KJIMHUYECKHWE PEKOMEHIAIIAY 110 BEJIEHUIO JIETEM C
MYKOIIOJIMCAXAPUTO30M VI TUIIA

JanHbple KIMHMYECKHEe PEeKOMEHIAIMd PACCMOTPeHbI W YTBep:KIEeHbl HAa 3acelaHUHu
Hcnonkoma npodeccuonaibHoi acconuanum aerckux Bpadeii Coro3a nequarpos Poccuu Ha XVII
Cne3ne neauatpoB Poccun «AKTyajbHble podiaeMbl neguaTpun» 15 pespans 2013r.

MYKOIIOJIMCAXAPUIO3bI

JaHHBII TPOTOKON MO AWATHOCTUKE M TEpalul MYKOIOJUCAXapUA030B y NeTeld co3laH Ha
OCHOBaHUM CHCTeMaTH4ecKoro o63opa nuteparypsl 1992-2013 rr. Medline (Pubmed version), Embase
(Dialog version) um Cochrane Library databases, ¢ wucmnonp3oBaHHEM CO3IaHHBIX IPOTOKOJIOB
(Management Guidelines for Mucopolysaccharidosis VI. Roberto Giugliani, Paul Harmatz, James
E. Wraith).

Mykononucaxapuo3bl OTHOCATCSI K PEIKUM HAcJeICTBEHHBIM 3a00J€BAHUAM, YTO HCKIIOYAET
BO3MOXHOCTh IIPOBEICHUS OOJNBIIMX KOTOPTHBIX M PAaHIAOMHM3MPOBAHHBIX KOHTPOJUPOBAHHBIX
WCCIIEIOBAaHNHN | JJIs1 CO3JJaHuUs IPOTOKOJIOB AUATHOCTUKH M TePAMU HCTIONB3YIOTCS JIUIIb TEMaTHUECKUE
HCCIIEI0BAHMUS 3KCIIEPTOB, ONyOIMKOBaHHbIE B IIOCJIECIHUE [1BA AECSTUIIETHUS.

OIIPEAEJIEHUE

Myxonomucaxapuaossl (MIIC) - rpynma merabonmdeckux — 3a0OJE€BaHUI COEAMHHUTEITHHOMN
TKaHH, CBS3aHHBIX C HapylIeHHeM oOMeHa riauko3amuHorimkanoB (AL, npossistomumxcs aedekramu
KOCTHOM, XPSIIEBOH, COCAMHUTENBHON TKaHe. O0yCIOBICHBI JaHHbIC 3a00JICBaHUs MYyTallUsIMU TCHOB,
KOHTPOJIMPYIONIHX MPOIECC BHYTPUIN30COMHOTO THAPOIIH3a MAaKPOMOJICKYIL.

KOJbl MKB-10
E 76.0 - Myxononucaxapumao3 1 tuma

E 76.1 - Mykononucaxapuaos 2 Tumna
E 76.2 - [Ipyrue MyKomnoaucaxapuio3sl

SMUIAEMUNOJI0OI'UA

Bcetpeuaetcs ¢ nonynsiimonnoi yactotoit 1:40 000 - 1:100 000 HOBOPOKAEHHBIX.
MNPOPUITAKTHUKA

[MpodunakTka MyKOIMOIUCAXapHUIO30B - TPCHATaNbHAs JIHAarHOCTUKA, OCHOBAaHHAs Ha

HCIMMOCPCACTBCHHOM OIIPCACIICHUN ,I[e(l)I/I]_[I/ITa (l)epMCHTa B aMHHOTHYCCKHX KJICTKaX.

CKPUHUHI
B mnacrosimiee BpeMsi CKPUHHMHI CpPEIU HOBOPOXKACHHBIX WM JIPYTHX BO3PACTHBIX TPYyHHI HE
MIPOBOTUTCHI.

KIIACCUOUKALIUA
CormacHo (pepMEHTATUBHBIM Je(eKTaM M TSHKECTH KIMHUYIECKOW CHMITOMATHKH BBIIEIAIOT 14
THTIOB MYKOTIOJICAXaPHJI030B:

MIIC I

. MIIC I H cungpom I'yprep

. MIIC I H/S cunnpom ['ypraep-Llleiie
. MIICIS cungpowm lleiie

MIIC I CHUHIPOM XaHTepa, yMepeHHas U Tshkénast GopMbl
MIICIII  cuaapom Candunummo

° MIIC IIIA Tuma
° MIIC IIIB tuna
° MIIC IIIC tuna
° MIIC IIID Tuma
° MIIC IIIE tuna



MIIC IV  curmpom Mopkuo
o MIIC IVA curgpom Mopkuo A
o MIIC IVB cunanpom Mopxkuo B
MIIC VI cungpom Mapoto-Jlamu (o BBIpaX€HHOCTH KIMHHYECKUX IPOSIBICHHUH: Jerkas,
yMEepeHHas U TspKEnas popMbl)
MIIC VII cunnpom Crnas
MIIC IX

MYKOINOJIMCAXAPHUIO3 VI TUIIA (MIIC VI THIIA)

Cunonnm: Cuaapom Maporto — Jlamu

Kox MKB10
E 76.2 - Ipyrue MyKomoaucaxapumao3sl

OIIPEAEJIEHUE

HacnenctBenHass Jm3ocomanbHas OOJIe3Hb HAKOIUICHHS, MNPH KOTOPOM HEIOCTATOYHOCTh
¢epmenta N-anermnranakrozaMuH-4-cyibdaTassl (apwicynbdara3sl B) mpuBOONT K HApPYIICHHUIO
CTyINEHYaTO! Jerpananuu riaoko3amunorirkana (I'Al') nepmaTancynbdara.

SIMUIAEMHUOJIOI'Us
MIIC VI tuna Berpeuaercs ¢ mnomyasinuoHHod wactortod 1:300 000. Tunm HacnemoBaHus:
ayTOCOMHO-PELIECCUBHBIM.

