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PE3IOME

Crianopes y fetein ABIAETCA CNIOXKHOW MeMUMHCKON Npo6eMoli U NPUBOANT K Pa3BUTUIO BOMBbLIOTO YMCa OCNOXHeHN. Crnanopes Takxe
OTpMLaTENbHO BIMAET Ha COLManbHble acneKTbl XM3HW NaLMEHTOB U YNIeHOB X CEMEN, yXyALIaeT KauecTBo MX Xn3Hu. [pn Mykononncaxa-
pugose (MINC) |l TMNa 0CHOBHOW NPUYMHOI CMaNopen ABNAeTCA NceBaobyNb6apHbIN CUHAPOM, KOTOPbI GOpPMUPYeTCA MOCTENEHHO MO Mepe
NpOorpeccMpoBaHunA HelipoAereHepaTMBHOMO NPOLIECca M MOXET AOCTUraTb 3HAUNTENIbHON CTEMEHW NPOABEHNA, NPUBOAALLEH K HENpepblB-
HOMY CJIIOHOTEUYEHWI0, HEOOXOAVMMOCTY MOCTOAHHOW CMEHbI 6enbsA 1 3BaKyaLyu ClIoHbI U3 POTOMIOTKM.

OpHUM 13 cambiX 3G PEKTUBHbBIX COBPEMEHHbIX MOAXOAOB B IEUEHVN CUanopen y AeTell ABNAETCA MPYMeHeHVe NpenapaToB 60TYIMHNYECKOro
TokcuHa Tna A (BTA). B oTnimume oT geTckoro LepebpanbHOro napanuya, npy KOTOPOM MpakTuKa fiedeHns cranopeun npenapatamu BTA yxe
CTaHOBWTCS PYTUHHOW, Tepanus 3Tol npobnembl y nauneHToB ¢ MIMNC He MMeeT WNPOKOro pacnpocTpaHeHus. B faHHon nybnnkauum npeg-
CTaB/eHbl TPU KIVHUYECKMX CJlyyas YCreLHOoN Tepannm XpoHnyeckon cuanopen y nauneHtos ¢ MIC Il Tvna. Bce naumeHTbl Habnoganucb B
OTAY «HMWLL 3p0poBbsa geTeli» B TeYeHne MHOTUX NeT.

Mpouenypy BCcem nayuveHTamM BbINOHAMN MO CTaHAAPTHON CXeMe: UHbEKLUOHHOe BBeaeHue npenapaTa 6TA — kceomuHa (Incobotulinumto-
XinA) B OKONOYLUHYIO 1 MOJYENTIOCTHYIO CITIOHHbBIE XeJle3bl C 2 CTOPOH MO YNbTPa3BYKOBbIM KOHTPOJIEM B [JO3€, 3aBUCALLEN OT Beca pebéHKa.
BbipaxeHHOCTb cranopen 1 eé fUHaMMKy Nocsie MHbEKLUMI KceoMmHa onpeaenan no LLikane oLeHKM BAINAHUA CIIIOHOTEYEHNA.

Pe3ynbTaTbl HalLMX HabOAEHWI MOKa3biBaloOT, YTO MPUMEHEHME KCEOMVIHA MO3BOMAET MOMYUNTb 3HAUNMbIN SGPEKT B CHVKEHU BbIPaXKEHHO-
Ty crnanopen y naumneHtos ¢ MIMC Il Tvna B TeueHre Kak MUHUMYM 3 MecAueB. MprMeHAA 3TOT NpenapaT B PeKOMeH0BaHHbIX J03aX 1 cxeme
BBE/IEHUA, MOXHO NPOBOANTL 3PPeKTUBHOE 1 6e30MacHoe fieyeHne, YTO NPY MOBTOPHbIX MHBEKLIMAX MOXET ObITb MCMONb30BaHO ANA JOCTM-
MeHuA JONroCPOYHOro yiyuULleHna Npu XpoHnveckon cnanopee y geten ¢ MMNC Il Tuna.
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ABSTRACT

Sialorrhea in children is a complex medical problem and leads to the development of a large number of complications. Sialorrhea also
negatively affects the social aspects of the patients’lives and their families. All this leads to a deterioration in the quality of life both in the child
and his relatives. In mucopolysaccharidosis (MPS) type Il, the main cause of sialorrhea is pseudobulbar syndrome, which forms gradually as
the neurodegenerative process progresses. This can reach a significant degree of manifestation, leading to continuous salivation, the need for
constant change of clothes and evacuation of saliva from the mouth and pharynx.

One of the most effective modern approaches in the treatment of sialorrhea in children is the use of botulinum toxin type A (BTA) preparations.
Unlike cerebral palsy, in which the practice of treating sialorrhea with BTA drugs is already becoming routine, therapy of this problem in
patients with MPS is not widespread. This publication presents three clinical cases of successful therapy of chronic sialorrhea in patients with
MPS type II. All patients were observed at the National Medical Research Center for Children’s Health of the Russian Federation Ministry of
Health for many years.

Clinical cases
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The procedure was performed in all patients according to the recommended standard scheme — injection of the product BTA — Xeomin
(international name incobotulinumtoxinA) into the parotid and submandibular salivary glands on both sides under ultrasound control,
depending on the child weight. To assess the severity of sialorrhea and its course after injections of Xeomin, “The Drooling Impact Scale” was
used.

The results of our observations show the use of the drug Xeomin to allow obtaining a significant effect in reducing the severity of sialorrhea
in MPS patients type Il for at least 3 months. Using this product in the recommended doses and administration regimen, effective and safe
treatment can be carried out, which, with repeated injections, can be used to achieve long-term improvement in chronic sialorrhea in children
with MPS type II.
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Cuanopesi — 5TO M3OBITOYHOE BBIACICHUE CIIIOHBI
3a npeensl mojioct pra. Kak dusnonornyeckoe siBaeHue
oHa Habmomaercs y 3—6-MecsiyHBIX AeTeil. B crapiiem
BO3pacTe cuajiopesl SIBJISIETCSI COCTOSIHUEM, KOTOPOe TpU-
HOCUT Maccy OEeCIOKONCTBA M HEMPUSITHBIX OIIYLICHUM.
Yarme Bcero cuajgopest y AeTeit cBsI3aHa He ¢ UICTUHHOM I'-
MepNpoAyKIIMei CIIOHBI, a C HapyllleHueM pediiekca I10-
taHus [1].

IIpobGnema cuanopeu B AETCKOM BO3pacTe Yallle BCero
o0cyXaaeTcst IPUMEHUTENbHO K OOJIbHBIM JIETCKUM 1ie-
peopanbHbIM mapanuyoM (JLIIT) [2]. MHoxecTBO craTeit
MOCBSIIEHO MPUYMHAM, KIMHUYECKON KapTUHE, IMyTIM
KOPpEKLIMU JaHHOro cumnToma [3, 4]. OgHako cuajgopes
MOXeT BO3HUKATh He TojibKo mipu JILIIT, HO u Kak cuM-
IITOM DPsIJa HEBPOJOrMYECKMX 3abosieBaHuil. Hampumep,
cuajiopeeid MOTyT COIPOBOXIATHCS OOJILIIMHCTBO HEMPO-
JlereHepaTUBHBIX 3a00JieBaHMIii, Ooie3HENd OOMEHa, HEepPB-
HO-MBIIIEYHBIX 3a001eBaHMii [5].

