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KJIAHUYECKHUE PEKOMEHJIAIIAA IO OKA3AHWIO MEJIUIIAHCKOM
IHOMOIIHA AETAM C MYKOIIOJIMCAXAPUIO30M I11 TUIIA

JlaHHBIe KIMHMYECKHE PEKOMEHIAIMM PACCMOTPEHBI W YTBEP:KICHbI Ha 3acefaHHH
Hcenonkoma mpodeccnoHaJIbHOM acconmanuu geTckux Bpadeid Coro3a neamatrpoB Poccum Ha
Bceepoccmiickoii HaydHo-mpakTHdeckoil KoHdepennuun «®PapMakorepanusi W JAUETOJIOTHS B
neauaTpumn» 28 centsiopst 2013r.

MYKOHNOJIMCAXAPUIO3bI

JlaHHBIII DPOTOKOJ MO JUArHOCTUKE M TEpaldyd MYKOIOJIHMCAXapUA030B y AETEH co3JaH Ha
OCHOBaHMHU CHCTEMAaTH4ecKoro o63opa smreparypbl 1992-2013 rr. Medline (Pubmed version), Embase
(Dialog version) u Cochrane Library databases, ¢ wucmosb30BaHHEM CO3MAHHBIX 3apYOEKHBIX
KinHunyeckux — pekomenmanuii  (Guidelines  for  the investigation and Management of
Mucopolysaccharidosis type I11. Hendriksz C, Chakrapani A, Vellodi A, Cleary MA, Wraith JE, Jones S.
Document  controller —  Christine  Lavery, mpssociety.co.uk, Uploaded January 2012).
MyKonoanaxasz[osm OTHOCATCA K PCAKUM HACJICACTBECHHBIM 3360HCBaHI/IHM, qTO HCKIIKOYACT

BO3MOXKHOCTh TIPOBEACHHS OONBIINX KOTOPTHBIX U  PaHJAOMHU3UPOBAHHBIX KOHTPOJUPOBAHHBIX
WCCIIEIOBAHUHN U JUUIsl CO3JJaHHS ITPOTOKOJIOB TUATHOCTUKH U TEPAITNH UCIIONB3YIOTCS JTUIIh TEMaTHIECKHE
HCCIIEI0OBAHUS SKCIICPTOB, OMMYOINKOBAHHBIC B MTOCIICTHUE BA TCCATUIICTHUSI.

OIIPEAEJIEHUE

Myxkononucaxapunossl (MIIC) - rpynma merabonudyeckux — 3a00J€BaHUN COSAWHUTEIBHOM
TKaHH, CBA3aHHBIX C HapylIeHueM oOMeHa rimko3zamuHornukanos (I'AIY), nposBisromuxcst aedextaMmu
KOCTHOM, XPSIIEBOH, COSTUHUTENLHON TKaHeH. O0yCIIOBIIEHB! AaHHbIE 32a00JIeBaHNsT MYTAIUsSIMHU T€HOB,
KOHTPOJINPYIOLIUX NPOIECC BHYTPHUIN30COMHOTO THAPOIIN3a MAaKPOMOJIEKYIL.

KOJAbl MKB-10

E 76.0 - Mykononucaxapuzao3s 1 tuma
E 76.1 - Mykomnonucaxapuzo3 2 Tura
E 76.2 - [Ipyrue mykormonvcaxapuao3sl

SIIUIAEMHNOJO0I'UA
Berpeuaercs ¢ nonynsiionnoi yactotoi 1:40 000 - 1:100 000 HOBOPOKIEHHBIX.

IMPODPUNITAKTUKA
[IpodunakTuka MyKOMONMCAXapUA030B - TIPEHATANbHAs JIMATHOCTHKA, OCHOBaHHAas Ha
HEIOCPEJICTBEHHOM onpeieacHun Aeduinra epMeHTa B aAMHUOTHYCCKUX KIICTKAX.

CKPUHUHI'
B HacTosiiee BpeMsi CKPHMHHMHI CPEAM HOBOPOXKIEHHBIX WJIM JIPYTHX BO3PACTHBIX IPyII HeE
IIPOBOJIUTCSL.

KIIACCUDPUKALIUSA

CornacHo (hepMEHTATUBHBIM JieeKTaM U TSDKECTH KIMHUYECKOW CHMIITOMATHKU BBIACISIOT 14
TUTIOB MYKOIIOJIUCaXapHI030B:

MIIC I

. MIIC I H cungpowm I'ypiep


mailto:c.lavery@mpssociety.co.uk

. MIIC I H/S cunapom ['ypnep-Lletie

. MIICIS cunnpowm Illeite

MIIC II CHUHIPOM XaHTepa, yMepeHHas 1 TShKENas GopMbl
MIIC I  cuaapom CaHdumurimo

. MIIC HIA Tuna
. MIIC 1IB Tuna
. MIIC HIC Tuna
. MIIC HID Tuna
. MIIC IIE tumna
MIIC IV  cunnpom Mopkuo
. MIIC IVA cunapom Mopkuo A
. MIIC IVB cuaapom Mopkno B

MIIC VI cungpom Mapoto-Jlamu (110 BBIPaKEHHOCTH KIMHUYECKUX IPOSBICHUN: JIErKas,
yMepeHHas U TshkEnas GopMbI)

MIIC VII cungpom Crnas

MIIC IX

MYKONOJIMCAXAPHUIO3 111 TUTIA
Cunonnmsbl: cuaapoM CaHpUIHTITIO.