9TUOINATOIEHE3

Henocratounocts depmenta N-anerwiranakro3aMuH-4-cyibgaTasel  (apuicyibdarazel  B)
MIPUBOANT K HAPYIICHHWIO CTyIeHYaTod Aerpagaruu riaumko3zamuHornukana (I'AlY) mepmarancymnsgara.
I'ATl' mnakammBaeTcs BHYTPHM JHM30COM U OOYCIIOBIHMBAa€T KIMHUYECKYIO KapTHHY TSKEIOTO
XPOHMUYECKOTO  TMporpeccupyromero  3aboneBanus.  Hegocratounocts — apuicynbdaraser B
00HApY>KMBAETCS BO BCEX TKAHIX, B TOM YHCJIE B KyIbType GpudpodiacTor. ['eH, kogupyronuit hepMeHT,
JoKanmu3yeTcs B cermente 5q13-ql4.

KJIMHUYECKAS KAPTUHA

Cunipom Mapoto-Jlamu sBJIsIeTCSl KIMHUYECKH HEOTHOPOJHBIM 3a00JI€BaHUEM C TOYKH 3PCHUS
paclpoCTPaHEHHOCTH M CKOPOCTH TPOTPECCHPOBAHHS TMOPAKEHUS DPa3HUYHBIX OPraHOB W CHUCTEM.
Bonesnr xapaktepmsyercs OTCTaBaHHEM B POCTE, W3MCHCHUSMHU CO CTOPOHBI OPIraHOB 3PCHUS,
orpyOeHHEeM 4YepT JIMIA, CHUKCHHUEM CIIyXa, TYTOMOJBHKHOCTBIO B CycTaBaX, IelaToCIUICHOMETalHeH,
MOCTETIEHHBIM Pa3BUTHEM CEPJICYHO-COCYIUCTOM U IBIXaTeIbHON HEJOCTATOYHOCTH.

B nureparype omucaHbl Ciy4aW MAUEHTOB C BHIPAXCHHBIMU (DU3MYCCKUMHU U3MEHCHUSIMH U
CEPJICYHO-COCYTUCTHIMH 3a00JICBaHUSIMU B MEPBBINA T'OJ] )KU3HH, OJTHAKO MHOTJIA OTMEYACTCS MEJICHHOS
nporpeccupoBanue 0OJIE3HN B TCUCHHE MHOTUX JCCSATHIICTHA.

[IporpeccupoBanue 3a0oyieBaHUS: CKEJIETHBIE MedopMaIiu, 3a00JeBaHus CyCTaBOB, CEPICYHO-
JIETOYHBIE OCJIOXKHEHHUS, CICIOTa M KOMIIPECCHSI CIIMHHOTO MO3Ta MPUBOANUT K MHBATUAM3AINH MTAlUCHTA.
B Hactosiee Bpems BhIACHAIOT 3 (GopMmbl 00jI€3HM: NPH TsDKENOH (opme ae0r0T 3a0oiieBaHuUs
MIPOMCXOANT B Bo3pacte 1-3 roja, Mpu CPeIHETSHKETION TPOSBICHUS HAYNHAIOT OECTIOKOUTH C 6 JIET, IpH
nerkoit — nocine 20 ner.

OcHogHbiMU npU3HAKamMy O0e3HY SBISIFOTCS TPyOBIe YePTHI JINIA TP COXPAHEHHOM HHTEIJIEKTE,
TYTOIOABUKHOCTh B CYCTaBaX, IOMyTHEHUE POTOBHUIIBIL.

Brewnuy 6u0 nayuenma xapaktepusyercss orctaBanueMm B pocte (90-100 cm mpu OvicTpoM
MPOTPECCUPOBAHMM; MakKCUMalnbHBIE — 150 cM), JUCTIPONOPLMOHATBHBIM — TENOCIOKEHUEM -
KapJIMKOBOCTBIO C yKOpoudeHHeM TynoBuma. OTtmedaeTcs n3MeHeHHe (opMbl Juna - OOJBIIOW HOC C
3amaBIIell MEPeHOCHUIIeH, MyXJble T'yObl, MajeHbKHE 3yOBbl C IIUPOKHMH 3yOHBIMH TPOMEXYTKaMH,
MO37/HEE MpOpe3bIBaHNEe 3y00B, Makporioccus. Bo3Mo)kHa TiryxoTa, MymnmovHas IpbhKa, axoBas TPhIKa,
VIUIOTHEHHE M YTOJILIEHHE KOXH, I'pyOble BOJOCH, YMEPEHHBIH TrupcyTusM. Ha mo3gHux cramusx
pa3BUBaeTCs IIyXO0Ta, CIENOoTa, IeMEHLUS.



Kocmuas cucmema: HabIIOMAIOTCS MHOKECTBEHHBIC TU30CTO3bI, YMEPEHHAS TYyTOMOABHKHOCTh
MPakTUYeCKH BO BCEX CyCTaBaxX, CrudaTeslbHblE KOHTPAaKTyphl MeEK(alTaHTOBBIX CyCTaBOB U
KIemHeBuHas Aedopmanys KUCTU. I3MeHeHMs  Ta300€IPEHHBIX CYCTaBOB (IUCIUIa3Usl TOJOBKU
OenperHoil koctH, Aedopmanus >mHPU30B OENpPEeHHBIX KOCTEW) BENeT K IPOrPEeCcCUpPYIONIeH
MHBaTHAM3aMK. KuneBuanas rpyaHas KJIeTKa ¢ MIMPOKUMHU peOpamu, 1e(eKT pa3BUTHS TEJ O3BOHKOB C
NepeHnM TepeioMoM; X-00pa3Hoe HCKPHBICHHE HOT; NpPU PEHTreHorpaguu - TOYEYHBIC MSCTHBIE
KOCTH.