ITpy M3GBITOYHOM CIIIOHOTEUEHUM Y JIeTeil XapaKTep-
HO pa3BUTHE MHOTOYMCIIEHHBIX OCJIOXHeHuiu. OmHUMU
M3 TIEPBBIX MPU TOCTOSIHHO TNMPUCYTCTBYIOILIEH cuaiopee
pPa3BUBAIOTCS BOTHO-3JIEKTPOJUTHBIC HApPYIICHUS, CBSI-
3aHHBIE KaK C 00€3BOXMBAHUEM M3-3a IMOTEPU KUIKOCTH,
3JIEKTPOJIUTOB U OejiKa CO CJIIOHOM, TaK M C HEBO3MOX-
HOCTBIO TIONIOJIHUTh BOIHBINM OajaHC M3-3a HapyIICHUS
MporJaThiBaHus XUIKOCTH [6]. B psime ciydyaeB 3t nmoTe-
PU HACTOJIBKO 3HAYMMBI, YTO JOJIKHBI OBITH 00s13aTEIbHO
KOMITEHCUPOBaHbI. JIOCTaTOYHO OBICTPO MPUCOCAUHSIETCS
MIEPUOPATIBHBINA NEPMATUT, a IIPYA BBIPAXXECHHOU cuajiopee
3a4acTyl0 HaOJIomaeTcsl IOBpPEXACHUE KOXU PyK, IIer
u rpyau. Ecnu HaGmiomaeTcsl Tak Ha3bIBaeMasl 3aIHSISI CHU-
ajopesi (HEKOHTPOJIMPYEeMOe 3aTeKaHWe CIIIOHBI B IUIIIE-
BOJ 1 TPaxelo), TO 3TO MOXKET MPUBOIMUTH K KaIIlJIIO, PBOTE,
XPOHWYECKOW acnupauuy, PeuuAUBUPYIOIIUM WHObEK-

Clinical cases

LIMSIM HUKHMX ABIXaTeJIbHBIX YT 1 IMPOrpeccupyoleit
OPOHXO0JIETOYHOI TTaTojioruu [7].

Cuajnopes TakKKe OTPUIIATEIbHO BIMSET Ha COLIMATb-
HbIE€ aCNEKTHI XKM3HU MAllMeHTOB 1 YICHOB MX ceMeil. Beé
9TO MPUBOIUT K YXYAIICHUIO KaueCTBa XXMU3HU KaK CaMOro
pebE€HKa, TaK M er0 POMHBIX U OJTU3KHUX.

OnHuM M3 3a00JIeBaHUI, KOTOPOE COIPOBOXKIAETCS
MPOrPECCUPYIOLIUAM TOPAKEHUEM LEHTPAILHOM HEPBHOM
CHCTEMbI U CONPOBOXIAETCS WHOTAA BeChMa BBIPAXKEH-
HO# cuanopeeit, ssBaseTcsa Mmykomnonaucaxapuaos (MIIC).
MIIC — at0 rpynna 3a00jieBaHUii, OTHOCSIIASICS K JIN30-
COMHBIM 00JIe3HSIM HaKOTUIeHUs. JJaHHBII CUMIITOM TIPO-
saBasieTcsl y Heliponatuyeckux tunoB MIIC: 1, IT u III.
MIIC II tuna (6one3Hb XaHTepa) SIBJISIETCS TSKETBIM 3a-
OosieBaHMEM, TIPU KOTOPOM CTpPamgalOT MHOTHUE CUCTEMBI
opraHusMa, BHYTPEHHUE OpraHbl, Pa3BUBAIOTCSI BTOPUY-
HBIE OpTONEIMUYEeCKHe HapylleHMs, HapyllaeTcss padbora
LIEHTPAJIbHOW HEPBHOM CUCTEMBI, OTMEYAIOTCS HAPYILLIEHUS
KOTHUTUBHBIX (PYHKIMI 1 peun u ap. [§, 9]. I1lceBnoOy1b-
OapHBIli CHMHIPOM, SIBJISIIOIIMIACS TIPUYMHON CcUalopeun
MpY JaHHOM 3a0oJieBaHUM, (DOPMUPYETCS ITOCTEIIEHHO
10 Mepe MPOrpecCUpPOBaHMS HEMPOIETeHePaTUBHOTO ITPO-
1ecca 1 MOXeT JOCTUTaTh 3HAUUTEJbHON CTEIIEHU TIPOSIB-
JICHUsI, TIpPUBOISIIEH K HEMPEePhIBHOMY CIIOHOTEYEHMIO,
HEOOXOAUMOCTH TIOCTOSIHHOTO MCIOJIb30BaHUS  CJIIO-
HSIBYMKOB U CAHUPOBAHUS CIIOHBI M3 poTtornoTku [10].
AcnupallMOHHbIE OPOHXUTHI M ITHEBMOHUM KaK CJIEICTBUE
MCeBIOOYABOAPHOrO CMHAPOMA M CHANIOpen MpU JaHHOM
MMaTOJIOTUM OYEHb PAaCIPOCTPAHEHBbI, UMEIOT TEHACHIIMIO
K YYaIIeHUIO 0 Mepe IMPOrpecCupoBaHUsI 3a00JieBaHUS
W MHOTIA SIBJISIOTCS IIPUYMHOMN JieTaJbHOro mcxona. He-
CMOTpS Ha TaKKe TPO3HBIE OCJIOXKHEHUS CUAJIOpeu, TTpaK-
THKA TePaIluy VI XOTS ObI TTOIBITOK €€ KOHTPOJIST Y 00JIb-
Hbeix MITC majo pacnipocTpaHeHa.
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OnHuM u3 3(PEOEKTUBHBIX COBPEMEHHBIX ITOAXOHOB
B JICYCHNU CUAJIOPEU Y ACTEH SBIISICTCS MPUMEHEHHE TIpe-
napaToB 6otynmuHnyeckoro TokcrHa tuna A (bTA) [1, 11].