Kox MKB-10
E 76.2 - [Ipyrue MyKkomoiucaxapuIo3bl.

OIIPEAEJIEHUE

JlmzocomanbHass OOJIe3HP HAKOIUICHWS, TEHETUYECKH TeTeporeHHas, OOYyCJIOBIEHHAs HAKOIICHHEM
renapaHcyibdara ¥ XapaKTepHU3YIOIIAsCs MPOrPECCUPYIONIEH YMCTBEHHON OTCTAIOCTHIO, YMEPEHHBIMHU
W3MEHEHUSIMH CKelleTa.

SIUJAEMHUOJI0TUA
Yacrora 1 Ha 80 000 HOBOpPOXIEHHBIX. SIBISETCS TPETbUM IO YaCTOTE BCTPEYAEMOCTH Cpelu BceX
M3BECTHBIX B HACTOSIIEE BPEMsI MyKOIIOIMCAXAPHIO30B.

9TUOJOTI'Us1

Hacnenyetcst mo ayTOCOMHO-PEIIECCUBHOMY THITY, SBJISIETCS TCHETHYECKH FETEPOreHHBIM 3a00JIEBAHHEM.
Poaurenu 6osibHOTO pedeHKa - FeTePO3UrOTHBIC HOCUTEIH MTaTOJIOTHYE€CKOr0 TeHa.

Bosmoxern pedunut pasHbIx (EPMEHTOB, HO BO BCEX CIIyYasX B JIN30COMAax HAKAIUITMBAETCS OJHMH THI
TJIMKO3aMHHOTJIMKAHOB — renapaHcyib(ar.

Boigenstor  4eThipe  KIMHUYECKH  HEPa3IMYMMBIX  IIOJATHIIA, XaPAKTEPU3YIOUIMXCSA  Pa3HbIMU
OnoxuMHuuecKuMU nedekramu (Tadi.1).

Tabmuma 1.
IMoaruner MIIC 11
deHoTUIT Mecrononoxenue | OeHOTUI l'en I'en/Jlokyc depmeHT
MIM MIM
MIIC IlIA | 17925.3 252900 SGSH 605270 I'enapan-N-cynbsgaraza
MIIC IlIB | 17g21.2 252920 NAGLU 609701 o-N-anerun-D-rimroko3amMununiasza
MCII IC | 8pl1.21 252930 HGSNAT | 610453 Anermi-KoA:a-rimroko3amua-N-
anerwitpanchepasa
MIIC ID | 12q14.3 252940 GNS 607664 N-auermiritoko3zaMu-6-
cynbdaraza




IToarun MIIC 111 E - mpogoimkaeT n3ydaThes.

MIIC III A. T'en SGSH, xoaupyromuii renapan-N-cynbdarasy, 0bu1 uaeHTUGHUIHPoBaH B 1995 r. On
JIoKanu3yeTcs B cerMeHnTte q25.3 xpoMocomsl 17. B nutepatype onucaHo okono 70 pa3auyuHbIX MyTauui
reHa.

MIIC III B. I'en NAGLU, xomupyronuii a-N-anerun-D-rintoko3aMuHauaasy, Obul UACHTH(OUIMPOBAH B
1996 r. On nokamusyercs B cermeHTe q21.1 xpomocomsl 17. B nutepatype omucaHo okono 100
Pa3IMYHBIX MyTaIlHid TeHA.

MIIC I C. I'en HGSNAT, xomupyromuii anerun-KoA:o-rimokozamus-N-anerniarpancdepasy, Obut
uneatudunuposad B 2006 r. OH nokanm3yercs B cermente pl1.1 xpomocomsl 8. B nmureparype omnucano
43 MyTaiuu reHa.

MIIC III D. I'en GNS, kogupyrormii N-aneTHirioko3aMuH-6-cyabhaTazy ObUT WIACHTU(DUIIMPOBAH B
1988 1. On nokanmsyercst B cermente ql4 xpomocomsr 12. C tex mop ObUIO yCTaHOBIEHO TOJBKO 5
MyTarui.

Kimuanueckue nposienenus noarunos MIIC I cxogubr.

oxrun MIIC Il A - nHanbonee pacnpocTpaHeHHbIH. TeueHue 3aboneBaHus IpH 3Toi popMe Hamboee
TSDKEJIOoe, C paHHMM HadaioM, HanOosee OBICTPBIM TPOTPECCHPOBAHUEM CHMITOMOB U KOPOTKOH
MIPOAOKUTENBHOCTBIO KU3HHU.