Opeanvl Ovixanus.: B anamHese nauueHToB ¢ MIIC VI tuna yacteie pecniupaTopHbie WHPEKINN
(punutel, otuThl). [wmeprpoduss MHUHAATMH W aJCHOWAOB, YBEIMYCHHE S3bIKa, YTOJIICHHUE
HaJrOPTaHHUKA M TOJOCOBBIX CBSI30K, OOYCIIOBIMBAIOT PAa3BUTHE IbIXATEJIbHBIX HAPYIIEHUH pa3HOU
CTENEHH TSHKECTH, BKIIOYas OOCTpYKTHBHOE amHOd cHa. OcobeHHOCTH nedopMaluil rpyAHOH KISTKH
(>kecTkast TpyZIHas KJIE€TKa B COYETaHWU C KU(OCKOIMO30M U MOSCHUYHBIM JIOPJO30M) CIIOCOOCTBYET
Pa3BUTHIO PECTPUKTUBHBIX AbIXaTEIbHBIX HAPYLICHUH.

Opeanvl  3penusi; OTMEUAETCsl MOMYTHEHHE pOTOBHIIBI, CBSI3aHHOE C €€ YTOJIIEHHEeM |
yBennueHneM (MerajoKOpHea), pPeTHHOMATHs, W3MEHEHHUS IHCKa 3PUTENFHOTO HEpBa, BHYTPHUTIIA3HAsS
TUIEPTEH3US, TIIayKoMa.

Llenmpanvnas Hepenas cucmema. VHTEIJIEKT W TOBEJIEHUECKUE PEaKUH Y OOJNBHBIX C JAaHHON
HO30JIOTHEH OOBIYHO HE CTPajaroT, OJHAKO BBICOK PHUCK PAa3BUTHS MHUENONATHUHM LIEHMHOro OThena
MO3BOHOYHHMKA. BO3MOXHO pa3BUTHE KOMIIPECCHMHM CIUHHOTO MO3ra BCJEJICTBHE COIYTCTBYIOLIMX
HapyLIeHUH OIMOpHO-IBUTATeIbHOrO anmapara. ONUCaHbl CiIyd4ad CHABJIEHHs CIOHHHOTO MO3Ta,
BBI3BAHHOTO YTOJIIIEHUEM €ro O0O0OJIOUeK MM HECTaOMJIbHOCTBIO aTJIAHTOAKCHAIBHOIO CyCTaBa
(conpoBOXXKIArOTCA HapyLICHHEM IIOXOAKH, MBIIIEYHOH €Ia00CThIO, HEYKIIIOKECThIO IPU COXPaHHBIX
MOTOPHBIX HaBBIKaX U TUCPYHKIHEH MOYEBOTO My3bIP).

Tsoxenass ¢opma OoJIe3HHM CONMPOBOXKAACTCA OTKPBHITOH (coobmaromeiics) rugpouedanuei,
HapymeHUsIMH pe30opOIuu crmimHHOMO3roBoM Jkuakoct (CMIK), koTopeie Takke BHOCAT BKIIAI B
pa3BUTHE HEBPOJOTHYECKUX HAPYILIECHHUH

[Ipusnaku rugponedanuy 3a4acTyI0 MOABISIOTCA MEAJICHHO M HE3aMETHO, U MOTYT 3aKJII0YaThCs
B U3MEHEHUM [10BEJCHUS, BOSHUKHOBEHUH I'OJIOBHON 00JIM, HAPYILICHUH 3pEeHUsI.

Y manueHToOB ¢ TOKEMOM ¢opmoit 3aboneBaHMs dacTo HaOmMromaroTcs cymoporu. llosBienme
CYAOpOT TpeOyeT MpoBeIeHHs OLIEHKH HEBPOJIOrHUIecKoro craryca. [lpu nporpeccupoBanuu 3ab0sieBaHHS
4acTo HaOII0Ial0TCs FeHepaIn30BaHHbIE TOHUKO-KJIOHUYECKUE TAPOKCU3MBI.

KapnanpHblii TOHHENBHBIA CHHAPOM — HEWpONATUsl CAABICHUS Yy MAIlMEHTOB C Pa3IMYHBIMHU
Bugamu MIIC. Ilpu oTCyTCTBUM JIEUEHUSI MOXKET NMPHUBECTH K HEOOPAaTUMON KOHTPAKTYpE TUCTAIBHBIX
MeX(aTaHrOBBIX CYCTAaBOB, a TAKXKE K HAPYLICHUIO WM MOTEPE YyBCTBUTEIBHOCTH MEPBBIX 3 MaJbIEB U
K [Iape3y MBIIII] TeHapa.

Koctabie mzmenenus npu MIIC VI Tuma mpuBOAST K CHI)KEHHIO MOJBHKHOCTH HIKHEH
YeJIOCTH, YTO OIPAaHUYMBAET CIIOCOOHOCTh OTKPBIBATh POT U KeBaTh. HapylieHus ri1oTaHusi 0TMEYaIOTCS
IIPU CPEAHETSDKEJIOM U TSDKEIOM TE4YEeHUM 3a00JeBaHUsl U, B OCHOBHOM, CBf3aHbl C HapyllEHHEM
(YHKIIMOHUPOBAHUS CTBOJIOBBIX OTJEJIOB FOJIOBHOI'O MO3Ta.

VY nauueHTOB HaOMIOJAIOTCS NPU3HAKK TICeBAOOYIbOapHOro Wiu Oynb0apHOro mnapannye.
CumnrToMbl eOIOTUPYIOT € PEAKMX IOINEpXHUBAaHUM TBEpAOH MNuIlel, pa3BUBAIOTCA IIOCTENIEHHO U B
KOHEYHOM HTOT€ IIPUBOJAT K TpyOOMy HapyIIeHUIO (PyHKIIMH TTIOTAHUS WM OJHOMY €€ HCUE3HOBCHHIO.
OtcyTcTBHE MPaBUIBHOW PErYISLMU aKTa IJIOTaHUS NPUBOJUT K 3a0pOCy MUILH, CIIOHBI B TPaxero H
OpOHXHMaJIbHOE IEPEBO M PAa3BUTHIO BTOPHUYHON MH(EKIMH B BUAE PEUMIMBHPYIOLUIMX ACTIMPALIMOHHBIX
OpOHXHUTOB M THEBMOHHMH. OTO YCYyryOIseT AbIXaTelbHbIE HAPYLICHUs, SBIIONINECS CIEICTBUEM
OTJIOKEHHUSI MYKOTIOJINCAXapUI0B B BEPXHUX M HW)KHUX ABIXATEIbHBIX My TSIX.

