KJIMHUYECKHWE PEKOMEHIAIIAY 110 BEJIEHUIO JIETEM C
MYKOIIOJIMCAXAPUIO30M III TUIIA

JaHHbIe KIMHHYECKHE PEKOMEHAAUMH PACCMOTPEHbI M YTBEpP:KACHbI Ha 3aceJaHHH
Hcnonkoma mpodeccnoHanbHoil accomuanum aerckux Bpaveil Corsa meguatpoB Poccum Ha
Bceepoccniickoii HayuHo-nmpakTHyeckoii Kondepenunn «®apmakorepanusi M JAUETONOTHA B
neguatpumn» 28 centsiopst 2013r.

MYKOIIOJIMCAXAPUIO3bI

JaHHBI TPOTOKON MO AWATHOCTUKE M TEpaluy MYKOIOJUCAXapUA030B y NeTeld co3laH Ha
OCHOBaHWHM CHUCTeMaThdeckoro oo3opa mureparypsl 1992-2013 rr. Medline (Pubmed version), Embase
(Dialog version) m Cochrane Library databases, ¢ WHCIOJIb30BaHUEM CO3IaHHBIX 3apyOCHKHBIX
kmmHndecknx — pekomeHmarnmii  (Guidelines  for the  investigation and Management of
Mucopolysaccharidosis type III. Hendriksz C, Chakrapani A, Vellodi A, Cleary MA, Wraith JE, Jones S.
Document controller — Christine Lavery, mpssociety.co.uk, Uploaded January 2012).

Mylcononncaxapm[osbl OTHOCATCA K PEAKHMM HaCJIICACTBEHHBIM 3a6OJ'ICBaHI/I$IM, 9TO HMCKIOYacT
BO3MOXHOCTb MPOBCACHUA OONBIIMX  KOT OpPTHBIX W PAHAOMU3UPOBAHHBIX KOHTPOJIHMPOBAHHBIX
HUCCIEIOBAHUN U IS CO3TaHUS IIPOTOKOJIOB JUATHOCTHUKHU U TEPAITNU UCIIOJB3YIOTCA JIUIIb TEMATUICCKUC
HCCIIE0BaHUs OKCIIEPTOB, OHY6JII/IKOB3HHI>IC B IMOCJICAHUE IBA NCCATUIICTHA.

OIIPEJAEJIEHHUE

Myxkomnonucaxapunosdel (MIIC) - rpynma merabonudeckux — 3a00JeBaHUIM COCAMHUTEIBHOMN
TKaHH, CBS3aHHBIX C HapylleHueM oOMeHa rivko3amuHoriukanoB (I'AT), npossisromumxcs aedekramu
KOCTHOH, XpSIIEBOH, COeTUHUTENbHON TKaHei. OO0yCIOBICHB! JaHHBIC 3a00JIeBaHUS MyTaIlUsIMHU TEHOB,
KOHTPOJIUPYIOIIMX MPOLECC BHYTPUIU30COMHOTO THAPOIN3a MAKPOMOJIEKY.

KOJblI MKB-10

E 76.0 - Mykononucaxapuznos 1 tuna
E 76.1 - Mykononucaxapuao3 2 THIIa
E 76.2 - [Ipyrue MmyKomnoaucaxapuuo3sl

SMUIEMUNOJI0OI'UA
Bcetpeuaercs ¢ nonymnsiiimonnoi yactotoit 1:40 000 - 1:100 000 HOBOPOKIEHHBIX.

MNPOPUITAKTUKA
[MpodpunakTka MyKOMOJUCAXapUI030B - TMpeHaTalbHas JUAarHOCTHKA, OCHOBaHHAas Ha
HEMOCPeICTBEHHOM OTpeAeneHn aedunura GepMeHTa B aMHIOTHYECKHX KIIETKaX.

CKPUHHUHI
B Hacrosmee Bpems CKpPUHUHI CpPEld HOBOPOXACHHBIX WIM JIPYTHX BO3PACTHBIX TPYII HE
IIPOBOJIUTCSL.

KIACCUDOUKALIUA
CormacHo (pepMEeHTATUBHBEIM Je()eKTaM M TSHKECTH KIMHUYECKOW CHMITOMATHKH BBIIEIAIOT 14
TUIIOB MYKOIOJINCAXaPUI030B:

MIIC I
. MIIC I H cungpowm ['ypiep
. MIIC I H/S cunnpom ['ypnep-llleiie

. MIIC IS cunapowm llleiie


mailto:c.lavery@mpssociety.co.uk

MIICII  cuampom XaHTepa, ymMepeHHas U TsHKEMas GopMbl
MIICIII  cuagpom Candumummo

. MIIC HIA Tuna
. MIIC IIIB tuma
. MIIC HIC Tumna
. MIIC HID Ttuna
. MIIC IIIE Tuma
MIIC IV  cunapom Mopkuo
. MIIC IVA curnpom Mopkro A
. MIIC IVB cunnpom Mopxkuo B

MIIC VI cungpom Mapoto-Jlamu (1o BBIpaXKEHHOCTH KJIMHMYECKHX TPOSBICHUM: Jerkas,
yMepeHHas 1 TsoKeEnas (opMBbl)

MIIC VII cunapom Crnas

MIIC IX

MYKOHNOJUCAXAPUIO3 111 TUITA
CunoHnMEL: cuaApoM CaHdumro.