KIIMHNUYECKHUE ITPOsBJIEHUSA

Ornnunrenbnoii yeproii MIIC III Ttuma ot apyrux ¢opMm siBjsieTc  MeHee BbIpajKeHHOeE
HAKOIJIEHNe NMPOAYKTOB HAPYIIEHHOI0 00MeHa B COeUHUTEJbLHONH TKAHM, HO 0oJlee 3HAYNTEIbHOE
OTJIO’KeHHEe UX B TKAHSAX MO3ra.

OcHosHble KiuHUYecKue nposieaeHuys: yMCTBEHHas: 0TCTaIOCTh, YMEPEHHAS TYTrOMOABUKHOCTE CYCTaBOB,
JierKoe orpyOeHue Iuua.

Buewnuii 6uo: o0buHO 3a00sieBanue MaHudecTupyeT Ha 2-M roay xu3Hu. OTMEUaroTCs: OTCTaBaHHE B
pocTe, HeOOoJNbINas TYrOMOABMKHOCTh CYCTABOB, WHOT/IA YBEIMYCHHE TICUCHW W celiedeHKH. CaMbiM
Ba)XHBIM TPHU3HAKOM SIBJSIETCS 3a/JEPXKKA TEMIIOB MCHXOPEUYeBOro pasButTus. K 3-My TOAy JKH3HH
peOEHOK MOCTENEHHO TePSIeT MPUOOPETEHHBIE MOTOPHBIE U MICUXMYECKUE HABBIKH.

YepenHo-JIMIeBbIe aHOMAJIMH HE3HAYUTENIbHBI - YBEJIHMUYCHHE JJOOHBIX OYyrpoB, HU3KHE HAJAOPOBHBIC JAyTH,
MIMPOKask CIIMHKA HOCA, TYCThIe OpoBH, cHHO(PHU3 (YBEIMUCHHUE U CpallleHHe OpPOBeii), TyCThIE PECHUIIH,
CyXH€ U JKECTKHE BOJOCHL. YacTo HaOII01aeTCsl THPCYTH3M.

Kocmmuas cucmema: onopHo-ABUTaTENbHBIN ammmapar cTpajiaeT MeHee BBIPaKEHO, YeM NP APYTUX THUIAX
MIIC. Unorga ¢ 3 ner orMedaeTcs 3aMmeyieHre pocta. OOBIYHO (U3MUYECKOE Pa3BUTHE COOTBETCTBYET
Bo3pacty. OOBeM [ABIKEHHS B CyCTaBaX YMEPEHHO OTrPaHWYEH; OIPEeNSIOTCS MHO)KECTBEHHBIC
JIU30CTO3bI JIETKOW CcTeneHu, AeopManun Ted No3BOHKOB. KocTHBIE M3MEeHEHUs IPUBOIAT K CHUKEHHUIO
MOJIBIYKHOCTH HIDKHEH YENIOCTH, YTO OTPAaHUYMBAET CITIOCOOHOCTH OTKPHIBAThH POT U )KEBATh.

OpZaHbl ObIXaHus: OTMEYAIOTCS YaCThIe I/IH(i)CKLII/IOHHLI@ 3a00JIeBaHUs BCPXHUX ObIXATCIIbHBIX HYTeﬁ,
otuthl. CHI)KEHHE ClIyXa XapaKTCpHO IJid OOJILIIMHCTBA ITaIMCHTOB.

OpZaHbl 3peHnus. 'y B3pOCJIbIX MAIIMCHTOB PA3BUBACTCA IIUTMEHTHBIN PETHUHHUT.

Llenmpanvuas Hepenas cucmema. XapakTepHa BBIPaXEHHAs 3aJep)KKa PEYeBOro Pa3BUTHS ¢ OexHOU
apTUKYJSIUEN ¥ MaJbIM 3armacoM ciioB. CaMOCTOATENbHAS pPedb Pa3BUBACTCS PEIKO, Y YaCTH OOJIBHBIX -
MOJHOCTBIO OTCyTcTBYeT. [locTemeHHO pa3BuBaeTcs rpyboe HapylIeHHWE TICUXUKH, YMCTBEHHas
oTcTanocTh (aeMeHnus). PaccTpoiicTBa moBeAeHUS - BaKHBIH TATOTHOMOHUYHBIN MIPU3HAK Y MAIIMEHTOB C
cuaapomoM Candumunmo. bBonbHBIE T'HIEpaKTHBHBI, HEYIPABIAEMbI, SMOIMOHAIBHO JaOWIBHBI,
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BO3MOXXKHBI BHE3AITHBIC BCIIBIIIKH Pa3fpaXUTEILHOCTH, THEBA, TUIAKCUBOCTh. VI3MEHsieTcsl MOXOJIKa,
HapymaeTcs koopauHaiysa. K 20 romaM criocoOHOCTh XOIUTh TEPSIETCS.