CepoOeuno - cocyoucmas cucmema: OTMEYAeTCsl MPOTrpecCUpyolas JereHepanus KJIanaHoB
cepara ¢ 00pa3oBaHUEM CTEHO3a (HanboJiee YacTo MUTPANBHBINA U a0pTajbHbIH). [IposBieHus cepeuHo-
COCYIMCTBIX HapyIIEHWH OTMEYArOTCSl C PAaHHEro BO3pacTa. BOJBIIMHCTBO NAallMEHTOB HMEIOT, IO
KpalHell Mepe, OIUH MPU3HAK KO BTOPOMY AECATUIETHIO ®U3HU. KapauoMuonarus oTMeqaeTcss HevacTo.

)I(.EﬂyaOIlHO-KumellHa}l cucmema.: CHHAPOM pasgpaK€CHHOTO KUIIICYHHKA, I'CTIaTOCIINIICHOMCT aJIn .



JUATHOCTHKA

1. [ToBbIIeHHAsT SKCKpELHsl JepMaTaHCyib(aTta ¢ MOYOH.

Bricokue 3Hauenus yposHs ['Al' B Moue KOppenupyroT cO 3HaYUTEIbHBIM OTCTaBAHUEM B POCTE
U CHHXKCHHOW Maccoil Tena, a TAKKe BBIPAKCHHBIMU KJIMHUYECKUMH IapaMeTpaMH, YKa3bIBaIOIUMH Ha
OBICTpOE pa3BUTHE W TDKEIOE TeueHHe Oone3Hn. Y mmanmueHToB ¢ ypoBHeM ['Al’, He3HaunTenbHO
MPEBBIIIAIOIIMM HOPMaJbHBIM JUaNa30H 3Hau€HUl, MPOXOAUT TPHU-YEThIpE NECATUIETHS 0 pa3BUTHUSA
KIMHUYECKUX IPOSIBICHUN TAaKOW K€ CTETIEHU BBIPAXKCHHOCTHU. Y B3POCIBIX OOJBHBIX BBINOIHSIETCS 6-TH
MUHYTHBIH TECT XOABOBI, VIS A€TEH HOPMATUBHbBIC TAaHHBIE OTCYTCTBYIOT.

2. CHmKeHHe akTHBHOCTH N-aleTuiraiakTo3aMuH-4-cynbdarasel (apuwicynbsgarassl B) B
KyJbType (uOpoOIACTOB HIIH B H30JUPOBAHHBIX JICHKOIIUTAX.

3. UccnenoBanue reHa, Kogupyromero ¢pepMeHT apmwicynbdhartaszy B, mokamusyromerocss B
cermente 5q13-q14).

4. st mpeHaTanbHON IUAarHOCTUKY MCIIONIb3YIOT aMHUOLUTHI U KIETKH BOPCHH XOPUOHA.

Puc. 1
Anroputm auarHoctuku MIIC VI tuna

MNocTtaHoBKa gnarHosa MIMC VI tmna

!

<2ropa > 2 net
CepbesHbin nan Cnabbiit DQ < 70 DQ > 70
HEeN3BEeCTHbI APOrHO3
NpPOrHos3 deHoTMNa
deHoTMNa*
3T (y4uThisan
®IT LEER TICHK B peakKx
CAy4anx)
DQ< 70 DQ =70
*
VSKThIBAA VAMTRIBEA B ocHoBe nporHosa 3a6onesaHus nf:»(m KAWHMYecKan
KapTWHa, TeCTbl HAa Pa3BUTUE HEPBHOI CUCTEMbI FEHOTUNM K
®3T TrcK Apyras BaxHaa MHGopmauma
DQ — K03 OULMEHT pas3BuTHA
®3T — dpepmeHT3amecTUTEIbHAA TEpanua
From Muenzer et al. Pediatrics 2009; TICK — TpaHcnIaHTaumMsA reMono3TUYECKUX CTBONIOBbIX KNETOK

123:19-29

DQ unu KosgpuyueHm ymcmeeHHozo passumus (KYP) - cnocob cpasHeHus uHMemIeKmyaibHO20
Pa3eumust, C8OUCMEEHHO20 OAHHOMY B03PACMY (VMCIMBEHHBIX CHOCOOHOCHEU pebeHKa N0 OMHOWEHUIO K
€20 C8ePCMHUKAM), C XPOHOLOSUUECKUM 803PACMOM ((hakxmuueckum 603pacmom pebenxa)



KYP paccuumvisaemcs Oenenuem uHmenieKmyaibHO20 803pacmad HA XPOHOIOSUYECKUN U YMHOMCEHUEM
Ha 100 ona nonyuenus yernozo uucna. Cpeonuti KO3puyuenm yMCcmeeHH020 pazgumus O 100020
sospacma cuumaemcs pasHoim 100.

JANODOEPEHIIUAJBHAS TUATHOCTUKA

Knununueckass kapTtuHa Mykomojucaxapumo3a VI Tuma J0CTaToOYHO MAaTOTHOMOHHUYHA.
Huddepenimanbaas  IUarHOCTHKA MPOBOAUTCA €  JAPYTHMHA — THUIAM  MYKOIOJIHCAXapHI030B,
TaHTIIFO3UI03aMH.

BEJIEHUE IIETEI71 C MIIC VI TUITIA
ITampeHTsl ¢ JAHHOW HO3OJIOTHMEH [OJDKHBI IIOCTOSIHHO HAaXOOUTHCA 104 HaAOIIOIEHUEM
CHCIMAITUCTA 110 MECTY JKUTENIbCTBA U 1 pa3 B 6 Mec. MPOXOIuTh 00CIEeIOBAaHHE B MHOTOMPO(HILHBIX

cTanoHapax.

JlabopaTopHbie 1 MHCTPYMEHTAIbHBIE 00CIIEZIOBAaHUS U PEKOMEHIyeMasi YacTOTa UX IIPOBEICHIS

npeacTaBieHa B Taom. 1.