Kox MKB-10
E 76.2 - [Ipyrue Mmykomnoancaxapuo3bl.

OITPEAEJIEHUE

JluzocomanbHas OOJe3Hb HAKOIUIEHHWS, TEHETHYECKH TIeTepOreHHas, OOYCJIOBJIEHHAs HaKOIUICHHEM
remnapancyibdara U XxapakTepu3yoLascs NporpeccUpyIoieil yMCTBEHHON OTCTaIOCThIO, YMEPEHHBIMU
U3MEHEHUSIMU CKEJIeTa.

SIMUIEMHAUOJIOTUA
Yactota 1 Ha 80 000 HOBOpPOXKACHHBIX. SBISETCS TPETbUM IO YaCTOTE BCTPEUAEMOCTH CPEIU BCEX
M3BECTHBIX B HACTOSIIEE BpEMS MYKOIIOJIHNCAXapHI030B.

9THUOJIOT' UL

Hacnenyercst mo ayTOCOMHO-PEIIECCUBHOMY THITY, SBJISCTCS TCHETUYECKU T€TEPOreHHBIM 3a00JICBAHHUCM.
Ponutenu 601pHOTO pebeHKA - FeTEPO3UTOTHBIE HOCUTEITH MATOJOTMYECKOTO TeHa.

Bo3moskeH nedHIUT pa3HbIX (EPMEHTOB, HO BO BCEX CIy4asX B JIM30COMAaX HAKAIUIMBACTCS OJMH THII
TJTHKO3aMHUHOTJINKAHOB — refnapancyJibdar.

Boigensror  YeThipe  KIMHHYECKH  HEPA3IMYMMbIX — TMOJTHIIA,  XapPAKTEPU3YIOMIUXCS  pa3HbIMU
OnoxuMuyecKkuMu nedexramu (Tadi.l).

Tabnuna 1.
TTomruner MIIC 111
®eHoTUIT Mectononoxenue | GeHOTUI l'en I'en/JIokyc depmeHT
MIM MIM
MIIC ITA | 17g25.3 252900 SGSH 605270 I'enapan-N-cynbgaTaza
MIICHIB | 17g21.2 252920 NAGLU | 609701 a-N-anetui-D-ritoko3aMuH1a3a
MCIIHIC | 8pl1.21 252930 HGSNAT | 610453 Anerun-KoA:o-rmroko3amMuH-N-
anerunTpancdepasza
MIIC IID | 12q14.3 252940 GNS 607664 N-aneTunrioko3aMuH-6-
cynbaTasa

[Moarum MIIC III E - mpogoimkaeT u3y4arbesl.



MIIC I A. I'er SGSH, xogupyrommii renapan-N-cynsharasy, 0bu1 uaeaTudumnuposad B 1995 r. On
JoKanu3yeTcsi B cermenTte 25.3 xpomocombl 17. B muteparype omnrcano oxono 70 pa3TUYHBIX MyTaldi
reHa.

MIIC III B. I'er NAGLU, kogupyromuii o-N-aretun-D-rioko3aMiuaAIa3y, ObUT UASHTUGUITUPOBAH B
1996 r. On nokammsyetrcs B cermenre q21.1 xpomocomwr 17. B muteparype ommcano okoso 100
Pa3NUYHBIX MyTalWi rexa.

MIIC III C. T'ern HGSNAT, xommpyromuii amnetni-KoA:o-rimroko3amuH-N-aneruntpancdepasy, Obut
unentudunuposan B 2006 r. OH jgokanusyercs B cermente pl1.1 xpomocomer 8. B nmuteparype onucano
43 MyTaiuu reqa.

MIIC III D. I'en GNS, xoaupytouuii N-alleTUITITIOKO3aMHH-0-Cynbdarazy ObUT WACHTUPHULIUPOBAH B
1988 r. On nokanusyercs B cermeHre 14 xpomocomer 12. C Tex mop ObUIO YCTaHOBJICHO TOJNBKO 5
MyTaIui.

Kimmanaeckue nposieinerus noarumnoB MIIC 111 cxomHbL.

Hoarun MIIC III A - nanbonee pacnpocTpaHeHHbIH. TedeHue 3aboneBanus npu 3Toi Gopme Hanbomee
TSHKENOE, C PaHHUM HadaloM, Hambonee OBICTPHIM TNPOTPECCHPOBAHHUEM CHMITOMOB W KOPOTKOH
MPOJIOJKUTENBHOCTBIO JKU3HH.