B 2021 r. B Poccun mnsa npenapata BTA kceommHa
3aperuCTpUPOBAHO HOBOE TOKa3aHUE — <«XpOHUYECKas
cuajiopes y aeteii B Bo3pacte oT 2 10 18 jger». DTo ObIIO
cIeJJlaHO Ha OCHOBAaHUM PE3YJIbTAaTOB ITPOCIICKTMBHOTO
PaHIOMU3UPOBAHHOTO ABOMHOTO CJICTIOTO IJIae00-KOH-
TPOJUPYEMOIO0 MHOTOILICHTPOBOTO MCCJICHOBAaHUS B IIa-
PaJUICIBHBIX TPYIIIAX ¢ OTKPHITBIM MEPHUOIOM ITPOICHUS
(Sialorrhea Pediatric Xeomin Investigation — SIPEXI)
[4]. OcHOBHYyIO TpYIIy COCTaBISUIM JETU B BO3pac-
Te 6—17 net. UccneqoBaHue ObLUIO MOAEIEHO Ha ABE YaCTH:
OCHOBHOW T€PUOA, BKIIOYAIOLINN CKPUHUHT U IBOUHYIO
cienyio ¢asy (mepBasi UHBEKIHUSI), U OTKPBITHII TIEPUOL
(emé 3 moBTOpHBIE MHBbEKIIUM). [ToCTe BKITIOUEHUS B UC-
clieloBaHWE M paHIOMU3alMU TpeTh MmauueHToB (72 pe-
0EHKa) moTyJaiu MHBEKIMHU T1ane6o, a nBe Tpet (148
neTei) — KceoMuH (MeXIyHapomHOe Ha3BaHUe — Inco-
botulinumtoxinA). MHbeKUMU BBITIOJHSIIA B CIIOHHBIE
xkene3bl (CXK) o ynpTpa3ByKOBBIM KOHTPOJIEM B OOIIIEH
03¢, pacCYNTAaHHOW B 3aBMCUMOCTU OT Beca peOEHKa.
PesynbTaThl IBOIHOI clIeTioi ¢a3bl IToKa3aau 3HAYMMOe
YMEHBIIICHHUE BBIACICHUE CIIOHBI B TPYIIIIE, TTOJyJaBIIei
WHBEKIIMM KCEOMHHA, II0 CPaBHEHUIO C TPYIION IUIa-
1eb6o yepes 4, 8, 12 u 16 Hen nocae BBeneHus. OLeHKa
MIPOBOAMIACH IO KOJWYECTBEHHOM METOMMKE OIpeneie-
HUSI CKOPOCTH HECTUMYJIMPOBAHHOTO CIIOHOOTIEICHMUS.
CxomHble M3MEHEHUsI ObUIM BBISIBICHBI IIPW aHAJIW3e
1IKaJIbl OOlLero BrevaTaeHUs] OT u3MeHeHui. Pe3ynbra-
Thl OTKPBITOI'O IMeproaa McciiefoBaHUs ObLUIN el Oojiee
pasUTeNIbHBIMU — KaXI0e IMOCJIenyIolee BBEACHNE KCe-
OMHMHA COMPOBOXIAIOCH OOJBITUMU M3MEHEHUSIMHM KaK
MIPHU OLIEHKE CKOPOCTH HECTUMYJIMPOBAHHOTO CIIOHOOT-
IeJIeHUs, TaK U 10 IIKaJie 00IIeTro BIIeYaTIICHUS OT U3ME-
HEHHI. DTO MO3BOJIMJIO aBTOPaM MCCJIEIOBaHUS COEIaTh
BBIBOI O TOM, YTO NMPUMEHEHHME ITOBTOPHBIX MHBEKIIMIA
MOXET OBITh OIpPaBIaHO IJIS MOCTHKCHMS TOJTOCPOY-
HOTO ynydllleHus nipu cuanopee y aereit [12]. IIpodunb
0e30ITaCHOCTU KCeOMMHA ObLI OJIarONpPUSITHBIM — HU3-
Kas yacTtoTa HexenaredpHbIX sBieHuit (HA) B memowm,

J[o3bl KceommnHa ana nibekunn B CK npu xpoHnyecKon cnanopee y agetei

HU B OJJHOM cJiyyae He ObLIo OTMe4YeHO cepbeé3Horo H,
CBSI3aHHOTO ¢ Tepanueil. Takke OTCYTCTBOBAJIM 3HAYU-
TeJbHBIE Pa3INUYUS B YaCTOTE BOZHMKHOBeHUs HS Mexmy
rpyImnmnoi riauedo U rpynrou, nojaydaBiieil KCeOMUH.

B ominune ot maumentoB c¢ HIIII, mpu KoTopom
MMpaKkTUKa JiedeHus cuanopeu Tipemapatamu BTA yxke
CTAHOBUTCSI PYTUHHOM, Teparus 3Toi mpoOJieMbl y Ta-
nueHToB ¢ MITC He UMeeT IMPOKOTO PACTIPOCTPAHEHUS.
JlaHHbBIe HayYHBIX NMyOJMKaLlUiA BecbMa PeaKu, B OCHOB-
HOM MMEIOT OITMCcaTeIbHBINM Xapakrep. OnrcaHue yCIel-
HOTO UCHOJIb30BaHUS OOTYJIMHOTEpanuM Yy OOJBHBIX
MIIC He BcTpeyaeTcs.

Bce BrIICONMMCaHHOE TOCIYXKWJIO OCHOBAHUEM [IJIST
MTOTIBITKM UCTIOJIH30BaHMSI KCEOMMHA TSI KOPPEKIIUU XPO-
Hu4ecKoit cuanopen y naumeHToB ¢ MIIC Il tuna. B nan-
HOM TyOJIMKALIMY MPEACTaBACHBI 3 KIMHUYECKMX CIIydast
YCIEIIHON Tepanuy XpOHUYECKOM CHAJIOPEN Y MALEHTOB
¢ MIIC II tumna. Bce maumenTsl Habmoganuch B GIAY
«HMMLI 3noposbs gereit» Munznpasa Poccuu B TeueHue
MHOTHX JIET.

Bcem nanpeHTaM no peKOMeH10BaHHOM CTaHAAPTHOM
CXeMe BBITIOJTHSIIN MHBEKIIMOHHOE BBEICHNE B OKOJIOYIII-
Hylo 1 mogdemtocTHyio CXK ¢ 2 CTOpoH 1o yabTpa3By-
KOBBIM KOHTPOJIEM B 103€, 3aBUCSIIEH OT Beca peOEHKa
(Tabmmma). [Tpu 3TOM COOTHOIIIEHME TO3BI IIperapaTa OblI-
J10 3 : 2 1719 OKOJIOYILIHBIX M TTOAYETIOCTHBIX XeN€3 COOT-
BeTCTBeHHO. MMEHHO TaKoe pacmpeneieHUe T03bI TT03BO-
JsieT u3deraTh Takoro H, kak cyxocTh moJjoCcTu pTa.

JInst olleHKM BBIPaXX€HHOCTU cUajlopeu U e€ OuHa-
MUKW I10CJIe MHBEKINK KceomMuHa puMeHsn [lkary
oleHKM BnusiHug cioHotedeHus (The Drooling Impact
Scale — DIS), xoropas npencrasisieT co00l OMTPOCHUK
n3 10 myHkToB. OTBET Ha KaXIbIii BOITPOC paHXUPYET-
cg ot 0 (HeT m3meHeHuit) no 10 6amoB (HamboOIbIINE
HapyIIeHUs) 1O OlleHKe poauTeseil peoénka [13]. Hau-
OoJblliee 3HaYCHME 110 3TOM 1mKaje cocraBiser 100 6an-
JIOB, YTO COOTBETCTBYET ITOCTOSIHHO IIPUCYTCTBYIOIIEH
XpPOHMYECKON cuajiopee ¢ MAaKCMMaJbHO BbIpakeHHBIM
HEraTUBHBIM BIMSHUEM Ha peOEHKA M yXaXuBalollee
JINIIO B TEUYCHME TTOCIICTHE Heleau Iepen 3aoJTHeHU -
€M OIIPOCHHMKA.

Doses of IncobotulinumtoxinA for injections into the salivary glands in chronic sialorrhea in children

OxkonoyiHas CXK

IMoguentocrHas CXK

Macca Tena, Parotid salivary gland, each side Submandibular salivary gland, each side (CC)IY(B'LL?]:’Ha:TiOZZ)
Bod KT N cymmapHas no3a Ha onHy CXK, 3 T Ve cymMMapHas 103a Ha ogHy C2K, 06BiM Total d ozz Unri)ts
ody weight, EN ’ EN li ’l d ’
kg total dose per the one salivary .M total dose per the one salivary pacTsopa, M f 54 allary tian ’d
i, Ui solution volume, ml L, Ui solution volume, ml ~ from the other sides
>12;<15 6 0.24 4 0.16 20
>15;<19 9 0.36 6 0.24 30
>19;<23 12 0.48 8 0.32 40
>23;<27 15 0.60 10 0.40 50
>27;<30 18 0.72 12 0.48 60
> 30 22.5 0.90 15 0.60 75
110 Clinical cases
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KnuHunuyecknin npumep 1

Manbuuk W., 13 ner, nnarno3: MIIC Il tuna. Pe6é-
Hok Habmwomaetcst B ®TAY «HMMI 3mopoBbs aeteit»
MunsnpaBa Poccuu B TeyeHue 10 jer ¢ MOMeHTa IocTa-
HOBKU IMarHo3a.

