOCTh MPOSBICHUA MOXHO YMEHBIIUTH NPH CHIKCHUH CKOPOCTH BBEICHUS
npenapaTa Wi BPEMEHHOM INpeKpaiieHud uHQy3uu. IIpum pasBUTHH TSDKENBIX MOOOYHBIX peakuuil
CJIeyeT HEMEIUIEHHO PEKpaTuTh BBEJICHHUE NpenapaTa u IpoBECTH BCe HEOOXOJUMbIE MEPOIPHUATUS A
KyIIHPOBAHUS HEXKENATENbHBIX SBICHUH.

3. Mo mokazaHWsSAM MPOBOJUTCS XMPYPruveckKoe JieYeHHe TIIayKOMBbI, KOPPEKLHUSl CKEJIETHBIX
AQHOMAJTHI, XUPYPrHYECKOe JICUCHHE KaplallbHOTO CHHAPOMA (pacCceyeHHe CTEHKH 3alsiCTHOrO KaHala
BBICBOOOKICHUE CPETMHHOTO HEPBA), IPhDKECCUCHHUE.

4. CumMnToMaTH4yecKas Tepanus:

1) KOppeKIHs CepAeIHO-COCYAUCTON HETOCTATOUHOCTH U apTePUATbHON THIIEPTEH3UH POBOUTCS
CTaHJAPTHBIMH  METOJAaMH, OPUHATBIMM B JIETCKOH  KapAHMOJIOTHH. Heob6xomumocTs
KapIHOXUPYPTrUUECKON OTepaIiy TIIATETHHO 00CYKAaeTCsl HA KOHCHIIMYME CIIEIIHaIHCTOB.

2) HEBPOJOTHUYECKHE HApYIICHUs] - CooOIaromascs (OTKpbITas) Tuapouedais, KaprnaibHbIi
CHHIPOM, KOMIIpecCHsl  LIEWHOro OTAeNa, TpeOyIT XHpYpPruueckoro BMmemaTenbcTBa. HambGomee
3¢ heKTUBHBIM METOIOM JIEYEHUS cooluaroniencs ruzporedanuu SIBIISIETCS
BEHTPHUKYJIONEPUTOHEATIbHOE NIYHTUpOBaHWE. [IpW MOSIBICHHM TEPBBIX CHMITOMOB KOMIIPECCHUU
HIEHHOTO OTZAENa CIHMHHOTO MO3ra HEOOXOAMMO paccMaTpUBaTh BONPOC O AEKOMIPECCHPYHOIIEH
OTepaluy, TOCKONbKY CAaBJI€HWE CIHMHHOTO MO3Ta MPUBOIUT K HEOOPAaTHMMBIM HEBPOJIOTHYECKUM
HapyIICHUSIM.

3) JedeHHe SMUICTICUU TIPOBOAATCS aHTHKOHBYJIBCAHTAMH, OJJHAKO JIO3bI IOJDKHBI OBITH MEHBIIE
CpeHeTepaneBTUYECKUX ISl M30eranusi HexxenaTenbHbIX 3 (EKTOB U IBUTaTeIbHBIX HAPYILIEHUH.

4) i peIOTBPAIICHHUS aCTUPAIIMOHHOTO MOPAKEHHsI OPTaHOB JIBIXaHHS POJUTEIISIM HITH JINIAM,
OCyLIeCTBISIOMUM yxo[ 3a 6onbHbIM MIIC ¢ HapymieHusIMH TTI0TaHMs, HEOOXOIMMO BBITIOJHEHUE PAla
pPEKOMEHIAIHI:

- YacToTa KOPMJICHUH JT0JbKHA OBITh He MeHee 8-10 p/cyTku HeOONbIIUMY MOPIHSIMH,

- TIOJIOKEHUE OOJBHOTO MPU KOPMIICHHH CHJISl HITH C TIPUITOIHSATHIM TOJIOBHBIM KOHIIOM,

- ©XKEJJHEBHBIN APEHAKHBIA MaccaXX, IPOBOJIUMBIN HECKOJIBKO Pa3 B ACHB,

- B ciiy4yae rpy0oro HapylleHHs TJIOTaHUSI PETyJspHas CaHallUsl BEPXHHX JIBIXATEIbHBIX MyTel C
MOMOIIBIO 3JIEKTPOOTCOCA,

- KopMJIeHHe Yyepe3 3011 (00s13aTeIbHO PU OPOHXUTE/TTHEBMOHHN),

- TIOCTOSHHOE NPHMEHEHHWE 30HJa B cllyyae TIpyOOro HapylleHHs TJOTaHus, YacThIX
OpOHXOJIETOYHBIX MH(MEKIIMA acCITHPAITMOHHOTO TeHEe3a.