Hapymienus cHa BCTpeYarOTCs MPAKTHYSCKUE Y KAXKIOTO MaIMeHTa, 0SCIOKOWCTBO MEPEe]l CHOM, Y4acToe
npoOyKIACHUE, COKPAICHUE ITUTEIBHOCTH HOYHOTO CHA, COMHAMOYIU3M C MPHUCTYIIAMH arpecCHH,
paHHEe yTpeHHEe MPOOYKIeHUE, THEBHASI COHIIUBOCTb.

ITo Mepe nporpeccupoBaHusi 0OJIE3HU MOSBISIOTCS CYAOPOTH.

HapymieHuss rioTaHusi OTMEYAIOTCS TPU CPEAHETSDKEIOM U TSDKEJIOM TEUCHWH 3a00JIeBaHUsI M B
OCHOBHOM CBSI3aHBI C (DYHKIIMOHMPOBAaHUEM CTBOJIOBBIX OTJCIIOB TOJIOBHOrO Mo3ra. HaOmromarorcs
MIPU3HAKH TICEBI0OYIB0apHOTO WK Oynp0apHOro mapanudeid. OTCYTCTBHE TPaBHIBLHOW PETyIsAIUU aKkTa
TJIOTaHMS PUBOUT K 3a0pOCY IMHIIH, CIFOHBI B TPAXCHO M OPOHXHATIBHOE JICPEBO U PA3BUTHIO BTOPHYHON
WHQEKIUM B BUJAC PCUUAMBHPYIOIIUX aCIHPAI[MOHHBIX OPOHXWUTOB W IMHEBMOHUH. OJTO yCyryOmseT
JIBIXaTeNIbHBIC HAPYIIICHUS.

Cepoeuno-cocyoucmasn cucmema: cepile TMopaxaercs penko, mpeumymectBeHHo npu MIIC I B.
Nmerorcst coobmeHnst o codetanmn cuHApoma CaHdmmunmo A co BTOPUYHBIM  AePEKTOM
MEXITPEACEePIHON TeperopoKi, OOYCIOBUBIIMM DPa3BUTHE CYNPAaBEHTPUKYISPHON MapOKCHU3MaIbHOM
TaXUKapIuH.

JKenyoouno-kuwieynas cucmema: yBEIMUCHHWE TICUEHH, yBEIMYCHHE celie3eHKH. YacTo HaOmomaroTcs
MyIOYHBIE U MAXOBbIE I'PBDKH, KOTOPbIE MOTYT PEUUAUBUPOBATH IOCIE XUPYPrUYECKOH KOPPEKLIMH.
CKJIOHHOCTh K DIHM30JIMYCCKON HIIM XPOHUYECKOW nuapee. Y TMAalMEHTOB HAOJIONAIOTCS THIICBBIC
paccTpoicTBa, KOTOPHIE BEIPAXKAIOTCS B TATE K HECHEITOOHBIM BEII[ECTBAM.

JTUATHOCTHUKA
OCHOBHLIMI/I AUArHOCTUYCCKUMU KPUTCPUSMU ABJISIFOTCA:

1. XapakTepHbIil BHEITHHUI BUJI TTAIIMEHTa - 0COOEHHOCTH (PEHOTHIIA.
[oBbImIeHHAs SKCKpELHs renapaHcyibdara ¢ MOYOH.

2

3. Mertaxpomasus JIEHKOIUTOB U PrOpoOIacTOB.

4. TlpenarajbHas JUArHOCTHKA MOXET OBbITH BBHIMOJHEHA JJIs JIFOOOM IMOCIEAyIONeH OepeMEeHHOCTH
TEX CeMEH, KOTOPBIM YK€ JUarHoCTUpoBainu pedeHka ¢ Oone3nbto Candununmo. Ha 12-14 nenene
OepeMEHHOCTH W3 BOPCHMHOK XOPHMOHA;, aMHHOIIEHTE3 OObIYHO HpoBoauTCsS Ha 14 - 16 Hexene
OepEeMEHHOCTH.

JUOPEPEHIIMAJIBHAS ITUATHOCTHUKA
Hpyrue Buasl MyKOMOIHCaXapyu1030B, TAHTIINO3UA03b], ayTH3M, JETCKHUH epeOpaabHbIA mapanny.

NPUMEP JTUATHO3A

Myxononucaxapuoos III A muna (cunopom Cangurunno mun A). Heoocmamounocme mumpanibHoeo
kranana, II cm. HK 1. 3adeporcka ncuxopeuegoeo passumus. Cucmemrnoe nedopaszsumue peuu 1 yposHs.
Ilogedenueckue napywenus. Hapywenue paseumus auunocmu. Pomayuounuvli cunopom genu valgum.
Penmeenonoeuueckue npusnaxu coxa vara c osyx cmopon. OH - muonus ciraboti cmenenu. OJ] -
eunepmemponus  cnaboi cmenenu. Anuzomemponus. Peyuousupyrowue Hocosvle KpogomeueHus.
Cmewannas myeoyxocmo.