Pe6€Hok or 1-ii GepeMeHHOCTH, TpOTEeKaBIIeil Ha
¢oHe XxpoHnYeCcKoi (peTo-TIIalleHTAPHO HEAOCTATOUHO-
CTH, XeJIe30Ae(ULUTHON aHeMUU, YIPO3bl IIPEePbIBAHUS
Ha 7—8-11 Henmene. Poobl cpouyHble, (PU3MOJOTUUECKUE.
[Ipu poxneHUr BeCO-pOCTOBBIE MOKAa3aTeIu B Ipeaesiax
HOPMBI, OlleHKa T10 1mKaue Arnrap 8/9 6amnos. C nepBbixX
MeCSLIEB XM3HU Y OOJBHOro (hMKCUPOBAIUCH ITyIIOYHAsI
M I1aXOBO-MOIIOHOYHas rIpbika. Ilcuxo-mpeapeueBoe
1 MOTOPHOE pa3BUTUE Ha 1-M roay KM3HU COOTBETCTBO-
BaJlI0 BO3pacTy: TOJIOBY YIEPXUBal C 2 MeC, CaMOCTOSI-
TEJbHO CUACI U CaIUIICs C 7 MEC, CAMOCTOSITEIbHO X0
¢ 1 roma 2 mec, nepBrie ciioBa npousHec B 1 ron. B te-
YeHMEe MOCASAYIONMX 3 JIeT Y 00JbHOI0 OTMEYalUCh Ya-
cThle MH(PEKIIMOHHBIEC 3a00JIeBaHUsI, TTOCTENeHHOE (hOop-
MMPOBaHME MHOXECTBEHHOIO IM30CT03a, CO 2-TO roaa
JKM3HU MOSIBUIMCh MPU3HAKU 3a[€PXKKU IICUXOPEYEBOI0
pa3BUTHS, MOCTENEHHO Haydajl (DOPMMPOBAThCSI Xapak-
TepHbIN deHoTUn («raprouwausm»). B 2 roga 10 mec Ha
OCHOBaHUM KJIMHUYECKUX JAHHBIX U JJaOOpaTOPHOM AM-
arHOCTUKHU (MOBBIIICHHASI 9KCKpELMs rerapaHcynabdara
U AepMaTaHCyab(ara ¢ MOYOi, TIPOTSKEHHAST JeJIelus,
3aTparuBaloias Bce 3K30HbI reHa IDS mo pesyiabratam
MOJICKYJISIDHO-TEHETUYEeCKOM IUarHOCTUKM (J1aboparo-
pMsI HacIeICTBEHHBIX Oosie3Hel ooMeHa BewecTB PTBHY
«MTHII um. akagemuka H.I1. boukoBa») OblI ycTaHOB-
JieH kanHnyeckuit nuarno3 MITC I1 tumna (6osie3Hb XaH-

Puc. 1. Pe6éHok c MINC Il Tna c nposiBNeHNAMMN XPOHNUYECKOW
cnanopewn.

Fig. 1. The child with MPS type Il with manifestations of chron-
ic sialorrhea.

Clinical cases

KnuHnuyeckne cnyyan

Tepa). B 3 roma 3 Mec MHUIIMMPOBaHA IMATOTCHETUYECKAS
depMeHT3aMeCTUTEIbHAS TePAIHSI JIEKApCTBEHHBIM IIpe-
rmapaToM UIypcynbdasoit, Ha poHEe KOTOPO OTMedantach
MMOJIOXKUTEJIbHASI IMHAMUKA B BUIIE YMEHBIIICHUS pa3Mepa
IMapeHXMMAaTO3HBIX OPraHOB, CTAOMIM3ALIMA COCTOSIHUS
CepIaeYHO-COCYINCTOM CUCTEMBI, CHIKCHUS YPOBHS TJIH -
KO3aMUHOTJIMKAHOB B Moye. J1o 5 1eT Habupajl MOTOPHEBIE
U TICUXOpeYyeBble HABBIKU: IIOHMMAaJ OOpalllEHHYIO peub,
BBIIIOJTHSIT MHAYKIIMIO, 3HAJ HECKOJBKO IPOCTHIX CJIOB,
xomu, 6eras. OMHAKO B JaJibHeHIIeM y 00JbHOTO MOCTE-
IIEHHO CTaja IPOrpecCUpPOBaTh HEBPOJIOTMIECKAs] CHUM-
MITOMAaTHUKA, OH HavyaJl TePSITh pedeBble, COLIMAIbHBIC Ha-
BbIKM, HaBbIKM camooOcayxuBaHus. [IpumepHo ¢ 7 jer
TaKKe HadyajJdud pPerpecCUpoBaTh IBUTATEIbHBIC HABBIKU,
nepectan xooguthb B 8 1eT 1 Mec. B 9 ner 1 Mec mepeHéc
WHGEKIIMOHHOE 3a00JIeBaHUE, TTOCIe KOTOPOTO MOTEePSLI
CIOCOOHOCTh CAMOCTOSITEJIPHO CTOSITh, CUIETh, IIEPEBO-
paunBaTthcs. B 9 et 7 Mec y peOb€HKa BIepBbIe pa3BUII-
cs1 (POKAJBbHBIN SMWIETITUYECKUI PUCTYM, SIBJISBIINICS
JIeOI0TOM CTPYKTYPHOI (poKanbHOM snuericuu. B nanb-
HelieM Ha (poHe TIPOTUBOCYIOPOXKHOM Teparuu IMepruo-
IUYECKU IPUCTYIIB BO3OOHOBJISLUINCH, B CBSI3U C YEM IIPO-
BOJIMJIACH KOPPEKIIUS TEPAITIU.

HapyiieHus rinotaHust ctajiyd BO3HUKATh y OOJIBHOIO
Ha 8-M rofy XX13HHU B BUIE ITePUOINICCKIX IOSIBICHUS 10~
MNepXUBaHUM, TPYAHOCTEN NMpPHU YIOTPEOJEHUU KUIKOCTH,
3aTeM TBEPIOM MUIIN, BIIEPBBIC POIUTEIN OOPATHIIN BHU-
MaHue Ha cuaopero. CUMITOMBI UMEJIA BOJIHOOOPa3HBII
XapakTep, SMM30Ibl YACTBIX ITONEPEXWBAHUI UYepemoBa-
JINCh C OTHOCHUTEJIBHO CTaOMIBbHBIMU TTeprogaMu. Co Bpe-
MEHEM OTMEYAJIOCh MX HEYKJIOHHOE IIPOTPECCUpPOBAHUE:
CTaj yIoTpeOIsITh TOJBKO MPOTEPTYIO MUILLY, AaxkKe IPOOHO
C TPYIOM BBINUBAJ O0BEM XKUJIKOCTU, COOTBETCTBYIOLIUI
CYTOUHOM (PU3MOJIOrMYeCKO moTpeOHOCTH. Jlanee y Maib-
YMKa YYACTUJIUCh U YCYTYOUJIUCH TTOTIepXUBAHNSI, CTa Ya-
CTO 3aKallUIMBAThCS MPU MPUEME UL, KOPMJICHUS CTa-
JIX OYeHb IIUTeIbHBIMU. HecKoIbKO pa3 moIepXuBaHUS
MPUBOIWIM K aCHIMPALIAU MUILLIU B AbIXaTeJbHbIE TYTH, UTO
OCJIOXXHSJIOCh BO3HMKHOBEHHEM AaCIMPAlMOHHBIX OpOH-
XUTOB, THEBMOHMI. B ntore Ha (poHe cHMXKeHMsT 0OBEMA
MMUIIA U XKUOKOCTH B TeYCHME THSI, HEBO3MOXHOCTH aJeK-
BaTHOTO KOpMJIEHUs Y pe0EéHKa chopMUpoBaics 1ePULUT
Beca, MMEJIUCh CUMIOTOMBI 00e3BoxMBaHUS. B Bo3pac-
Te 10 steT 9 Mec pe6EHKY ObUIAa BRIIIOJIHEHA TaCTPOCTOMMS,
MOCJIe Yero OBUIO CKOPPEKTHUPOBAHO ITMTAHHWE U OIpEIe-
JIEH HEOOXOMUMBIM 00BEM XKUIKOCTU C YYETOM CYTOUHOM
notpedHocTu. Koppekiius nutaHus yaydiliniia COCTOSIHIE
00JIBHOTO, CUMIITOMBI 00€3BOXMBAHUS UCUC3IIN, MATTbINK
Habpaza Bec. OgHaKO y OOJIbHOTO COXPaHSIUCh TPYIHOCTHU
MIPY MPOIJIATBIBAHUM CJIIOHBI, CHAJIOpesl CTajia IIOYTHU T10-
CTOSTHHBIM TIposiBieHneM (puc. 1), corpoBoxXmaiachk 4a-
CTBIM KallIeM, IONEpXMBAHUEM B THEBHOE U HOYHOE Bpe-
MsI, Mallepalreil KOXHBIX IIOKPOBOB BOKPYT PTa, HEOOXO-
IUMOCTBIO YaCTOM CaHAIIUM BEPXHUX ObIXaTEJIbHBIX ITyTel
OTCOCOM U MX ITOBPEXICHUEM OT ITOCTOSTHHOTO IIPUMEHE-
Hus anmapata. JIaHHbIe CUMIITOMBI TIPUBOIMIIM K 3HAYM-
TEeJIbHOMY CHIDKCHUIO Ka4eCTBa XMU3HM KaK O0JIBHOTO, TaK
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KnuHunuyeckne cnyyan