KJIMHUYECKHUE ITPOSIBJIEHUSA

OtrimunrteasHoir 4veptoit MIIC III tima ot apyrux d¢opm siBjaseTc  MeHee BbIpPasKeHHOE
HaKOILICHHe NPOAYKTOB HAPYIIEHHOr0 00MeHa B COeIUHHMTEIbHON TKaHU, HO 0oJiee 3HAYNTEIbHOE
OTJI02KeHHe UX B TKaHAX MO3ra.

OcnosHnvie KiuHUYecKue nposaeieHus. yMCTBEHHAs OTCTaJIOCTh, YMEPEHHAasi TYTOIOJABIKHOCTh CYCTaBOB,
JIeTKoe orpyOeHue JIuLa.

Buewnuii 6ud: o0bdHO 3a00JIeBaHEe MaHU(PECTUPYET HA 2-M TofAy KXKu3HH. OTMEYarOTCs: OTCTaBaHUE B
pocte, HeOoJbIIas TYrOMOJBHKHOCTH CYCTaBOB, WHOTAA YBEIMYCHUE TICUYCHU U celie3eHKH. CambiM
Ba2)XHBIM IPH3HAKOM SBISIETCS 3aJICpiKKa TEMIIOB ICHXOpedyeBoro passutus. K 3-My Toay >XKW3HU
PEOCHOK OCTENICHHO TePSAET MPUOOPETCHHBIC MOTOPHBIC U TICUXUYECKUE HABBIKU.

YepemHo-HIeBbIe aHOMAITUM HE3HAYHTENBHBI - YBEIMUCHHE JJOOHBIX OYTpoOB, HU3KHUE HAOPOBHBIC JYTH,
IIUPOKas CIIMHKA HOCa, TYCThIe OpoBH, CHHOGPHU3 (YBEIUUCHUE U CpaIllCHHE OpOBEii), TYCThIC PECHUITBI,
CyXH€ U KECTKHE BOJIOCHL. YacTo HaOIIOAaeTCs THPCYTU3M.

Kocmnas cucmema: onopHO-ABUTATENbHBIN anmapaT CTPalacT MEHEE BBIPAXKEHO, YEM MPHU APYTUX TUIAX
MIIC. Unorpa ¢ 3 ner orMmeuaeTcs 3ameieHue pocta. OOBIYHO (U3NYECKOE Pa3BUTUE COOTBETCTBYET
Bo3pacty. OO0beM MABWKCHHS B CYyCTaBax YMEPEHHO OTPAaHHWYCH; OIPEACISIFOTCS MHOXCCTBEHHBIC
JTM30CTO3bI JIETKOH cTeneHu, aedopManuu Tea mo3BOoHKOB. KOCTHBIE H3MEHEHUS PUBOJAT K CHIKESHUIO
TTOABMKHOCTH HIKHEH YEIIIOCTH, YTO OTPAaHUIHMBACT CIIOCOOHOCTH OTKPHIBATH POT U KEBATh.

OpeaHbl OblXaHus: OTMEYAIOTCS YacCThIe I/IH(I)GKLII/IOHHBIG 3a00J1eBaHUs BCPXHUX ABIXATCIIbHBIX HYTGﬁ,
otuThl. CHIDKEHUE ClIyXa XapaKTCpHO IJid OOJIBIIMHCTBA IMaluCHTOB.

Opeanbl 3penus: y B3pOCIBIX MAIIMEHTOB PAa3BUBAETCS MUTMEHTHBINA PETHHUT.

LlenmpanvHas Hepenas cucmema: XapaKTepHA BBIPOKEHHAs 3a/IepKKa PEUeBOro Pa3BUTHS ¢ OeqHOU
APTUKYJIAIMEH W MaJIBIM 3amacoM cioB. CaMOCTOSITENbHASI PEYb Pa3BHBACTCS PEIAKO, Y YACTH OOJIBHBIX -
MOJIHOCTBI0  OTCYTCTBYeT. [locTermeHHO pa3BuBaeTcs TrpyOoe HapylmIeHHE TICUXUKH, YMCTBEHHAs
OTCTAJIOCTH (IeMeHIms). PaccTpoiicTBa MOBEIEHUS - BaXXHBIM TATOTHOMOHUYHBINA MTPU3HAK Y TAITUEHTOB C
cuaapomoM Candununmno. bBojibHble THIIEPaKTHBHBI, HEYNPABISCMbl, SMOLMOHAIBLHO JaOUJIBHBI,
BO3MO>KHBI BHE3aIHBIE BCIBIIIKA Pa3IpaXKUTEIbHOCTH, THEBA, IUIAKCUBOCTh. M3MeHsercss moxojxa,



Hapymaercs koopauHaius. K 20 romam crmocoOHOCTh XOAUTh TEPSETCS.