BEJAEHHUE BOJIBHBIX MYKOIHOJIMCAXAPUI0O30M |11 TUITIA
3aboneBaHne WMeEET MYJIBTHCHCTEMHYIO NMPHUPOLY W HEOOpaTHUMBIE, MPOTPECCUPYIONINE KINHUYECKHE
MPOSIBIICHHSI, YTO OOYCJIOBIMBACT HEOOXOIUMOCTh HAOIOJCHUS HE TOJBKO Y3KMMH CIICIUATHCTAMU
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(OTOpPHHONIAPUHTOJIOTAMH, XUPYPraMu-opTONCIaMH, o(raneMonoramuy, KapJIuoIoTamMH,
MYJIbMOHOJIOTaMH, HEBpPOIMATOJOraMH, CTOMATOJIOTaMK), HO H (U3HUOTEpANeBTAMH, JIOTOIICIAMH,
MICUXOJIOTaMHU B PA0OOTHUKAMH MaNTHATUBHBIX CITYKO.

ITanmeHTHI ¢ JaHHOW HO30JI0THEH JOIKHBI IIOCTOSTHHO HaXOAUTHCS IO HaOmoaerneM; 1 pas B 6-12 mec.
(B COOTBETCTBUU C TSHKECTHIO COCTOSIHHMS) TMOKA3aHO KOMIUIEKCHOE OOCIIEIOBaHNWE B MHOTOMPO(UIBHBIX
cTaunoHapax. J{muTenbHOCTh HaX0XKICHHS B CTallOHape / AHEBHOM cTaioHape 21-28 aneit.
HabGmronenne OONBHBIX 1O MECTy XHUTEIhCTBA (B aMOyJIaTOPHO-TIONUKIMHHYECKUX YCIOBHSIX) TOJKHO
OCYILIECTBIATHCS MOCTOSIHHO. JlabopaTopHble M MHCTPYMEHTAIBHBIE OOCIIEAOBAHUS U PEKOMEHIyeMasi
JacTOTa WX MPOBEICHUS IIpeIcTaBlieHa B Ta0I. 1.

Tabmura Nel
Yacrora nposenenus oocienoBanus aereid ¢ MIIC III tuma
UccnenoBanus IIepBo- Kaxnanie Kaxnawie 12 OpuH pas
Mec
HavdalbHas 6 mec B 2 roma
OIICHKA
Jdemorpaduueckas X
XapaKTePUCTHKA
HcTtopus 60s1e3H1 X
Oo0muii BUI X X
MeauuuHCKHE 0CMOTP X X
Ouenka HHC
KommnbrotepHas ToMmorpadus uim X X
MPT ronoBHOro mosra
KoruuTtuBHOE TeCTHUpOBaHHE X X
(DQ/1Q)
CKOpoCTh HEpBHOM X X
mpoBoaumocty/ IMI

Ouenka ciayxa

AynuomMerpus X X
Ouenka 3peHus

OcTtpoTa 3peHus X X
OcmMoTp ceTuaTKu riaza X X
VccnenoBaHue poroBHIlbl X X
JbIxaTejibHas cucTeMa

OB/ X X
Hccnenosanue X X
cHa/moJMcoMHorpadgus

O0cienoBaBHHE cepeYHO-

COCYIMCTOM CHCTEMBI

DneKTpoKapArorpaMMa X X
Oxokapauorpadus X X
OnopHo-IBUTaTEIbHBIH

anmapar

PentreHorpagun ckenera X X

7Ke1y104YHO-KHIIEYHBII TPAKT

OO0BeM cene3eHKn

O0beM neueHu

Jlmuna, macca

OKpY>KHOCTH T'OJIOBBI

ApTepuanbHOE 1aBJICHUE

LR

Omnpenenenne AT

LR LR RN

Omnpenenenne akTUBHOCTH
(depmeHTa

DQ unu Koagpguyuenm ymcmeennoco passumus (KYP) - cnocob cpasnenus unmeniekmyaibHo20 pa3eumus,
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CBOUCMBEHHO20 OAHHOMY 803PACTY (VMCMBEHHBIX CROCODHOCHEl pebeHKA N0 OMHOWEHUIO K €20 CBEPCIHUKAM,), C
XPOHONOSUYECKUM 803DACMOM ((PAKMUYLECKUM 803PACMOM PeOeHKa).

KVP paccuumvisaemcs Oenenuem unmenieKmyanbHo20 803pacma Ha XpoHoro2udeckull u ymuoxcenuem Ha 100 ona
noayyenus yenoeo uucia. Cpeouuii Ko3guyuenm ymMcmeeHHo2o pazeumus Oas a00020 803paAcma cuumaemcs
pasuvim 100.