Puc. 2. Pe6éHok c MMC Il Tna yepes Hepenio nocie nevyeHus
XPOHNYECKOI crasiopen KCeOMNHOM.

Fig. 2. The child with MPS type Il a week after treatment of
chronic sialorrhea with the product Xeomin.

M YXaXXMBaBIINX 32 HUM POICTBeHHUKOB. OIICHKA 10 IITKa-
se DIS cocraBuna 85 6amioB.

VYuuTteiBasi HaIM4YKMe BhIPaXKeHHOM cUajopeu, peoEHKY
B Bo3pacrte 12 jieT 8 Mec BriepBbIe ObLIa ITpOBeIeHa OOTYJIN -
Hoteparus B CK. IMTocre e€ mpoBeneHnst 00bEM CITIIOHOOT-
IeJACHNUS 3HAYUTEIbHO CHU3MJICS, KaIlleJIb U TIOTIIepeXBa-
HUS TaKXKe cTajau 0ojiee peIKMMU, CAaHALIMST BEPXHUX IbI-
XaTeJIbHBIX IyTeli TpeboBajach ropa3ao pexe, HOUYHOI COH
craj 6oJiee MPOIOJKUTEIbHBIM, YIYUIIUIOCH COCTOSTHUE
KOXHBIX TIOKPOBOB BOKPYT pTa. DPDEKT OT MpoBeIeHHOM
TepaItiy COXpaHsIICs B TeUeHMe 3,5 Mec, OIleHKa 10 IITKaJIe
DIS cocrasuna 65 6autoB. B Bospacre 13 ner 3 mec 6oty-
muHoTepanus B CXK Obl1a mmpoBeaeHa IIOBTOPHO C BBIpa-
JKEHHBIM TOJIOXUTEIBHBIM 3(PdeKkToM yXe Ha 3-U CyTKU
mociie HbeKIui (puc. 2). Ouenka mo mkajie DIS mocie
npoleaypsl coctapmia 40 6aIoB.

KnuHnuyecknin npumep 2

Manpuuk /., 15 net, nuarnos: MIIC II Tuna. Pe6énok
Haomonaetca B ®I'AY «<HMMWUII 3n0poBbst neteii» MuH-
3apaBa Poccuu B TeueHue 13 jieT ¢ MOMeHTa ITOCTAaHOBKU
JUarHosa.

Pe6€HoK oT 4-i1 6epeMeHHOCTH, TIPOTEKAaBIIEH C YIpo-
301 nipepoiBaHus Bo Il TpumecTpe u recto3om B 111 Tpu-
Mectpe. CeMeiiHBII aHaMHE3 OTSTOLIEH: A8 0OJIBLHOTO
(6pat Mmarepu) crpagan MIIC II tuma, ymep B Bo3pac-
Te 15 ner. Pombl BTOpBIE CpOUYHBIE, (PU3MOTIOTHYECKUE.
I1pu poxneHuMn BecO-pOCTOBbIE MOKA3aTean ObUIM B IIpe-
nenaax HOpMBI, OlleHKa I10 mKaje Anrap 5/8 6amwioB. beur
BBIINMCAH U3 POMWIBHOIO JIOMa C AUArHO30M: «I UITOKCH-
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YECKU-UIIEMUYECKOE TTOPAKEHUE LIEHTPAJIbHOW HEPBHOM
CHCTEeMbI, HaTaJbHasl TpaBMa IO3BOHOYHMKA, ITOIBBIBUX
C1—C2 knepenu. KoHbIOrallMOHHAS XKEJITYXa».

IIcuxuyeckoe 1 MOTOpPHOE pa3BUTHE HA 1-M TOIy COOT-
BETCTBOBaJIM Bo3pacTy. OmMHAKO C TIePBBIX MECSIICB KU3HU
POOUTEIM OTMEYaIu IIIyMHOE HOCOBOE JbIXaHue, B 6 Mec
TTOSIBUJIACH ITyTIOYHAas rpbika. Ha 2-M romy XXu3Hu y Masib-
YUKa CTaJIu OrpyONIsIThCS YEPTHI WIIa, B Bo3pacTe 1,5 et
OBLIO 3aMEYEHO OTpaHWYECHME TOABMKHOCTH B CyCTaBax,
yBeJIMUeHUe pa3mepa kuBota. B Bo3pacte 1 roma 11 mec
pe6éHok Obu1 ob6ciaenoBaH B PI'BHY «Menuko-reHetu-
yecKuid HayuyHbli LeHTp uMm. akaa. H.I1. boukoBa» MuH3-
npaBa Poccun. Ha ocHoBaHuM maHHBIX aHaMHe3a, peHo-
TUIIMYECKUX OCOOCHHOCTEH (M3MEHEHMS JIMLA I10 THUITY
«rapromimsMa», Makpo-, ckadouedanus, MpoKas 3a-
TaBIIIas IEPEHOCHUIIA, ITyXJIbIe TYObl, peIKHe 3yObl, IITyMHOE
IbIXaHUE, TYCThIe XECTKHWE BOJIOCHI, THUIIEPCTEHUYECKOE
TEJIOCJIOKEHUE, IMyITOYHasl TPhIXa, BRIMYKJIBIA XXUBOT, KO-
POTKME TOJICTBIC TAJIbLIBI, TYTOIIOABIKHOCTD B JIOKTEBBIX,
KOJICHHBIX, TOJICHOCTOITHBIX, JIy4e3arsICTHBIX CyCTaBax,
rernarocIjieHOMeranusi) U o0ciiefoBaHusl (KOHLIEHTpa-
LY NIMKO3aMUHOINIMKAHOB B Moue cocTaBmia 1214 HITX
EJl/r kpeatunmHa (Bo3pactHas HopMma — 244 LTIX EJl/r
KpeaTWHWHA), CHIDKCHNE aKTMBHOCTH HIYypOHATCYIb(da-
ta3sl (2,1 HM/Mn/4 9 ipu HopMme 297—705 HM/Min/4 q)
1O pe3y/IbTaTaM SH3UMOIUATHOCTHKM), MOJIEKYJISIPHO-TE-
HETUYEeCKOM MMArHOCTMKHU (BapMaHT HYKJICOTUIHOW IIO-
caenoBarenbHOCTH €.598C>T(p. GIn200*) B reMu3urotT-
HOM COCTOSIHMHU, TIPUBOISIINIA K 0Opa30BaHUIO IIPEX-
JIEBPEMEHHOTO CTOM-KOAOHA B 5-M 3K30He reHa /DS) Obut
BeIcTaBieH auarHo3: «MIIC II tTuna (6one3Hs XaHTepa)».