Hapymienus cHa BCTpedaroTcsl MPaKTUYECKHE y KaXIOro MalMeHTa, OECIOKONCTBO Mepe] CHOM, 4acToe
npoOyKJeHNe, COKpalleHue UINTEILHOCTH HOYHOTO CHA, COMHAMOYJIHM3M C TIPUCTYIIaMH arpeccuw,
paHHee yTpeHHee POo0YKICHHUE, THEBHAS COHJINBOCTb.

ITo mepe nporpeccupoBaHus 00JIE3HU MOSBISIOTCS CYJOPOTH.

Hapymenus rnoTanusi OTMEHAlOTCS TPU CPEOHETSDKEIOM W TSDKEIOM TEUCHHH 3a00JICBaHUS U B
OCHOBHOM CBfI3aHbl C (DYHKIIMOHMPOBAaHMEM CTBOJIOBBIX OTJIEJIOB TOJIOBHOro Mosra. HabGmromarorcs
MpU3HAKU NiceBno0yap0apHoro uiu OynsbapHoro mapaiuyeil. OTCYTCTBHE MPaBUIBHOW PETYIISIMN aKTa
[JIOTaHUSI IPUBOAUT K 3a0pOCy IHIIH, CIIOHBI B TPAaxero U OPOHXUAIBHOE AEPEBO U PA3BUTUIO BTOPUYHOM
WHPEKIMH B BHUIE PEUUAWBUPYIOIIMX ACMUPANMOHHBIX OPOHXUTOB W MHEBMOHHMHA. JTO YCYryosser
JbIXaTeIbHbIE HAPYILIEHUS.

Cepoeuno-cocyoucmas cucmema: CepAlle TOpaxaeTcs peako, npeumymectBeHHo npu MIIC 1T B.
NmeroTcst cooOmienuss o coderannn cuHApoMa CaHmmmmmo A co BTOPHYHBIM  Je(hEKTOM
MEXTPEACEPAHON TIePEeropoaKy, OO0YCIOBHBIIUM DPa3BUTHE CYMPABEHTPUKYISIPHON MapOKCHU3MANIbHOMN
TaxXuKapIuu.

JKenyoouno-kuuieynas cucmema: yBEIWUYEHHUE TEYCHU, YBEIMUYEHHUE cene3eHKH. YacTo HaOIoIarTcs
MyTIOYHbIE W TIaXOBBIE TPBDKH, KOTOPHIE MOTYT PEIHIUBUPOBATH IOCIE XHPYPTUUECKOW KOPPEKITHH.
CKIIOHHOCTh K ONH30JIMYECKON WM XPOHHYECKOW 1uapee. Y TAIMEHTOB HAONIOMAIOTCA IHIIEBHIE
PacCcTpOCTBa, KOTOPHIE BRIPAYKAIOTCS B TATE K HEChEJOOHBIM BEIIIECTBAM.

JTUATHOCTUKA
OCHOBHBIMI/I AUATrHOCTUYCCKUMU KPUTCPUAMU ABJIAKOTCA:

1. XapakTepHbIil BHEITHUH BUJI MMAIIMEHTA - 0COOEHHOCTH (DEHOTHTIA.
[NoBbIlIeHHAs SKCKPEIHS renapaHcyabhaTa ¢ MOUOM.

2

3. Meraxpomasus JEHKOUTOB U (HrOpoOIacTOB.

4. llpenarambHas TUArHOCTHKA MOXET OBITH BBITIOJNHEHA JJIs JIO0O0W IMociemyronieli 6epeMeHHOCTH
TeX CeMEe, KOTOPBIM YK€ TUarHOCTHUpoBaiu pedeHka ¢ 6onesnpio Canpmimunmo. Ha 12-14 venene
OepeMEHHOCTH M3 BOPCHHOK XOPHOHA; aMHHUOIICHTE3 OOBIYHO mpoBoauTcs Ha 14 - 16 Hemene
OepeMeHHOCTH.

JUOPEPEHIIUAJIBHASA TUATHOCTUKA
Jpyrue BUABI MyKOIIOJIUCAaXapU 10308, TAHTIIMO3UI03bl, AyTH3M, AETCKUI LepeOpaIbHBIN Iapainy.

MNMPUMEP TUATHO3A

Myxononucaxapuoos Il A muna (cunopom Caugpurunno mun A). Hedocmamounocmv MumpaibHO20
xknanana, Il cm. HK 1. 3adepoicka ncuxopeuesozo pazeumus. Cucmemmoe neoopaszsumue pedu 1 yposHs.
Ilogedenueckue napywenus. Hapywenue pazeumus auunocmu. Pomayuonnwiii cunopom genu valgum.
Penmeenonoeuveckue npusnaku coxa vara ¢ 08yx cmopoun. Ol - muonus caabou cmenenu. OJ] -
eunepmemponusi c1abou cmenenu. Aunuzomemponusn. Peyuousupylowue HOCO8ble KPOBOMEUEeHUs.
Cumewannas myz2oyxocme.