Jnsg mpenoTBpalieHus aclUpPallMOHHOTO TOPaKEHUS OPraHOB [IbIXaHUS POJIUTENSAM WIM JIALAM,
OCYHICCTBISIONMM yx0. 3a 0osnbHbIM MIIC ¢ HapylIeHUs MU TJIOTaHUsI, HEOOXOAUMO BBITIOJTHEHHE Psijia
pEeKOMEHAIIUN:

1) yactoTa KOpMIICHHH TODKHA OBITH He MeHee 8-10 p/cyTku HEOOMBIIUME MOPIUIMH;

2) moJIoKeHre OOJTBHOTO MPU KOPMIICHHH CHJISI WU C TPUTIOAHATHIM TOJIOBHBIM KOHIIOM;

3) exxeIHEBHBIN IpeHaKHBINA MacCak, IIPOBOIUMEIN HECKOJIBKO pa3 B ICHB,

4) B cinydyae rpy0bOro HapymieHHs TJIOTaHUS PEryJIsApHAs caHalusd BEPXHHUX JbIXaTEIbHBIX MyTeH ¢
IIOMOIIBIO DJIEKTPOOTCOCA,

5) xopmiteHHe Yepes 30H/1 00s3aTeBHO MPH TCUCHUH OPOHXUTA/TTHEBMOHHH;

6) moCTOsSIHHOE MPUMEHEHKE 30Ha B Cliydae rpy0Oro HapyIieHHs TIIOTaHHs, YaCThIX OPOHXO-IETOYHBIX
WH(pEKINH acIUPaMOHHOTO TeHe3a.

JIEYEHUE

B Hnacrosimiee Bpemsi He cymiectByeT maroreHetumueckoro jedenuss MIIC III tuma. Tpancrutantanus

CTBOJIOBBIX KJIETOK HE UMEET JOCTATOYHBIX JAHHBIX IS IMHPOKOTO MPUMEHEHHS (OMHCAHO HECKOIBKO

ciyqaeB B CIIIA). TpancimadTanys KOCTHOTO Mo3ra Hed((heKTHBHA.

[larmeHTsl AOKHBI TONYYaThb CUMAMOMAMUYECKYI0 Mepanuio B COOTBETCTBUH C BBISIBICHHBIMU

HapYIICHUSMU | XKaI00aMu.

o JleueHHWe NOBEICHYCCKUX HAPYIICHUH TMPOBOAUTCS ICHXPOHEBPOJIOIOM, OOBIYHO HCHOIB3YHOTCS
Ce/laTHUBHBIC CPEJICTBA, TPAHKBUIIM3ATOPHI, KOPPEKTOPHI MOBeieHUs. BrIOop mpemapara, JO3UPOBKa,
JUTHTEIHHOCTh Kypca OMpEAEIIOTCS WHANBUAYAIbHO. HaunHAIOT mpreM JaHHBIX MpenapaToB IO
TIIATETFHBIM BPaueOHBIM KOHTPOJIEM B YCIIOBHAX KPYTIIOCYTOYHOTO / THEBHOTO CTAI[HOHAPA.

e [Ipm cumMnTOMATHYECKOW OHWICTICHH HA3HAYAIOTCS AHTUKOHBYJIBCAHTHI, OJHAKO JO3UPOBKHU
WCIIOJIB3YIOT MEHBINE CPEAHETEPANIEBTUUCCKUX IS CHUKCHHUS pPHCKA Pa3BUTHS BO3MOXKHBIX
HexxenaTenbHbIX 3¢ ¢ekroB. [logdop aHTHKOHBYIbCAHTa OCYIIECTBISIETCS TICHXOHEBPOJIOTOM B
3aBHCUMOCTH OT BUJa MPUCTYIIOB, JJOKAIM3AIUN O4Yara MaToJIOri4eCKoi aKTHBHOCTH.

e [Ipu coobmarormeiics ruaporedainy NoKa3aHo BEHTPUKYIIO-TIEPUTOHEATEHOE ITYHTHPOBAHHE.

e (CramieHHE CIIMHHOTO MO3ra MPHUBOANT K HEOOPATHMBIM HEBPOJIOTHUECKAM HAPYIICHUSM, ITO3TOMY
MIPH TIOSIBJIICHUW TIEPBBIX CHMIITOMOB HEOOXOIMMO PacCMaTpHUBATh BOMPOC O JEKOMIIPECCHPYIOMIEH
OTIEPAIINH IO TOSIBIICHUS BEIPAKCHHBIX HAPYIIIEHUH.