B 3 roma 1 mec Obuta MHULIMMpPOBaHA (epMeHT3a-
MECTHTEJIbHAS Tepamusl MperapaToM MIypcyabdasoii,
1 B IIOCJICAYIOIINE HECKOJIBKO JIET Ha (poHe €€ TpoBeAeHUS
OTMeYaIach IMOJIOXKUTEIbHASI TMHAMUKA B COCTOSTHUY CEP-
JIIEYHO-COCYIMCTOM, NbIXaTECIbHOM CUCTEM, OIIOPHO-IBH-
raTeJbHOTO amiapara.

OmHako, HeCMOTpsI Ha TpoBeleHUe (hepMeHT3ame-
CTUTEJILHOM Tepanuu, MalMeHT MPOI0JIKAI YacTO 0OJIeTh
HazodapuHTUTAMM, ageHOuAMTaMu, oTutamMu. B 4 roma
Yy HEro CTajld TOSIBIISITECS OCTAHOBKU IBIXaHHUS BO CHE.
[lo pesyapraTaM OCMOTpa OTOPMHOJIAPUHTOJIOTA ObLIa
oOHapyXeHa TUIIEePIUTa3nsl TIIOTOYHON MUHIAIMHBL 3 CTe-
rmeHu. Pe3ynpraThl KapauopecmpaTopHOro MOHUTOPHHTA
YKa3bIBaJld Ha CHHIPOM OOCTPYKTMBHOIO alTHO3 BO CHE
TskE€Noi crenieHu. B Bo3Bpate 5 et 601pHOMY ObLTa TIPO-
MU3BeleHAa aleHOTOMMSI, TIOC/Ie Yero MHMEKINN BEPXHUX
IBIXaTeIbHBIX MyTe W OTUTHI CTAJIM BO3HUKATH TOpa3no
pexe, HOYHBIE alTHOD MCUYE3IIH.

B Bospacte 6—7 ner y GOJBHOIO IMOSIBUINCH M CTa-
JIN TIPOTPEeCCUPOBaTh HAPYIICHUs TMOBEACHUS: arpeccus,
HapylieHMe cHa, O0ecroKoMcTBO, Karnpu3HocTb. [IpoBo-
IWJIach MEAWKAaMEHTO3HAs KOPPEeKIUs IMoBeneHUs (TH-
IPOKCU3MH, IepuiinasuH). B 7 net 4 mec 6buta 3achuKcu-
poBaHa OTpHUIIaTeNIbHASA OTUHAMMKA 1O JAaHHBIM MarHHUT-
HO-PE30HAHCHON TOMOTpachWu TOJIOBHOTO M CITMHHOIO
MO3Ta B BUIIC YCWJICHUSI CTETICHH BBIPaKEHHOCTH aTpOhH-
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YeCKOM BEHTPUKYJOMETAIMU M CYXKEHHS ITO3BOHOYHOIO
KaHaJla C MpU3HAKaMU MUHUMAJIbHOU KOMITPECCUM TIe-
penHel CTeHKHU ypajibHOTO MEIIIKa.

B mocnenyromue 3 roma ormedanach ITOCTeIIEHHAS
yTepsl TICUXOPEUYEBBIX M MOTOPHBIX HABBIKOB: PEOEHOK
CTaj XyXe IMOHMMAaTh OOPAIIEHHYIO pedb, MEHBLIE XO-
INTh, CHU3WIACH MEPEHOCUMOCTh (DU3UUECKUX HaArpy-
30K, BBIHOCJIMBOCTh, Ha4YaJI TOMEPXUBATHCS IIPU YIIOTPE-
61eHuUM Xxugkoctu. Kpome Toro, BO300HOBUINCH U CTAJIU
MIPOTPECCUBHO YBEJIMIMBATHCS 10 YACTOTE U JJIMTEIBHO-
CTH HOYHBIC alTHO3. 3aTeM OCTAHOBKM IBIXaHMS CTaJIU
06ecroKouTh OOJIBHOTO U B IHEBHOE BpeMsi. [1oBTOpHBIH
KapauopecIpaTOPHbIE MOHUTOPUHT BHOBD BBISIBIII TSI-
XKENYyI0 cTeneHb OOCTPYKTMBHBIX aITHO? BO CHE. DHIO-
CKOITMYECKOEe MCCAEI0BaHNE TT0KA3aJI0, YTO YPOBEHb 00-
CTPYKIIMM HaXOMMUJICS Ha YPOBHE TOPTAHU B BUIE THUIIEP-
a3uu e€ cimaucron ooosouku. B 10 et 10 mec B cBsI3n
C IOCTOSTHHBIMHU 3ITM30IaMHU alTHO?3 B JTHEBHOE U HOYHOE
BpeMs T10 XXU3HEHHBIM ITOKa3aHUSM ObLIa BBIIIOJHEHA
TPaxeoTOMUS C YCTAaHOBKOM TpaxeocToMbl. [locie mpo-
BEICHUS OIepallii COCTOSIHUE MaIbuMKa YIy4IIWIOCh,
aITHOd MCYe3JId, HO OTMEYaJI0Ch OOMIIBHOE OTXOXICHUE
oTaeaseMoro (MOKpOTa, CiIIOHA) W30 pTa, TPaXeoCTO-
MBI, YTO TPeOOBAIO TPAKTUYCCKU ITOCTOSIHHOM caHa-
LI BEPXHUX IObIXaTEJIbHBIX IyTeil B THEBHOE W HOYHOE
BpeMs. Ha 12-M romy XXuU3HU OTMeYaJoCh 3HAYUTEIBHOE
MIPOTPECCUPOBAHNE HAPYIICHUI TJIOTAHUS: MAJIBUMK CTaJl
elé yalle IOIEePXUBAThCS XKUIAKOW M TBEPAON IUILECH,
TepsITh B Bece, MEPUOINUYECKU 0OJIeNT acITMPalMOHHBIMU
opoHxuTaMu, MHeBMOoHUSIMU. B 12 et 10 Mec 60abHOMY
OBbUIM TIPOBEICHBI JIAIIAPOCKOIMMYECKasl XUaTOIIacTUKa,
dynmommkanus o HucceHy u ractpoctoMus.