[Mamuentsr ¢ MIIC mOMKHBI TPOXOIUTH CKPUHUHT Ha KIMHUYECKUE W BU3YyaIU3allMOHHBIC
MPU3HAKN KOMIIPECCHH CITMHHOTO MO3ra. HecTaOMIBHOCTh aTIaHTOAKCHAIBHOTO CycTaBa MOMKET OBITH
BEISIBJIEHA TIpH pEeHTTeHorpaduu MIEHHOTO OT/ena IT03BOHOYHHWKA C HAarpy3KoW, OJHAKO s
MOJTBEPXKJCHUS KOMIIPECCUM CIMHHOTO MO3ra BCJICJACTBHE YTOJNINEHUS €ro 000J04YeKk TpedyeTcs

nposeaenue MPT.

[TarmeHTH! peaKo cooOmaroT 0 O0JIEBBIX ONIYIICHHUAX, TTOKa HE MPOUCXOAWT MOTeps (PyHKINH.
[IpoBeneHune cTUMyISIIMOHHOW 3nekTpoHelipomuorpaduun (OHMI) BeIsSIBIIET CIaBiICHHE CPEAMHHOTO
HepBa Ja)ke J0 MOSBICHUS CUMIITOMOB U JIOJKHO NPOBOJAUTHCS, HaunHas ¢ 4-5 et kaxaple 1-2 roxa.

[TarueHTH! TOMKHBI PETYISIPHO MPOXoanuTh obcnemoBanms: DKI' (s MCKIIOYEHMST CHHYCOBOM
Taxukapauu), 9xo0-KI', xonrepoBckoe MoautopupoBanue DKI', CyTOUHBINT MOHUTOPHHT apTepHATHHOTO
nasieHus (y 25-35% OO0JIBHBIX pa3BHBACTCS apTEepHaIbHAs TUIICPTEH3MUA).

Tabmuma 1
Habmonenne neteii ¢ MIIC
HccnenoBanms ITepBo- Kaxxeie Kaxxeie 12 | Ogun pa3
HaydaJIbHas 6 mec Mec B 2 rona
OIIEHKA
Hemorpadpuueckas X
XapaKTepPHCTHKA
HcTopust 601e3H1 X
Ouenka o01Iero Buaa X X
Kiunuueckuii ocMoTp X X
Ounenka [IHC
Komnbrotepnass tomorpadus wuiu X X
MPT rosoBHOro mo3ra
Korautusnoe TECTUPOBaHHE X X
(DQ/IQ)
CKOpOCTh HEPBHOH POBOAUMOCTH/ X b ¢
OMI'
OueHnka cayxa
Aynuometpus X X
Ouenka 3penust
OctpoTa 3peHus X X
OCMOTp ceT4yaTKH riiasza X X
WccnenoBanye poroBULbl X X
JAbIxaTenbHas cucremMa
OBJ] X X
HccaenoBanue X X
CHA/MOJUCOMHOTrpadus
O0cenoBanue cepievYHo-
COCYAMCTOM CHCTEMBI




DJIeKTpOKapIorpaMma X X

Oxokapauorpadust X X

OnopHo-ABUraTeJIbHBIN annmapar

Pentrenorpaduu ckeneta X X

KeaynouHo-KHIIEUHBI TPAKT

O0BeEM celle3eHKA

O0BeM reyeHn

JlnmHa , Macca

OKpyKHOCTb TOJIOBBI

ApTepuanbHoe 1aBIeHHe

el

Ompenenenne ['Al’

LR lR RN

Ormpenenenne AKTUBHOCTH
¢depmenTa

OpHolt u3 cnoXHBIX npodieM y namuedaToB ¢ MIIC VI tuna sBisieTcs CHHIPOM OOCTPYKTHBHOTO
anmHo3. J{ns auarHocTuku 3a00eBaHUSA MPOBOIAT TOJIMCOMHOTPa(HI0, KOTOpast MO3BOJISIET OMPEEIIUTh
XapakTep AbIXaTelNbHBIX HAapyIICHUH, BBISIBUTH MX LEHTPAJbHBI T'eHE3 WM CBS3b C runepTpodueit
aJICHOM/IOB, CEPAEYHON HEIOCTAaTOYHOCTHIO MM cMemIaHHbIH. [IpoTHBONOKa3aHHEM K WCIOJIB30BAHUIO
METOJIa MOXKET CTaTh HEraTWBHOE OTHOIIEHHE PeOeHKa K HMCCIeAOBaHWIO, M30BITOYHAS JBHTATENbHAS
aKTHUBHOCTb JI0 W/WIM BO BpEeMs HOYHOTO CHa, a TaKKe OCTPOE PpEecnHpaTropHoe 3a0oieBaHUE C
(eOpHITbHON TeMIepaTypoil.

Takum oOpa3oM, TOJTHOE OOCIIeOBaHWE M KOHTPOJS COCTOSIHHS BCEX OPTaHOB M CHCTEM
MIPOBOANTCS B 3aBUCUMOCTH OT TSDKECTH TedeHus: Oone3nu 1-2 pasza B roa. InTenbHOCTh HAXOXKICHHS B
KpYIJIOCYTOYHOM / THEBHOM cTaloHape 21-28 nHei.

Peabunmurarmmonneie  Mepomnpusatus  (Maccax, JIOK, dwmsmonpornexypsr, mcuxojoro - —
MeAarornieckasl IMOMOIb) B YCIOBHAX AHEBHOTO CTAIlOHApa PEKOMEHIOBAHO MPOBOIUTH 3-4 pasza B
rofy.

MNPUMEP TUATHO3A

Myxkononucaxapuoos VI muna (cunopom Mapomo Jlamu,).