5) cranmapThl 0hTaIBMOIOrHYECKOro jieueHust y 6ompHbIXx ¢ MIIC He OTIMYArOTCS OT 310POBBIX
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OOJBHBIX.

6) opromeanyecKkas KOPPEKIHUs BKJIIOYACT HEXUPYPTUUYECKHE METOIbl KOPPEKIMH HapYIICHHS
OCaHKH, TYTOMOJBWKHOCTH B CycTaBaX, (PM3UOTEPANIMIO U UCIIOJIB30BaHUE OPTONECIUUYECKUX YCTPOHUCTB.
Onepauuu OPOBOJATCS C IENBIO JIEKOMIPECCHH CIHHHOTO MO3ra WIM cpenHero Hepsa. llpu
HEOOXOIMMOCTH TPUMEHSETCS apTPOCKOIHUS, IHIOMPOTE3NPOBaHNE Ta300€APEHHOT0 W/WIH KOJEHHOTO
CycTaBa W UCHPABJICHHE OCH HIKHEW KOHeYHOCTH. [larmenTtaM ¢ HapymieHneM (YHKIHWA KHCTEH WIIN C
HapylIeHHeM HEpBHOW NpoBoguMocTH mo pesyiapTaraMm OHMI' mokasaHa omepanusi AeKOMIIpECCHU
HEPBHBIX CTBOJIOB, KOTOpasi MPHBOAUT K OBICTPOMY CTOHKOMY yiydmeHuto ¢ynknuu. Yactora
PEININBOB KaprmajabHOTO TOHHENIBHOTO CHHApPOMA Y TAIMEeHTOB C pasiaumyHbiMua Tumamu MIIC
HEU3BECTHA.

7) pelMIUBHPYIONIME OTHTHI, YACThIC PECITUPATOPHBIC MH(EKIIUU BEPXHHUX BIXATEIbHBIX MyTeH
TpeOyIOT TPOBEACHUS CHMIITOMAaTHYECKOW, aHTHOAKTEpHaIbHOW Tepamud, MTpH HEOOXOIUMOCTH
XHUPYPTUUECKOTO BMEIIATEIbCTBA (3CHOTOMUS, TOH3HIIKTOMUS U JIp.).

8) wacthie pecnMpaTOpHble MH(EKIUH OOYCIOBIMBAIOT MPOBEICHHUE JOMOJHUTEILHON aKTHBHON
WMMYHHU3alMN TPOTHUB THEBMOKOKKOBOW ¥ reMO(IITEHON MH(EKITHH.

[TomHoe oOcnemoBaHme MAMEHTOB ¢ MyKOMoiucaxapuao3oM VI tuma pekoMeHyeTcss IpOBOIUTh
¢ gactotoil 1 pa3 B 6-12 mecsieB, B 3aBUCUMOCTH OT TSDKECTH TEUEHHUs Mpoliecca. JIUTeThHOCTh
HaXOKJIEHUS B CTAallMOHApe / THEBHOM cTannoHape 21-28 mHeil.

AHecTe3H0JIOTHYEeCKHE ITOCO0Hs

[Ipu mpoBeneHUM O0O0IEH aHECTE3WMM HEOOXOMUMO IOMHHTH O BBICOKOM PHCKE KOMIIPECCHHU
CIIUHHOTO MO3ra BCIIEJICTBHE HECTaOWJIBHOCTH AaTJIaHTOAKCHAIbHOTO cycTaBa. KopoTkas 1es,
OTpaHMYCHHE TIOJBM)KHOCTH HIDKHEH 4YCNIOCTH, VYBEJIIMYCHHE S3bIKa, BBIPAKCHHAs TrUNepTpodus
aJICHOUIOB M MUHJAJIMH CO3JIAI0T IIPOOJIEMBI IPU MIPOBEACHUN aHECTE3HOIOTHYSCKOTO MOCOOUS, TOITOMY
MPENNoYTeHHe CJleayeT OTHaBaTh MECTHOMY WM pETHOHaIbHOMY o00e30ommBanuio. llammeHT
MpPEABAPUTEIILHO  KOHCYJIBTUPYETCS  KapIHUOJOrOM,  OTOPUHOJIAPUHIOJOIOM,  aHECTE3UOJIOrOM,
HeBpornaTojgoroM.  OOs3aTebHO  MPOBEIACHHE  IOJIHOTO  KapJUOJOTHYECKOro  OOCJIeOBaHuUS,
noarcoMHorpaduu (A1 BBISABIACHUS CTEMEHH JBIXAaTENBbHBIX HAPYIIEHHH), MpH HEOOXOAMMOCTH -
SH/IOCKOTIMM HOCOTJIOTKM M KOMITBIOTePHON ToMorpaduu Jerkux. OnepaTHBHOE BMEIIATEIHCTBO C
aHecTe3ne He0OXOIMMO MPOBOJIUTH B KPYITHBIX MEIUITMHCKUX IeHTpax, umetonux OPUT, Tak kak
MHTYOAIMs ¥ TIOCJICIYOIIast KCTYOAalusl y TAKKX HMAIllMEHTOB MOYKET BbI3BaTh 3aTPyIHECHUS.