BEJAEHHUE BOJIBHBIX MYKOITIOJIUCAXAPUO30M 111 TUIIA

3a0oyieBaHE MMEET MYJIbTHCHUCTEMHYIO MPHUPOAY M HEoOpaTHMbIE, MPOrPECCHPYIONINE KIMHUYCCKHUE
MPOSIBJICHUS, YTO OOYCJIOBIMBACT HEOOXOAMMOCTh HAOJIOJCHHS HE TOJIBKO Y3KUMH CIEIHAIMCTAMU
(OTOpUHONAPUHTOIOTAMH, XUPYypraMH-OpTOTICIaMH, o TaTEMOIOTaMH, KapHOJIOTaMH,
MyJIbMOHOJIOTAMH, HEBPOIATOJOraMH, CTOMATOJIOTaMH), HO M (HU3MOTEpareBTaMu, JIOTOIEIaMH,
TICUXOJIOTAMH U pa0OTHUKAMU MMAJUTMATUBHBIX CITYKO.

[TanMeHTHI ¢ JaHHOW HO30JI0THEN JOJKHBI TIOCTOSTHHO HAXOIUTRCS 1o HabmomenueM; 1 pa3 B 6-12 mec.



(B COOTBETCTBHH C TSHKECTHIO COCTOSTHUS) IMOKAa3aHO KOMILIEKCHOE 00CIeoBaHHE B MHOTOIPO(UIBHBIX
cTanroHapax. JIMTeTbHOCTh HaX0XKICHUS B CTallMOHApe / THEBHOM cTanroHape 21-28 mHeil.
HaGioienue OONMBHBIX 1O MECTY KHUTEILCTBA (B aMOYJIaTOPHO-MOMMKIMHUYCCKUX YCIOBHSX) JTOJIKHO
OCYIIECTBIATHCS TOCTOSTHHO. JlabopaTopHBIE W WHCTpYMEHTaJbHBIE OOCIEIOBAaHUSI W PEKOMEHIyeMast
4acToTa WX MPOBEJICHUS MPEICTaBlIcHa B Ta0. 1.

Tabmauma Nel
Yacrora nposenenus oocnenoBanus nereii ¢ MIIC 11 tuna
Hccnenosanus IIepBo- Kaxnpie Kaxnasie 12 OpnuH pa3
Mec
HadajabHas 6 Mec B 2 roja
OIlCHKa
Jemorpaduyeckas X
XapaKTEePHCTHKA
Hcropus 60Jie3Hn X
OO0muii Bujg X X
MeauuuHCKHIA 0CMOTP X X
Ouenka HHC
KomnberotepHast ToMmorpadus wiu X X
MPT ronxosHOro Mo3ra
KorautuHOE TeCTHpOBaHUE X X
(DQ/1Q)
CKOpOCTh HEPBHOM X X
npoBoumMoctr/ OMIT

Ouenka cayxa

AyauoMerpust X X
OueHka 3peHust

OctpoTa 3peHus X X
OcCMOTp CeTUaTKH Tiaza X X
HccnenoBanue poroBullsl X X
JpIxaTeqbpHas cucTeMa

OBJI X X
HccrienoBanue X X
cHa/moJimcoMHorpadgus

O6cnenoBaBHHE cepieYHO-

COCYMCTOM CHCTEMBI

OneKTpoKapaANOTpaMMa X X
Oxokapauorpadus X X
OnopHo-aBUTraTeIbLHbIN

anmapatr

Pentrenorpagun ckenera X X

7Kesry104HO-KMILIEYHBIH TPaKT

O0BeM cee3eHKn

O0BeM neyeHn

Jmvina, macca

OKpY>KHOCTH T'OJIOBBI

ApTrepuanabHoe 1aBJIeHHE

e | e e

Omnpenenenne ['AT

LR LR RN

OmnpeneneHre akTUBHOCTH
(hepmenTa

DQ umu Kospuyuenm ymcmeennozo paseumusi (KYP) - cnocob cpasmenuss uHmenieKmyaisHo20 pa3eumus,
CBOUCMBEHHO20 OAHHOMY 803DPACMY (YMCMBEHHbIX CHOCOOHOCMET peDeHKA N0 OMHOWEHUIO K €20 C8ePCMHUKAM), C
XPOHONO2UHECKUM 803PACMOM (paxmuyecKum 603pacmom pebenKa).

KYP paccuumvisaemca Oenenuem UHMENIEKMYATbHOZO 603PACMA HA XPOHOL02UHeCKUll U ymHodcenuem Ha 100 ons
nonyuenust yenozo yucia. Cpeonuil kodghguyuenm ymcmeennoeo paszsumus O 1100020 603paAcma CUUMAemcs
pasuvim 100.