Opeanuueckoe nopasicerue 20106H020 M032a, GHYMPEHHAA cudpoyedhanus 6 cmaouu KOMReHcayu,
cocmosiiue Nocie HANOJCeHUs GeHmpuKyionepumoneanvioco uynma om 20072. Cnenoma eciedcmaue
MOMATLHO2O NOMYMHEHUsL PO20GUYbl 000UX 21a3 U HACMUYHOU ampohuu 3pUmenbHuIX HEPBOs.
Pacxoosweecss xocoenazue. Jucnpaxcus noXooku u Meakou MOmopuku pyk. HumennexmyanvHas
Hedocmamounocmo. CydceHue n0360HOUH020 KAHALA 8 WEUHOM Omoee, KOMIPeCCus CRUHHO20 M032d 8
wetnom omoene. Bmopuunas rxapouomuonamus. Hedocmamounocms Mumpaibiozo U aopmaibHO2O0
xknanana. HK 2 cmenenu. CunOpom o0OCMPYKMUGHOZO0 ANHOI CHA msAdcelol cmenenu. [epopmayus
noseonounuka. Hepopmayus epyonou xremxu. Ceubamenvhvie KOHMPAKMYPbl JTOKMEGHIX U KOACHHBIX
cycmasos. Jleghopmayus nyuezanicmuulx cycmagos. Ilnockocmonue kombounuposanmoe 2 cm. Aoenouowvi
2-3 cmenenu. I'unonnasus 3yonot smanu. Ilynounas epuvloica.

JEYEHUE

1. Jlo HenaBHETO BpEMEHU SIMHCTBEHHBIM METOJIOM JICUCHUS ObUIa TPAHCILUIAHTAIIMS CTBOJIOBBIX
kieTtok remomod3a (TCKI). VYcnemHas TpaHCIDIAHTaIUsl CTBOJIOBBIX KJIETOK MOXET OOCCIICYUTH
(U3NONIOTHYECKH YPOBEHb HEJIOCTAIONIECTO (pepMEHTA Ha JITTUTEIBHOE BPEeMsl, OJIHAKO OHA JOCTYITHA HE
BE3JIc W3-32 OTCYTCTBHS IOAXOMIANIMX JOHOPOB M CBsi3aHa CO 3HAYUTEIBHON 3a00JEBACMOCTHIO U
CMEPTHOCTEIO.

2. B mHacrosmee BpeMs BHeIpeHa (pepMeHTO3aMeCTHTeJIbHasi Tepamusl, KOTopas SBISETCS
Hambosee 0e30macHbIM BuAOM JeueHus. s pepmenTozamectutensHoit Teparmnu MIIC VI mpumensercs
npenapat ['ancynsdaza (Harnazum, kon ATX A16AB08).

lancynnstasza — 310 pekoMOMHaHTHAs Gopma N-alleTUaragaKkTo3aMuHa-4-cyab(haTasbl YeJIOBEKa.
[IpemapaT BBOAMTCS B 03¢ 1MI/KT OJIMH pa3 B HEIEJIO B BUJIC BHYTPUBEHHON MH(Y3UH B TeYCHHE 4 U B
YCIIOBUSIX cTanmoHapa. 2,5% pacTBopa BBOJST B TE€YCHHE IMEPBOTO Yaca, OCTAIbHONW 00BEM (IIpUMEpHO
97,5%) B Teuenue mocnenyrommx 3 4. DepMEHTO3aMECTUTEIHHYIO TEPANUI0 B BUAEC BHYTPUBEHHBIX
WH(}Y3HI TPOBOASIT €KEHECITBHO MTOKH3HEHHO.



Bo3MoxxHO pasBuTHE TaKMX HEXKEIAaTeIbHBIX SBICHHWN, KaK aHTHOHEBPOTHYECKHH OTeK,
apTepuaibHas THIIOTEH3MS, OJIBIIITKA, OPOHXOCTAa3M, PECITUPATOPHEIN AUCTPECC-CHHAPOM, KPalMBHUIA, a
TaKXKe JIMXOpajKa, O3HOO, ToJIOBHAas 0OJb, ChINb, TOIIHOTA, pBOTa T.A. llepBBIC HeAenU BBEACHUS
mperapara u3-3a prucka BO3HUKHOBEHMS HEOJArompUATHBIX PEaKIMil B OTBET Ha WH(Y3UIO, MAI[CHTaM
Ha3HAYarOTC aHTUTHCTaAMUHHBIE TIPETapaThl B COYETAaHUH YKAaPOIIOHKAOIINMHU HEMOCPEICTBEHHO Tepe]]
nH(y3ueil. VHTEeHCHBHOCTh TMPOSBICHUA MOKHO YMEHBIIUTHh MPH CHIDKEHHH CKOPOCTH BBEIEHUS
mperapara Wid BPEMEHHOM TpekpalieHud uHQy3uu. [Ipu pa3sBUTHH TSHKENIBIX MOOOYHBIX peaKIui
clieyeT HEMENJICHHO IPEeKPaTUTh BBEACHHE MIperapara U MPOBECTH BCE HEOOXOAUMBIE MEPOIIPHSITHS IS
KYITUPOBaHUS HEXKEIATEIbHBIX SBICHUM.

3. Ilo moxa3zaHWsIM TMPOBOJIUTCS XHPYPrUYecKoe JieueHHe TIIayKOMBI, KOPPEKIUS CKEJIETHBIX
AHOMAJIMH, XUPYPrHYECKOE JICUCHUE KapIalbHOTO CHHIpOMA (pacceueHUe CTCHKU 3aIlsiCTHOTO KaHala U
BBICBOOOKIICHUE CPETUHHOTO HEPBA), TPEIKECEUCHHE.

4. CumnToMaTH4yecKasi Tepanus:

1) KOppeKIus Cep/IeYHO-COCYTUCTON HEIOCTATOYHOCTH U apTePUAIILHOM THIIEPTCH3UH TPOBOIUTCS
CTaH/IaPTHBIMH METOIaMH, TIPUHITHIMHU B JETCKOM KapAMOJIOTHH. HeobxomumocTs
KapANOXHPYPTHUECKON OTIepaIliy TIIATEIHHO 00CYXKAaeTCsl Ha KOHCHIINYME CIIEUAIACTOB.