Peabdnimmranus

[ManmenTy ¢ mykomnonucaxapuao3oM VI tuna ¢usnorepanestom u Bpadom-JIOK pazpabateiBaeTcs
NEPCOHANM3UPOBAHHBI Kypc peaOdWMTaluM, BKIIOYAIOLNIMA Maccax, JeueOHyI0 (U3KYJIBTYpY,
¢u3noTEpaneBTHUYECKUE MPOLEAYPhl (MarHUTOTEPAIUIO, TEPMOTEPANHNIO, YAAPHO-BOJIHOBYIO TEPAIIUIO,
MeTo]1 OMOJIOTHYECKOM 00paTHOM CBS3U U IPyTUe IPOLEIYPbI).

Peabunuranmonnsie kypcbl (Maccax, JIOK, dQusuonpouemaypsl, NCHXOIOTO—TieAarornieckas
MIOMOILb) >KEJIATEJILHO MPOBOAMTE B YCIOBUSAX IHEBHOI'O CTAllMOHAPA IIPOBOJUTCS C 4acTOTOW 3-4 pasa B
TOJ.

IlcuxoJioro-negarornyeckasi MoMoIlb

[IpoBoauTcs B KOMILIEKCE PeaOMIMTALIMOHHBIX MeponpusaThid. KoppekunoHHo-Tiemarornieckoe
BO3ZI€I>1CTBHC ONpeaCIACTCA B 3aBUCUMOCTHU OT TSDKECTU U NJIIMTCIIBHOCTU TCUCHUA 60H63HI/I, CTPYKTYPbI
HapyLIeHUH 3I0POBbS, CTEINIEHU HEJOPA3BUTHS IO3HABATEIBHOM AEATENHLHOCTH, THUIA 3MOIMOHAIHHOTO
pearupoBaHusi, OCOOCHHOCTEH TOBeaeHUs pebeHka. BxioueHne KOpPPEeKIHMOHHO-TIEAaroruuecKoro
COIIPOBOXJACHUA B KOMIIJIEKC BOCCTAHOBUTCIIBHBIX MepOHpI/ISITI/Iﬁ oOecrieunBaeT JOIOJHUTCIIBHYIO
OIICHKY JUHAMHUKHU IICUXUYCCKOTO pa3sBUTHA KaK OJHOT'O M3 BAXXHbBIX rokKazartejieil COCTOSHHUS 310pPOBbA,
noBbImaeT 3)(HEeKTUBHOCTh TEPaNeBTHUECKUX BMEIIATENBCTB, CHU)KAET IKOHOMUYECKOe OpeMs IaHHOH
MATOJIOTUH 33 CYeT COIMaJIH3allid MAIlMeHTOB M COXPAaHEHWS IICHXOJOTMYeCKOTO MOTEHIHANIA
TPYAOCITOCOOHBIX YJIEHOB CEMBH.

INanauaTuBHAs MOMOIIL
B cocTaB nmaqMaTHBHBIX CITY)KO BXOAST BpPayd, MEIUIIMHCKHE CECTPBI, IICKXOJOTH U COLUATBHBIC
paboTHHKH. HecMOTpss Ha TSDKEIIOE COCTOSHHE W TOCTOSHHYIO ITOTPEOHOCTH B MOHHTOPHHTE, BCE
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MAIACHTHl TIPEUMYIIICCTBEHHO HAaXOMATCS JOMa B KpyTy CBoed ceMbH W Jpy3eil. OCHOBHOW IIEIBIO
paboOThl MAUIMATUBHBIX CIIYKO SIBIIETCS CO3ZaHHME BCEX HEOOXOMUMBIX YCIOBHMH IJIsi 0O€CIICYCHHMS
HAX0XJICHUS OOJBHBIX B IOMAITHUX YCIOBUSX, a HE B CTCHAX JICUCOHOTO YUPEXKICHUS, UTO MO3BOJISIET HE
TOJIBKO YJIYUYIIMTh KAYECTBO KU3HU OOJBHBIX M X CEMEH, HO M CYIIIECTBEHHO CHU3UTh TOCYIaPCTBCHHBIC
3aTpaThl Ha IIOCTOSTHHOE CTAITMOHAPHOE JICUCHUE TAKUX ITAIIHCHTOB.

INPOI'HO3

[IpomomxurenpHOCTS XU3HU TpuMepHO 30 ser. OCHOBHAs MpUYWHA CMEPTH — OCIOKHEHHS CO
CTOPOHBI CEPACYHO-COCYTUCTON CUCTEMBI.
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