Juia mpenoTBpamieHusl acMUPalOHHOTO TOPaKEHUs OpPraHOB JBIXaHWUS POMUTENSAM WIHA JIHIAM,
OCYIIECTBISIONTNM yX0/ 3a 60ompHBEIM MIIC ¢ HapyIeHnsaMy TI0TaHus, HeOOXOMMO BBIITOJIHEHUE Psiaa
PEKOMEHIALINN:

1) wactoTa KOpMIIEHHH TOHKHA OBITH He MeHee 8-10 p/CyTKu HeOOIBIIUMH TOPIIHSIMH;

2) nojokeHue 6OJIBHOTO MPU KOPMIICHHH CHJISL WITH C TIPUIIOAHSATHIM TOJIOBHBIM KOHIIOM;

3) exxeTHEBHBIN TPEHAKHBIA MaccasK, MPOBOJUMBIN HECKOJIBKO pa3 B JICHb;

4) B ciaydae TpyOOro HapymieHHS TJIOTAaHHWA PETyJsipHAs CaHAIMs BEPXHHUX IBIXATEIbHBIX MyTeH C
MOMOIIBIO 3IEKTPOOTCOCA;

5) KopMIJICHHE Yepe3 30H1 00sA3aTeTbHO IPH TeUCHUH OPOHXUTA/TTHEBMOHHH;

6) MOCTOSTHHOE MPUMEHEHUE 30H/a B cly4ae TpyOOro HapylleHHs TJIOTAaHHS, YACTBHIX OPOHXO-JIETOUYHBIX
WHQEKIHUH acIupaliOHHOTO TeHEe3a.

JIEYEHUE

B mactosmee Bpemsi He cymectByeT natoreHetmdeckoro jedeHuss MIIC III tuma. Tpascrurantamus

CTBOJIOBBIX KJIETOK HE MMEET JOCTaTOYHBIX AAHHBIX ISl MIMPOKOTO NPUMEHEHHs (OIHMCAaHO HECKOJIBKO

ciyuyaes B CILIA). TpaHcmianTanus KOCTHOTO Mo3ra HeaddekTuBHa.

[TanMeHTsl AOJKHBI TONY4YaTh CUMAMOMAMUYECKYIO MEpanuio B COOTBETCTBUU C BBIABICHHBIMU

HapyIIEHUSMH H KaJo0aMu.

e JledyeHne MOBEAEHYECKUX HAPYIIEHUH IPOBOAMTCS INCUXPOHEBPOJIOIOM, OOBIYHO HCIIOJIB3YHOTCS
CellaTUBHbIE CPEICTBA, TPAHKBUIM3ATOPhI, KOPPEKTOPHI MOBeneHNs. BpiOop mpenapata, H03UPOBKa,
JUIMTENTBHOCTh Kypca ONPENeNsIioTCs WHAMBUAYalbHO. HauMHaloT mpHueM AaHHBIX NPEnapaTtoB MOA
THIATENbHBIM Bpa4eOHBIM KOHTPOJIEM B YCIOBHSIX KPYTJIIOCYTOYHOTO / AHEBHOTO CTallMOHAPA.

e Jlpm CcUMNTOMAaTHYECKOW JHWIENCHUM HA3HAYAIOTCS AHTHUKOHBYJBLCAHTBI, OJHAKO JO3UPOBKU
UCIONB3YIOT MEHbBIIE CPEJHETEPANeBTUYECKUX JJII CHIDKEHHsS PHUCKA pa3BUTHA BO3MOKHBIX
HexxenatesbHbIX 3¢ dexroB. [londop aHTUKOHBYIBCAHTA OCYIIECTBISETCS MCHXOHEBPOJIOTOM B
3aBUCUMOCTH OT BUJIA IIPUCTYIIOB, JOKAIM3ALUHU 04ara IaToJ0rH4ecKoi akTHBHOCTH.

e [Ipu coobmaromeiics ruapouedaIny MoKa3aHo BEHTPUKYJIO-IEPUTOHEAIBHOE IIYHTHPOBAHUE.

e (CpaBieHre COMHHOTO MO3ra MPUBOAMUT K HEOOPAaTHMBIM HEBPOJOTHYECKUM HApPYLICHUSM, TIOATOMY
MIPU TOSBJICHUM TEPBBIX CUMITOMOB HEOOXOJMMO PaccMaTpUBaTh BOINPOC O IEKOMIIPECCUPYIOLIECH
OIlepaLuy O NOSBJICHUS BBIPAKEHHBIX HApyILICHUH.