e [lanmenram c HapymieHMeM (QYHKIMU KHACTEW WU C HapyIICHHEM HEPBHON MPOBOJUMOCTH IO
pesynsratam OHMI mokaszana omeparuisi JEKOMIIPECCHA HEPBHBIX CTBOJIOB, KOTOpask MPUBOJIUT K
OBICTPOMY CTOMKOMY YiIydileHHI0 (yHKmud. YacTtora pelnuauBOB KaprnaabHOIO TOHHEIBHOTO
CHHIpOMa y TanueHToB ¢ pasnudabiMu Turamu MIIC HemsBecTHa. IlockonbKy MOBTOpHAS
KOMIIPECCUSI MEIMAaHHOTO HepBa BCIIECICTBUE PYOIEBAaHUS WM OTIIOXKEHHUS TIUKO3aMHHOTIUKAHOB
BO3MOJKHA, ITAlIMEHTaM HEOOXOIMMO TIOCTOSTHHOE Ha0III0/IeHHE.

e Koppekuus cepieyHO-COCYIUCTOM HEIOCTATOYHOCTH, APTEPUAIbHOM THUIIEPTEH3UU MPOBOIAUTCS
CTaHJApPTHBIMM METOJIaMHU JIEYCHUs TPHUHATHIMA B JACTCKOH  Kapauwoioruw. llo mokazaHUsIM
peraeTcst BOpoc 0 HEOOXOJUMOCTH XUPYPIHUECKONH KOPPEKITUH.

o [lpu odpTaTbMOJOTHYECKUX HAPYLIICHUSIX MPOBOJUTCS JICUCHHE IO TOKa3aHHSIM, MOJ00p Teparuu
OCYIIECTBIISIETCS. HA OCHOBAHUU PEKOMEHALNMN IO JICYEHUIO COOTBETCTBYIOLIUX HO30JOTUH.

e Opronenuueckas KOpPpPEKLUsS HapYIICHUS OCAHKHU, TYTOMOJBHUKHOCTH CYCTaBOB C HCIIOJIb30BAHHEM
HEXUPYPrHYECKHX METOJIOB BKIIOYaeT (U3UONPONEAYPHl W TNPUMEHEHHE OPTOIEINICCKUX
ycrpoiictB. [lo mokazaHusSM OCYIIECTBISIOT apTPOCKONHIO, MPOBOAMTCS XHPypTHUecKas 3aMeHa
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Ta300€IPEeHHOT0 WJIN KOJIEHHOTO CYCTaBa, UCIIPaBII€HHE OCH HIKHEW KOHEYHOCTH.

e PernuauBHUPYIONIE OTUTHI, YaCThle PECIHPATOPHBIE 3a00JEeBaHUS BEPXHHUX IBIXATEIbHBIX ITyTEeH
TpeOyIOT TPOBEAEHUS CHMIOTOMATHYECKOH, aHTHOAKTEpHAaNbHOW Tepamuu, MO TOKa3aHWsIM -
XUPYPTUUECKOr0 BMEIIATEIHCTRA.

AKTHBHasi IMMYHU3aUS
UYacTtele pecnupaTopHbie WHQEKIMH O0YCIOBIMBAIOT IEIeCO00OPAa3HOCTh MPOBEICHHS BAKI[MHAIMH
MIPOTHUB ITHEBMOKOKKOBOH M reMOGHILHON HH(DEKITHH.

AHecTe310/10rH4ecKHe nocoous

[Tpu mpoBeneHun oOuiel aHecTe3MH HEOOXOAMMO MOMHHUTH O BHICOKOM PUCKE KOMIIPECCHU CITUHHOTO
MO3ra BCJIEICTBHE HECTAOMJIBHOCTH AaTJIAHTOAKCHAJIBHOTO cycTaBa. KopoTkas mies, orpaHuYeHHE
NOJBIDKHOCTH HIDKHEH YEJIOCTH, YBEIMYEHHE S3blKa, BBIPAXKEGHHAs THUNEPTPOQUs aIeHOHIOB U
MHUHAQIMH CO3Jal0T MNpoOleMbl TNPH IPOBEJACHUM AHECTE3HOJOIMYECKOro I0COOus, MOITOMY
OpeANoYTeHUE CclelyeT OTAaBaTh MECTHOMY WM pErHoHaJbHOMY o0e30onmuBanuto. [lanuent
IpPEBapUTENbHO  KOHCYJBTHUpPYETCS  KapJHOJIOrOM,  OTOPHHOJAPUHIOJIOIOM,  AHECTE3HMOJIOTOM,
HeBponaronoroM.  OO6s3aTenbHO IPOBEAEHHE IIOJIHOTO  KapIUOJIOTHYECKOro  00cieoBaHus,
MOMMCOMHOTpauu (A1 BBISBJICHHUA CTEIEHW MbIXaTENbHBIX HAPYIISHWi), NP HEOOXOIUMOCTH -
OHAOCKOIIMKM HOCOIJIOTKH U KOMHLIOTCpHOfI TOMOFpa(bI/H/I JICTKHUX. OHepaTI/IBHOG BMCIIATCJIILCTBO C
aHecTe3nel HeoOXOAWMO TPOBOJIWTH B KPYITHBIX MEIUIIMHCKHX IHeHTpax, umerommux OPUT, tak kak
MHTYOAIMS U TIOCIIEAYIONAs SKCTYOaNus Y TAKUX MAIMEeHTOB MOXET BBI3BATh 3aTPYAHCHUS.