[locne omepaTUBHOTO  BMeEIIATEIbCTBA  KallleJib
U TIONEPXVWBAHMS HECKOJBKO YMEHBIIWINCH, OTHAKO
13-32 OOMJIPHOTO OTHEJSIEMOIO M3 BEPXHUX IbIXaTelIb-
HBIX IIyTeil BCE paBHO COXPAHSUIUCH. BBIIO BBIIBMHYTO
MIPEAITOIOXEHUE, YTO YaCTh OTHCIISIEMOTO SBJISICTCS CITIO-
HOI, M TIpeAIpUHSITA TTONbITKa 0oTynuHoTepanuu B CXK.
OueHka no mkaie DIS nmo neyeHus cocrasisiia 93 oai-
ma. B 14 nmer 11 mec pebGEHKy BIepBble OblIa MPOBEAE-
Ha OOTYJIMHOTEpanus B OKOJIOYIIHBIE M TOTYEITIOCTHBIE
CX c uenplo yMmMeHblIeHUs cuanoper. Yepe3 HECKOJIb-
KO JHEI OoTMedYayiach MOJOXHUTEIbHAs TUHAMUKA B BUIE
3HAYUTEJILHOTO YMEHBIICHHUS KOJMYECTBA OTIEISIEMOIO
IPY CaHAIIUM BEPXHUX IbIXaTCJBHBIX ITyTEil, YTO MPUBE-
JIO K YAYYIICHUIO Ka4ecTBa XXU3HU OOJIBHOIO M €TI0 POI-
ctBeHHMKOB. OneHka mno 1mkaie DIS mocne mpouenypbl
cocraBuiia 57 6amioB. DpdEKT OT MPOBEIEHHON Tepanuu
OTMeYaJICsl B TedeHHe 4 Mec, M 3aTeéM BHOBb OTMEUYaJiOCh
yxynmeHue (oueHka 1o mkane DIS 82 6amna). IIpu mo-
BTOPHOM BBEICHMM KCEOMUHA TaKXKe HAOJI0IaIach IOJI0-
KUTeJIbHAS TMHAMKKa (o1eHKa 1o mkajiae DIS causmnach
1o 55 6annoB). dnurenbHOCTh 3 eKTa cocTaBuiaa 5 Mec.

KnuHunyecknm npumep 3

Manbuuk A., 11 ner, nuarno3: MIIC II Tuna. Pe6énok
naomogaercs B ®IAY «<HMMUALI 3noposes gereit>» MuH-

Clinical cases

KnuHnuyeckne cnyyan

3npaBa Poccuu B TeyeHme 8§ JieT ¢ MOMEHTa ITOCTAHOBKU
IMarHo3a.

PebeHok oT 3-i1 6epeMeHHOCTH, MPOTEeKaBIIEH (-
3noaorndecku. Poabl 3-u cpouHble, (GDU3MOJTOTUYECKHUE.
I1pu poxxneHuu BECO-POCTOBBIE MOKA3ATEJU ObLIM CHU-
xeHbl (Macca 2900 1, poct 48 cM), olieHKa IO IIIKaJe
Anrap 8/9 6amroB. CocTossHHEe TOCNIe POXICHUS ObI-
JI0 yHooBJIeTBOpUTEeNbHbIM. HaOmionancsa y mnemuartpa
¢ IMArHo3oM: «3amepXkKa BHYTPUYTPOOHOTO pPa3BUTHUS
I crenienu o runorpoduyeckomy TUIYy». Takxke ¢ 1-ro
Mecsa XM3HU OTMevasaach 0oJibliiasi IpubdaBKa OKpPYK-
HocTtH roioBH (1 Mec — 3,5 cMm, 2 Mec — 2,5 cMm, manee
OoJibIIMEe MPUOABKM coXpaHsuIMCh). B Bo3pacte 5 Mmec
ObLI1 BBICTaBJIeH AMArHo3: «[ umepTeH3MOHHO-TUAPOLIE-
¢aNbHBII CUHAPOM B CTaANU CYOKOMITEHCAIIMM», MaJlb-
YUK TOJy4yall AerMapaTallMOHHYI0 Tepanuio. B 8 mec
B ®I'BY «DenepanbHbIi LIEHTP HEMPOXUPYPTUM» MUH3-
npaBa Poccum O6bL1a mpoBeneHa JMKBOPOITYHTUPYIOIIAsT
omepanus. B mporecce mMoATOTOBKM K ONEpaTUBHOMY
BMeEIIATEbCTBY OOJTbHOMY OBLI BepUGUIIMPOBAH IUA-
THO3: « BpoXXnEHHBIN MOPOK ceplia: BTOPUYHBIN Ae(eKT
MexXTnpencepaHoil neperopoaku 4,0 MM B aHeBpu3Me
C yBeJIMYEHMEM IIPaBBIX OTAENOB cepaua. OTHOCUTEb-
Hash HEIOCTaTOYHOCTb TPUKYCIMAAIbHOI'O KJjaraHa.
Henocratounocts KpoBooOpaineHusi 0—1 creneHum»,
o TIOBOIY 4Yero HabOomaacs KapauonoroM. B 1 ron
XKW3HU B CBSI3U C OTPULIATEJIbHOM AUHAMUKOW IO JaH-
HBIM YJIbTPa3BYKOBOIO MCCIENOBAHUS ceplla OblI BbI-
cTaBieH nuarHo3: «MHOEeKUMOHHBII 53HIOKAPIAUT»,
MIpoBeleHa aHTUOAKTepUalIbHas TePaITsl.

C 1-ro roja XXW3HU HaOJIOAAICS XUPYPIOM IO TTIOBO-
Iy BOIASTHKH JIEBOTO SIMYKa, ObLIT mpoorepupoBaH. C 2 et
MOSIBWJIMCH ITyIIOYHAsi U ITaXOBO-MOIIIOHOYHASI TPbLKA.
C 1,5 net HabmomaeTCs OTOPUHOJIAPUHTOJIOTOM I10 TIOBO-
oy ageHounoB 2—3 crerieHU. B 2 roma BriepBeIe ObLIA TIPO-
BelleHa ageHoToMus. B manpHeiiIeM oTMevaics: pelanB
TUTIePIUIa3UM aJeHOMIOB, (POPMUPOBAHNUE CHHAPOMA 00-
CTPYKTUBHBIX arTHO3 cHa. Takke ¢ 1 roga XXu3Hu Bepugu-
IIMpPOBaHa IrenaTOCITICHOMETaus.

Pannee MoTOpHOE pa3BUTHE IPOTEKAIO Y MalbunKa
C 3a7ePKKOM: TOJIOBY YACPKUBAJ C 5 MEC, CAMOCTOSITEILHO
HayvaJ cuaeTh ¢ 8 Mec, XoguTh — ¢ 1 roma 4 mec. o 1,5 nmet
TICUXOPEYEeBOEC PAa3BUTHE COOTBETCTBOBAJIIO BO3pACTy, Ha-
Jiee pa3BUBAJICS C 3aIePKKOM, MEIJICHHO HAOMpasl COLM-
aJIbHbIC U pedyeBbIe HABBIKM, OBLJIO OTPAaHUYECHO IMOHMMA-
HUe oOpall€HHON peyu.

B Bo3pacte 3 nmer 11 Mec B ¢BsI3M ¢ MHOTrooOpasuem
KJIMHUYECKON CHUMIITOMATHUKM, OTPYOJICHWEM 4YepT JIM-
11a HaIpaBJieH HEBPOJIOTOM Ha KOHCYJIBTAIIMIO TeHETHKa
C MOJO3peHNEeM Ha HaclieACTBeHHOe 3aboneBanue. B 4 ro-
na 2 MeC Ha OCHOBAHUH MOBBIIIICHMS YPOBHS TeITapaHCyIb-
¢ara 1 nepmartaHcysibdaTa B MOUe, MOJIEKYISIPHO-TEHETH -
yecKol nuarHocTuku (Myrtauus B 3 9k3oHe /DS Lis135Glu
B TEMU3UTOTHOM COCTOSIHMM) OOJbHOMY OBLT BepUDUIIM-
posaH nuarHo3 MIIC II tumna.