e J[lammentam c HapymeHHeM (QYHKUUM KHCTEH WIM C HapylIeHHEM HEPBHOW MPOBOAMMOCTH IO
pesyabratam OHMI' mokasana omepanus AEKOMIPECCHH HEPBHBIX CTBOJIOB, KOTOpas MPHUBOAMUT K
ObICTpOMY CTOMKOMY yiyduleHuto (yHkiuu. YacToTa penuIuMBOB KaplaJbHOIO TOHHENIBHOIO
CHUHIpOMa y ManueHToB ¢ pazauuHbiMu Tunamu MIIC HewsBecTHa. IlockosbKy NOBTOpHas
KOMIIpeCcCHsl MEJHUaHHOTO HepBa BCJIEACTBHE PyOLEBaHUS MM OTIOXKCHHUS TIMKO3aMHHOTIHKAHOB
BO3MOJKHA, TTAIIMEHTaM HEOOXOIMMO TTOCTOSTHHOE HaOII0eHHE.

e Koppekuus cepAaeyHO-COCYAUCTOW HENOCTATOYHOCTH, APTEPUANBHON THIEPTEH3UH IPOBOAMUTCS
CTaHIAPTHBIMH METOJAMH JIEYCHUS NPHUHATBIMH B JETCKOM  Kapauosnoruu. llo mokazaHusM
pelaeTcs BOIPOC 0 HEOOXO0IUMOCTH XUPYPrUueCKOH KOPPEKLIUY.

e [lpu odTanbMOIOTNYECKHX HAPYLICHUSIX MPOBOAMTCS JICUEHHE IO ITOKAa3aHUSAM, IOAOO0p Tepanuu
OCYILECTBISIETCS HA OCHOBaHUH PEKOMEHIAINH MO JIEUEHUIO COOTBETCTBYIOIIIMX HO30JI0T .

e Opronennyeckas KOPPEKLUs HApYIICHNs OCaHKHU, TYTONOJBHUHOCTH CYCTaBOB C HCIOJIb30BaHHEM
HEXHPYPrHYECKUX METOMOB BKIIOYAET (HU3HONPOLEAYphl M TNPUMEHEHHE OPTONEAMYECKUX
ycTpoicTB. Ilo mokasaHusIM OCYLIECTBISIIOT apTPOCKOINIO, MPOBOAMUTCS XHUpPyprudeckas 3aMeHa
Ta300€IPEHHOTO MIIM KOJICHHOTO CYCTaBa, UCIIPAaBICHNE OCH HM)KHEH KOHEUYHOCTH.

o PCHI/IIII/IBI/IpyIOHII/Ie OTHUTBI, 4aCTbIC PECHHUPATOPHBIC 3a00JIeBaHUs BEPXHUX OBIXAaTCIIbHBIX HYTeﬁ
TpeOyIOT TMPOBEACHUS CHUMITOMATHYECKOW, AaHTHOAKTEPHAIBLHON Tepanmnu, IO TIOKa3aHUsIM -
XUPYPTrU4eCcKOro BMEIaTeIbCTBRA.



AKTHBHasi HMMYHH3alUs
YacTtele pecnupaTopHble WHGPEKIUH O0O0YCIOBIMBAIOT ILEJIECO00pPa3HOCTh IPOBENCHUS BaKLMHALUU
MPOTHB THEBMOKOKKOBOH 1 reMo(uiIbHON HH(EKIni.

AHecTe3M0JI0THYeCKHe TI0CO0HS

[Ipu mpoBeneHuM 00IIEH aHECTE3WH HEOOXOIUMO MOMHHTH O BBICOKOM PHUCKE KOMIIPECCHU CITUHHOTO
MO3ra BCJEICTBHE HECTAaOWIHHOCTH AaTJIAaHTOAKCHAJIBHOTO cycTaBa. KopoTkas mies, orpaHHuYeHHE
MOJIB)KHOCTU HIDKHEH UYENIOCTH, YBEIWYCHHUE $53bIKA, BBIPOKEHHAs Truneptpodus ajcHOUIOB U
MUHIATUH CO3MAl0T TPOOJIEMBI TIPU TPOBEASHHH AaHECTE3MOJIOTHYECKOTO TOCOOMS, TO3TOMY
MPENMOYTeHUE CJIeIyeT OTAaBaTh MECTHOMY WM pErHOHAbHOMY 00e300iuBaHui0. [lamueHt
NPEABAPUTEILHO  KOHCYJIBTUPYETCS ~ KapAHOJOTOM,  OTOPUHOJAPUHTOJIOTOM,  AHECTE3HOJIOrOM,
HeBpomnaTojioroM.  OO0s3aTeIBHO MPOBEICHUE TIOJHOTO  KapAWOJIOTHYECKOTO  OOCIIEeIOBAHUA,
MoJIMcOMHOTpauu (A1 BBISABICHHUS CTENICHH JBIXATEIbHBIX HApPYIICHWH), TpPU HEOOXOAUMOCTU -
SH/IOCKOTIMHM HOCOTJIOTKM M KOMITBIOTepHOW Tomorpaduu yerkux. OnepaTruBHOE BMEMIATENBCTBO C
aHecTe3nel HeoOXOIMMO TPOBOJIWTH B KPYITHBIX METUIIMHCKUX IeHTpax, uMmerormmx OPUT, tak kak
MHTYOAIVsI U TIOCTIEAYIONIast SKCTyOaIusl Y TAKUX MAIUCHTOB MOXET BBI3BATh 3aTPYAHCHUS.