Peadbuimmranus

[Maumenty ¢ mykomonucaxapumo3oM |l tuma ¢usnorepaneBrom u Bpauom-JIOK pazpabarbiBaercs
NEePCOHATM3UPOBAHHBIM Kypc peaOWwiuTanuy, BKIIOYAIOMIMN Maccax, JiedeOHylo (U3KYIbTYpY,
(du3noTEpaneBTHYECKNEe TPOLENYphl (MarHUTOTEPAINIO, TEPMOTEPAIHIO, yIapHO-BOJHOBYIO TEPAIIHIO,
METO/] OMOJIOTUYECKON 00PATHOM CBS3M U JAPYTUE MPOLEAYPHI).

Peabunmurammonnsie Kypesl (Maccax, JIOK, ¢usnonponemaypsl, IMCHXoa0ro—mneaarornyeckasi ImoMoIb)
JKeNaTeJIbHO MPOBOJIUTH B YCIOBUSX JHEBHOTO CTAI[IOHAPA ITPOBOIUTCS C YaCTOTOM 3-4 pasa B TOII.

IlcuxoJjioro-negarorn4yeckasi MoMoIlb

[lcuxomoro-ienarornyeckass IOMOINb TPOBOJUTCS B KOMIUIEKCE PEaOMIUTAIIMOHHBIX MEPOIPHSITHIA.
KoppekunoHnHo-negarornueckoe  BO3ACHCTBUE  ONpEeNEeisieTcss B  3aBUCUMOCTH OT TSDKECTHU H
JUIMTCJIBHOCTH TEUEHUS OOJIC3HH, CTPYKTYPbl HApYIICHUW 3/I0pOBbs, CTCHCHH HEIOPA3BUTHUS
MMO3HABATENFHON JIEATEIHHOCTH, THIIA ASMOIMOHATBFHOTO PEarnpoBaHUs, OCOOCHHOCTEH IOBEICHUS
pebeHka. Bxirouenue KOPPEKLUMOHHO-IEAAr OTHYECKOTrO COITPOBOXKJICHUS B KOMILIEKC
BOCCTaHOBHUTEJBHBIX MEPOIPHUITHH 00ECIEUNBACT JOMOJIHUTEIBHYIO OLIEHKY IWHAMHKU TICHXHYECKOIO
pa3BUTUS KaK OJHOTO W3 BAXHBIX IIOKa3aTeJed COCTOSHUS 3IIOPOBBS, MOBHIMIAET 3(PHEKTUBHOCT
TEPANeBTUICCKUX BMEIIATEIbCTB, CHIDKAET OSKOHOMHYECKOE OpeMs IaHHOH WaTOJIOTHH 3a CYeT
COITMAIM3AITMN TMAIIHCHTOB M COXPAHEHUS IICHXOJIOTHYECKOT0 TMOTECHIHANA TPYIOCIOCOOHBIX UJICHOB
CEMBbH.

HannuaTuBHass noMolb

B cocraB mamMaTWBHBIX CIY)O BXOJAT Bpadd, MEIUIIMHCKHE CECTPBI, ICHUXOJOTH W COIMAJbHBIC
pa6OTHI/IKI/I. HeCMOTpf[ Ha TsAKEJIOC COCTOAHHME W IMOCTOAHHYIO HOTpe6HOCTL B MOHHUTOPHUHIC, BCEC
MAIUEHTHl MPEUMYIIIECTBEHHO HAaxOJATCS JIoMa B Kpyry cBoed cembd u Jpy3ed. OCHOBHOW IIEIBbIO
paboTHl MAJUTMATHBHBIX CIYKO SIBISICTCS CO3MIaHWE BCEX HEOOXOMWMBIX YCIOBUH I OOECIICUCHIS
HAXO0XJIeHUs OOJIBHBIX B JIOMAIIHUX YCIIOBUSX, @ HE B CTEHAX JIEYEOHOTO YUPEIKICHHUS, YTO TIO3BOIISIET HE



TOJIBKO YJIYYIIHUTb KQ4€CTBO KMN3HU OOIBHBIX U HX CeMCﬁ, HO U CYIIECTBEHHO CHU3UTH IrOCy1apCTBEHHBIC
3aTpaThbl HA MOCTOAHHOC CTAITMOHAPHOC JICHCHHUE TaKUX MMallUCHTOB.

ITPOI'HO3
BonbHble yMuparoT, He AocThras Bo3pacta 30 JeT, OT MPUCOeTUHUBIINXCS HHPEKIIHH.
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