2) HeBpOJIOTMUYECKHE HapylleHus - cooOmiaromasics (OTKpbITas) ruapouedaius, KaprnalbHbINA
CHUHIPOM, KOMIIpECCHs  IIEeHHOro OTAena, TPeOyIT XHPYpPTHYecKOoro BMemaTenbcTBa. Hambomee
3 peKTHBHBIM METOI0M JICUCHIS coo0raroreics TUApoTiehaTu SIBIISICTCS
BEHTPHUKYJIONIEPUTOHEAILHOE IIyHTHpOBaHWe. llpM TOSBICHUHM TIEPBBIX CHUMITOMOB KOMIIPECCHUU
IIEHHOTO OTJieJla CIHUHHOTO MO3ra HEOOXOJIUMO paccMaTpuBaTh BOMPOC O JEKOMITPECCHUPYIOIICH
oTIepaIi, TIOCKOJNBKY CHIaBJICHHE CIHHHOTO MO3ra TPUBOAWUT K HEOOPATHMBIM HEBPOIOTHYECKUM
HaPYIICHUSIM.

3) NevYeHre SIWICTICUU TIPOBOJSATCS aHTUKOHBYJIHCAHTAMU, OJTHAKO JO3bI JOJDKHBI OBITh MCHbIIIE
CpeaHeTepaneBTHIECKUX TS n30eraHus HexXeNnaTellbHBIX 3 (QEeKTOB U ABUTATEIbHBIX HAPYIICHUH.

4) g mpeaoTBpAIIeH!sT aCTIMPAIIMOHHOTO TTOPAKEHUSI OPTAaHOB JBIXaHHUS POIAUTEISAM W JIHIIAM,
OCYIIECTBISIONMM yxoJ1 3a 60osbHEIM MIIC ¢ HapylieHHusMU TI0TaHUs, HEOOXO MO BBIITOJIHEHUE Psia
PEKOMEH AU H:

- 4acTOTa KOPMJICHUH NODKHA OBITh HE MeHee 8-10 p/CyTku HeOOIBIIUMH TTOPIHSIMH,

- TOJIOKEHUE OOJIBHOTO TIPU KOPMJICHUU CHUJISL WJTH C TIPUTIOTHATHIM TOJIOBHBIM KOHI[OM,

- ©XKC/IHECBHBIH IPEHAXHBINA Maccax, MPOBOAMMBIN HECKOJIBKO pa3 B JCHb,

- B ciIy4ae TpyOOro HapymieHHUs TJIOTaHUS PETYNsIpHas caHalui BEPXHHX JBIXaTEIbHBIX MyTeH C
MTOMOIIBIO DJIEKTPOOTCOCA,

- KOpMIICHHUE Yepe3 30H (00sI3aTeILHO MTPYU OPOHXUTE/TTHEBMOHUH ),

- TIOCTOSHHOE TIpUMEHEHHe 30HJa B Ciy4ae TrpyboOro HapymieHHs TJIOTaHHS, YacThIX
OpPOHXOJIETOYHBIX HHEKIMH acCIUPAMOHHOTO TeHe3a.

5) craHmapTHl OPTATEMOIOTHIECKOrO JeueHus y 0ombHBIX ¢ MIIC He OTIIMYarOTCS OT 370POBBIX
OOJIBHBIX.

6) opTomeamyecKass KOPPEKIHs BKIIOYAET HEXHPYPTHUECKHE METOJBI KOPPEKIUH HapyIICHHUS
OCaHKH, TYTOTIOJBMKHOCTH B CYCTaBax, ()M3MOTEPANIUIO U UCIIOIH30BAHUE OPTOMCIUYCCKUX YCTPOHCTB.
Onepanuu  TPOBOJATCA C IENbI0 JEKOMIIPECCMM CHOUHHOTO MO3ra WM cpenHero Hepsa. llpu
HEOOXOJMUMOCTH MPHUMEHSIETCS] apTPOCKONHS, SHIONPOTE3UPOBAHUE Ta300€APESHHOTO W/WIA KOJIEHHOTO
CyCTaBa W WCIpaBlieHHE OCH HIDKHEHW KoHeuHOocTH. [lammeHTaM ¢ HapylieHueM (QYHKIMU KUCTEH WU C
HapylICHHEM HEPBHOW NpPOBOIMMOCTHA 1O pe3ynbraraM OHMI mokazana omepanus JEKOMIIPECCHU
HEPBHBIX CTBOJIOB, KOTOpas TPUBOJUT K OBICTPOMY CTOHKOMY yiydmeHuto QyHKiun. Yactorta
pPEIMANBOB KapHajJbHOTO TOHHEIBHOTO CHHApPOMA Yy TAIMEHTOB ¢ pasnuuHbiMu Tunamu MIIC
HEU3BECTHA.

7) peUUIUBUPYIONINE OTHUTHI, YaCThIC PECIMPATOPHBIC MH(EKIIMH BEPXHUX JBIXaTCIbHBIX ITyTEH
TpeOyIOT TMPOBEACHHUS CHMITOMATHYECKOW, AaHTHOAKTEpHAIbHON Tepamu, NpH HEOOXOJUMOCTH
XUPYPrUYECKOTO BMEIIATENILCTBA (aIECHOTOMUS, TOH3MIDKTOMHUS U JIP.).

8) JacTeie pecrupaTopHble WHGEKIUU 00YCIOBIMBAIOT MPOBEACHUE JOMOTHUTEIHLHOW aKTUBHOM
WMMYHH3AIAN MTPOTHB MHEBMOKOKKOBOW M FeMOQILHON HHPEKITUA.

ITonHOE 0OCTEOBaHME MAIMEHTOB C MYKOIIOIHCaxapua03oM VI Tua peKoMEeHIyeTCsl IPOBOIUTH
¢ yactotoil 1 pa3 B 6-12 MecsueB, B 3aBUCHUMOCTH OT TSDKECTH TEUeHHs mpouecca. JJIUTeabHOCTh
HaXO0XJICHUS B CTallMOHApE / THEBHOM cTarroHape 21-28 mHeil.