Peabuaurauus

[Nammmenty ¢ myxomomucaxapumozoMm Il tuma dwusmorepaneBrom u BpadoM-JIOK pazpabaTeiBaeTcs
MEPCOHAIM3UPOBAHHBIN Kypc peaOWIHTaly, BKIIOYAIONIMA Maccax, JedeOHyro (QHU3KYIbTYpY,
(M3HOTEpANICBTUYCCKUE TPOILEYPhl (MarHUTOTEPAIIUIO, TEPMOTEPAIHIO, YIAPHO-BOJHOBYIO TEpAIUIo,
MeTOo ] OMOJIOTHIECKOM 00paTHOM CBS3H U APYTHE MPOICAYPHI).

Peabuuraronnsie kypeol (Maccax, JIOK, dusnonpouemypsl, ICHXOI0TO—TIeAaroruieckas OMOIIb)
JKeJaTelIbHO MPOBOAUTH B YCIOBUSX THEBHOI'O CTAllMOHApA MPOBOJUTCA C 4acTOTOM 3-4 pasa B roj.

IIcuxonoro-negarornyeckasi noMollb

[Icuxomoro-nenarornyeckasi TOMOIIb MPOBOANUTCSA B KOMIUIEKCE PEaOMIMTAIMOHHBIX MEPONPUATHH.
KoppekunonHo-negaroruueckoe  BO3JACHCTBUE OMpEAENseTCs B 3aBUCUMOCTH OT TSDKECTH U
JUINTETBHOCTH TCUEHUS OOJE3HU, CTPYKTYpPHl HApYIICHWHA 370POBbs, CTCICHU HEAOPa3BUTHSL
MO3HABATENILHON JICSITENBHOCTH, THIA DMOIMOHAIBLHOTO PEarupoBaHMs, OCOOCHHOCTEH ITOBEICHUS
pebOeHka. Bxirouenue KOPPEKIIMOHHO-TIEAAarOrHuecKoro CONPOBOXKICHUS B KOMILIIEKC
BOCCTAaHOBHUTEIIbHBIX MEPONPHUATHI 00ecrednBaeT AOMOJHUTENBHYIO ONEHKY JUHAMUKH IICHXHYECKOTO
pasBUTHA KaK OJHOTO W3 BaKHBIX IIOKa3aTeJed COCTOSHUS 370pPOBbs, TOBBIIAET 3(PPEeKTUBHOCTH
TEPaeBTUYCCKUX BMEIIATEIbCTB, CHIDKACT SKOHOMHUYECKOE OpeMs JaHHON TaToNOTMH 3a CYeT
COLMAM3AINA TAIlMeHTOB M COXPAHEHHS IICHXOJOTHYECKOTO IMOTEHIMANIa TPYJOCIOCOOHBIX HYIECHOB
CEMBH.

HannuaTuBHasg NOMOLIb

B cocraB mamnmaTWBHBIX CIYKO BXOMAT Bpa4M, MEIUIIMHCKUE CECTPBI, MCHXOJOTH U COIUAIBHEIC
pabotHukH. HecMOTpsi Ha TSDKENOE COCTOSHUE M TIOCTOSHHYIO MOTPEOHOCTh B MOHHUTOpPWHTE, BCE
MAalKUeHThl MPEUMYUICCTBEHHO HaXOASATCS AOMa B KpPYry cBoed cembu U Apy3eil. OCHOBHOM LEIBIO
paboOThl MAJUIMATUBHBIX CIYXKO SBISIETCS CO3MaHUE BCEX HEOOXOAMMBIX YCIOBUH JUIsi oOecredeHus
HaX0X/IEeHUs OONBHBIX B JOMAIIHUX YCIOBHUAX, 2 HE B CTEHAX JIE4eOHOr0 yUPEKICHHS, YTO ITO3BOJISIET HE
TOJIBKO YIIYYIIUTh KA4€CTBO JKU3HH OOJBHBIX U UX CEMel, HO U CYIIIECTBEHHO CHH3UTh rOCYAapCTBEHHbBIC
3aTpaThl Ha MIOCTOSIHHOE CTAITMOHAPHOE JICUCHNUE TaKUX TTAIlCHTOB,

IMPOI'HO3
BonbHbie ymuparoT, He focturas Bo3pacrta 30 jer, OT MPUCOSTMHUBIIINXCS HHPEKINH.