B 4 roga 4 Mec peGEHOK BIEpBbIE MOCTYIUI B OT-
IeJIeHUEe TICUXOHEBPOJIOTUM M TICUXOCOMATUUECKOM Tma-
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tosorun @AY «<HMMUII 3popoBes gereit» MuH3apasa
Poccun, rne Ob1M TIpoBeIeHBI KOMITIEKCHOE 00CIen0-
BaHMe M peabuiauTanus pebEHKa, a TakKe Ha3HadeHa
eXeHemeslbHasd MOXW3HEHHass (epMEeHTO3aMECTUTEIb-
Has Tepanus unypcyibdasoit. OHa OblIa MHULIMUPOBAHA
B Bo3pacte 4 et 10 mec. Ha ¢poHe mpoBogumoro neve-
HUSI OTMeJasach IOJIOXUTEIbHAS TUHAMUKA, MaJIbUUK
cTay pexe 00JIETb OCTPBHIMU PECIIMPATOPHBIMHU BUPYC-
HBIMU 3200JICBAHUSAMM, YIYIIIMIOCH HOCOBOE JIbIXaHUE,
HOYHBIC aITHO® OOJIBIIE HE IOBTOPSUIMCH, YBEIMIUIICS
00BEM aKTUBHBIX M MACCUBHBIX IBMXCHHUU B CyCTaBaXx,
YMEHBIIIUJICS pa3Mep MapeHXUMaTO3HBIX OPraHOB, CHU-
3UJICSI YPOBEHb TJIMKO3aMHHOTJIMKAHOB B Moye. Mama
cTajia OTMeYaTh, YTO IPOU3OIIEN CKAaYOK B IICUXOpeUe-
BOM pa3BUTHU, MAJIbYMUK CTaJl CIIOKOHEEe, BHUMATEIb-
Hee, moOpoxeaTesibHEee, Hadal BBIIOJIHSTH ITPOCTHIE
OBITOBBIC MHCTPYKIMWU, B PEUYM ITOSIBMJIMCH CJIIOTH, OT-
IeJIbHBIE KOPOTKME CJIOBA.

OnHako ¢ TeyeHUeM 3a00JieBaHUS POIUTEIN PEeOEH-
Ka 3aMevalii YXyIIIeHNEe ero TOBeNeHUs, OH CTAHOBUIICS
0oJiee 3aTOPMOKEHHBIM, arpeCCUBHBIM, YIPSIMbIM. Tak-
K€ OTMEYJaJICsI peTpecc MPUOOPETEHHBIX paHee HaBBIKOB,
OH TIepecTaJl MOHUMAaTh MHCTPYKIIMIO, YTEePSII peueBhIC
GYHKUINH.

B BospacTte 10 et peObEHOK yIan ¢ BEICOTBI COOCTBEH-
HOTO POCTa, MOCJIC Yero Y HEro OTMEYaInCh BhIpaXKeHHAs
COHJIMBOCTB, BsUIOCTh. Ilo pesyibraTaM KOMITBIOTEPHOI
TOMOrpacuu TOJIOBHOTO MO3ra JaHHBIX 32 BHYTpUYEpPETI-
HOI1 00BEMHBII ITPOIIECC HE OBLIO, YCTABJICH AUArHO3: «3a-
KpBITast 4epeITHO-MO3T0Bas TpaBMa, COTPSICEHNE TOJIOBHO-
ro mo3ra». Ilocie mageHus poguTeNI OTMETHIN pPerpecc
MOTOPHBIX HABBIKOB: CTajJl XyXXe€ XOIWTb, a 3aTeM BOBCE
repecTaj, Hapocao HapyllleHue TJI0TaHUs, CTajl 4acTo 10~
NEepXUBAThCS KMAKOW U TBEPAOK IUILIEi, 3aKalllJIMBAThCS
MIpY IIpUEME TIMIIN, KOPMJICHUS CTAIN OYEHb JUTUTCIHHBI-
MM, TIOSIBUJIOCH OOMJIBHOE BBIAEICHUE CITIOHBI.

B 10 meT 7 Mec OBLIIO MPUHSATO pelllIeHNEe O KOPPeK-
IIMM CUAJIOpEN C TIOMOIIbI0 OoTynuHOTepanuu. O1eHKa
o mkaje DIS mo meuenus cocrasnsia 93 6amra. [Moce
TOro, Kak BIlepBble Oblja MpoBeAeHa OOTYJIUHOTEpAMUs
B OKOJIOYIITHKIE ¥ TTogueatocTHbie C2K, ponutenu pedEH-
Ka OTMETHJIA MUHUMAIbHYIO TTOJIOXUTEIbHYIO TUHAMMU--
Ky B BHUIC HE3HAYMTEJIHHOTO YMEHBIICHUS CaJlUBaIluU
(ouenka mo mkane DIS cocraBuna 89 6annoB). B Te-
YeHHe Mecslia CUMIITOMaTHKa BEpHYJIACh Ha NPEXKHUI
ypoBeHb. B 11 jieT Obl1a mpenrnpuHsiTa MOBTOPHAs I10-
MbITKA BBeaeHUs KceoMrnHa B C2K mon KOHTpOJIeM yilb-
Tpa3BykKoM. Ha 3-u cyTku oTmevalicsl moI0XUTEeIbHBIN
3¢ deKT B BUAC 3HAYMTEJIBHOTO YMEHBIIICHUS CIFOHOT-
eyeHUs1 y pedbéHka (oueHka mo mkaae DIS cocraBu-
Ja 63 6aya).

3ak/ouyeHve

Cunanopes y namueHtoB ¢ MIIC Il tuma mo mepe
nporpeccupoBaHusl 3aboJjieBaHUs naxe Ha ¢oHe dep-
MEHTO3aMECTUTEJIbHOM Tepariii MOXET CTAHOBUTHCS CE-
PbE3HOU MEOULIMHCKOU MpobaeMoit, KoTopasi IpUBOIUT

K TSDKEJTBIM OCJIOXKHEHUSIM 1 3HAYMMO CHIKAET Ka4eCTBO
Ku3HU. boryamHoTepanus sBisieTcss 3G (GEeKTUBHBIM Te-
paneBTUYECKUM IIOAXOAOM, KOTOPHIM B 3HAYMTEIbHOU
CTETIEHN YMEHBIIIAeT IPOSIBIICHUSI cuanopen. Pe3ynpra-
THI HaIlIMX HaOJoneHui mokas3bBaroT, 4To Ipu MIIC 11
THUIIA IPUMEHEHNE KCEOMUHA ITO3BOJISIET TTOJIYyYNUTh 3HA-
YUMBII 3(pPeKT B CHUXKEHUM BBIPAKEHHOCTU CUAJIOpeU
B T€UCHHE KaK MUHUMYM 3 MeC y OOJIbIIMHCTBA IMallMeH-
ToB. KpaiiHe BaXXHO OTMETHTb, YTO B HACTOSIIEE BpEeMs
B Poccum MOXHO BBINONHSTh MHBEKIIUM UIST JICUCHUS
XpOHUUYECKON cHaJoperd B paMKaxX O(UIIMaIbHBIX IIO-
Ka3aHuii 1j1g omHoro u3 npenapatoB bTA — kceoMuHa.
[IpumeHsiss 3TOT TpemapaT B PeKOMEHIOBAaHHBIX T03aX
A CXEMe BBEIEHHs, MOXHO MpPOBOAUTL 3¢h(GeKTUBHOE
u Oe3omacHoOe JieYeHNe, KOTOPOe IPU TTOBTOPHBIX MHB-
eKIIUSIX MOXET OBITb MCIIOJB30BAHO IJI HOCTUKECHUS
TIOJTOCPOYHOTO YIYUIIEHUS TIPU XPOHUYECKOI crajiopee
y neteit ¢ MIIC II Tuna.
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