AHecTe3H0JIOrn4ecKHe mocoous



IIpu mpoBeneHun oOIIeH aHECTE3MH HEOOXOJAWMO TOMHHTH O BBICOKOM PHCKE KOMITPECCHH
CIIMHHOTO MO3Ta BCIICJACTBHEC HECTAOMIBHOCTH aTJIAHTOAKCHANBHOTO cyctaBa. KopoTkas 1mes,
OTPaHWYCHHUE TIOJBM)KHOCTH HIKHEH UENIOCTH, YBEIMUYCHUE s3bIKA, BBIPAKCHHAS THICPTPOGUL
a/ICHOUIOB 1 MUHJIANKH CO3Jaf0T MpoOJIeMbl PY MPOBEICHUN aHECTE3UOJIOTUIECKOTO TOCOONs, IIOITOMY
MpeIoYTeHNE CIIeAyeT OTJAaBaTh MECTHOMY WIIM pETHOHAIBHOMY o00e30onuBaHuio. [lamueHt
MPEBAPUTEIHHO  KOHCYJIBTUPYETCS  KapJAWOJOrOM,  OTOPUHOJNIAPHHTOJIOTOM,  aHECTE3HOJIOTOM,
HeBpomarojioroM.  O0si3aTelbHO  MPOBEACHUE  MOJHOTO  KapAMOJOTHYECKOro  OOCIelIOBaHuS,
monMcoMHoTpaduu (A7 BBIABICHUS CTENEHM JBIXaTeNbHBIX HApYIICHWH), MPH HEOOXOOMMOCTH -
SHJIOCKONIMHM HOCOTJIOTKM M KOMITBIOTEPHOW ToMorpaduu Jerkux. OmnepaTHBHOE BMEIIATEILCTBO C
aHecTe3nel HeoOXOIMMO TPOBOJUTH B KPYIHBIX MEIUIIMHCKHUX IeHTpax, umerormmx OPUT, tak kak
MHTYOAIVsI ¥ TIOCTICAYIONIAst SKCTyOaIusl y TAaKUX MallMEHTOB MOXKET BBI3BATh 3aTPY/THCHUSI.

Peadounanranus

[Maruenty ¢ mykomnonucaxapuno3om VI tuna ¢pusnorepanesroM u BpauoM-JIOK paspabaTeiBaeTcs
MEPCOHAIM3UPOBAHHBIN Kypc peaOWIHTalliy, BKIIOYAIONINA Maccax, JedeOHylo (U3KYIBTYpY,
(m3noTepaneBTHUECKHAE TPOIEeIyphl (MarHATOTEPANNIO0, TEPMOTEPANHIO, yIapHO-BOJIHOBYIO TEpaIuio,
METO/T OMOJIOTUYECKOM 00PAaTHOM CBSI3U M JPYTUE MPOICAYPHI).

Peabmmmrammonnsie  kypebl (Mmaccax, JIOK, d¢usmonporeaypsl, NCHXOIOT0—TIearorndeckas
MTOMOIIIb) JKEIaTeIHHO MPOBOANTH B YCIOBHSIX THEBHOTO CTallMOHApa MPOBOAMTCS C 4acTOToW 3-4 pasa B
TOZ.

IlcuxoJioro-negaroruyeckass MOMoIlb

[IpoBoauTCS B KOMILICKCE PEaOMIIMTAIIMOHHBIX MeponpusTHii. KoppeKIMoHHO-TIearornieckoe
BO3JICHCTBHE OMPECIISICTCS B 3aBUCUMOCTH OT TSHKECTU U JUTUTEILHOCTU TEUCHUS OOJIC3HU, CTPYKTYPHI
HapyIICHWH 370POBbS, CTEIIEHN HEJOPA3BUTHS MO3HABATENBHOHN JESTENFHOCTH, THIIA 3MOIMOHAIBHOTO
pearupoBaHus, OCOOEHHOCTEW TOBeleHUs peOeHka. BkioueHWe KOPPEKIMOHHO-TEAaroOTHIeCKOT0
COIMPOBOXKJICHUST B KOMIUIEKC BOCCTAHOBHTEIBHBIX MEPONPUSATHH 00ECHeUnBaeT JOMOJHUTEIBHYIO
OIICHKY JIMHAMUKH TICUXHYECKOTO PA3BUTHUS KaK OJHOTO W3 BAXKHBIX TOKa3aTeliel COCTOSIHHS 3JI0POBbS,
MOBBIIIaeT IPPEKTUBHOCTh TEPANIEBTHUECKUX BMEIIATEIHCTB, CHIDKAET SKOHOMHUYECKoe OpeMs JaHHOM
MaTOJIOTUM 32 CYET COLMAIM3allMM MAIUCHTOB M COXPAHCHUS IICHXOJIOTMYECKOr0 TOTEHIMala
TPYAOCIOCOOHBIX YJICHOB CEMBH.

IannuaTuBHas NOMOILIb

B cocraB naymmaTHBHBIX CITy)0 BXOIST Bpadd, MEIUITUHCKUE CECTPHI, TICUXOJIOTH U COIHMAIILHBIC
pabotHuku. HecMoTpss Ha TsKenoe COCTOSHHE M TOCTOSHHYIO TMOTPeOHOCTH B MOHHTOpPHHTE, BCe
MAIUeHTHl TPEUMYIIECTBEHHO HAaXOIATCSA JOMa B KPYTy CBOe ceMbu U Jpy3eil. OCHOBHOW IIENBIO
paboOThl MAJUIMATUBHBIX CIYXO SBISICTCS CO3JaHUE BCEX HEOOXOAMMBIX YCIOBUH JUIsi OOeCIieYeHHUs
HaXO0XJICHUS OOJBHBIX B JIOMAIIHUX YCIOBUAX, a HE B CTEHAX JICYSOHOTO YUPEIKICHHUS, YTO MO3BOJIACT HE
TOJILKO YJIYUIIUTh KAYeCTBO XHU3HH OOJBHBIX U UX CEMEH, HO M CYIIECTBEHHO CHU3UTh TOCYIapCTBCHHBIC
3aTpaThl Ha MOCTOSIHHOE CTAlMOHAPHOE JICUCHUE TAKUX MAIIUEHTOB.

IMPOTI'HO3
[IpomomxurensHOCT XM3HKU MpuMepHO 30 met. OCHOBHas MPUYMHA CMEPTH — OCJIOXHEHHS CO
CTOPOHBI CEPIEYHO-COCYTUCTON CUCTEMBI.



