SHORT REPORTS

KPATKUE COOBLUEHUSA

YTO MOXeT CKpbIiBaTbCH
3a «TOJICTOM MeAULMHCKOMN KapToOn» pebGeHKa?
Cunapom Xantepa (MINC Il) —
4YTO BaXXHO 3HATb cneuuaaucrty

Hay4yHasi nporpamma X EBpasurckoro ¢opyma no peakumMm 60J1€3HSIM Cpean Mpoyux
BKJIlo4ana cumMno3nym «HTo MOXKEeT CKpblBaTbCA 3a “TOJICTOM MEAWLIMHCKOW KapTton”
pebeHKa?», NoCBSLEHHbIN 60/1€3HU Dabpu, 601e3HM [owe n cuHapomy XaHTepa, a Tak-
Ke MexxancUMNInHapHbIn Kpyribikd cton «CuHgpom XaHtepa (MI1C |l) — 4To BaXXHO 3HaTh

crieynaszincTy».

noknage «Kak 3anogo3putb y pebeHka 60ne3Hb Pabpu»

OblIM NpeAcTaBneHbl COBPEMEHHbIE JaHHble 06 3TOM
opdaHHOM 3a60oneBaHuK, NPUBEAEH KIMHUYECKUI NpUMep
CBOEBPEMEHHOM AWArHOCTUKKM BGONE3HU Y NOAPOCTKA MKEH-
CKoro nona v apdeKTMBHON GepMEHTHOM 3aMeCTUTESIbHOM
Tepanuu.

bonesHb Pabpu (bP) — nporpeccupyoliee MynbTU-
cucTeMHoe 3aboneBaHue M3 rpynnbl IM30COMHbIX 60nes-
Hen HakonneHusa (JIBH), cBasaHHoe ¢ geduumTom depmeH-
Ta anbda-ranaktosngasbl A BCneacTBUE MyTauuKW B reHe
GLA. B pe3ynbrate HeaoCTaTO4YHOCTH pepMeHTa B opraHax
M TKaHAX HaKkanauBatloTca HenepepaboTaHHble MNPOAYK-
Tbl pacnaga cduHronmnuaos. OCHOBHOM HaKanivBaeMbli
cy6eTpar — rno6oTtpuaosunuepamug (Gb3), otnoxeHue
KOTOPOro B 3nNuTeNuanbHbIX KETKax KaHanbLeB MNOYek,
KNeTKkax Muokapga, dubpouuTax KnanaHoB cepiua, 3HAO-
TeIMM KPOBEHOCHbIX COCYAOB, HEMPOHAX, KNeTKax rnagKkown
MYCKynaTypbl NPUBOAUT K Pa3BUTUIO KIUHUYECKOW KapTu-
Hbl 3aboneBaHus. TUN HacnegoBaHUA — X-CLEMNNEHHbIN,
OAHAKO KEHLMHbI-HOCUTENbHULbI TaKXKe MOTYT UMETb NPO-
aBneHus 3aboneBaHuns. Yactora BcTpevyaemoctn 1:40 000
KMBbIX HOBOPOXAEHHbIX.

OCHOBHble K/IMHMYeCKMe nposiBfieHMs bP BKaoyaloT
aKkponapectesunu, NposiBASOWMECH OCTPbIMU MPUCTYNnamu
MYYUTENIbHOM 60U, XPOHUYECKON XKryyen 60/bi0 B TafoHAX
n cTonax, rMNornapos U, Kak cneacTBme, HenepeHoCcMMOoCTb
Xapbl n/vnn xonofa, GU3MYECKUX HArpy3oK, aHrMoKepa-
TOMbl B 06/1aCTW Naxa/nynKka/Ha sroguuax, npoTenHypuio,
CXxBaTKOOOpa3Hble 60M B XMBOTe, Auapelo, AucTpoduio
CeTYaTKH, CHUXKEHME cnyxa. 3aboneBaHne MaHudpecTupyet
B IOHOLECKOM BO3pacTe WAM Ha BTOPOW-TpeTben AeKajne
M3HKU. To mepe nporpeccupoBaHns 3abofieBaHus pas-
BMBAIOTCA runepTpoduyeckast KapagmomuonaTtus, MHGapKT
MUOKapha, HapyweHue putMa cepaua, uepebpoBacKynsp-
Hble HapyleHUs (MHCYNbT), NovyeyHas HefOCTaTOYHOCTb.
MpPOAOMKUTENBHOCTD XM3HM Y NauueHToB ¢ bP 06bl4HO
MeHbLLE, YeM B OOLLEN MONYNALMKN, B CPEAHEM AN MYMKYUH
Ha 20 neT, Ane XeHWwuH — Ha 15 ner.

OnpegeneHne aKTUBHOCTU JIM3OCOMHbIX depMEHTOB
ABNSAETCS «30/70TbIM CTaHAapTOM» NabopaTopHOM AMarHo-
cTuKkn JIBH. CoBpeMeHHble TEXHONOMMKM NO3BOASAIOT Onpe-
4ensaTb aKTUBHOCTb GEPMEHTOB B NENKOLMTaX KPOBK, Kyb-
Type ¢$MbpobnacToB KOXKW, BOPCUHAX XOPMOHA M MNATHAX
BbICYLUEHHON KPOBMU.

OpaHako npu b® y KeHWMWH aKTUBHOCTb pepmMeHTa MOXKET
OblTb B npegenax HoOpMbl, HECMOTPS Ha HaNuyue KIWUHU-

YeCKMx nposiBneHun. Moatomy depmMeHTHas AuarHoCTUKa
He SIBASeTCS HaAeXHblM MeToAOM MOATBEPXKAEHMSA Aua-
rHo3a b® y xeHWwuH, n TpebyeTcs NPUMEHEHNE MONIEKYNAp-
HO-reHeTUYEeCKUX METOA0B — MOMUCKa MyTauun B reHe GLA.

AHanu3 popocnoBHon u [AHK-TecTMpoBaHue NO3BONSAIOT

He TOMIbKO AMarHoCcTMpoBaTh 3aboneBaHne, HO U BbIBAATb

nauueHToB Ha paHHen, 6eCCUMMNTOMHOM cTaguu GO0NE3HMU.

CnegyeT OTMeTWUTb, 4TO Ana B®P HexapaKTepHO Hanuyune

4aCTbIX MaXOPHbIX MyTaL MK, NPAKTUYECKMN BCE BbISB/IEHHbIE

MyTauun B reHe GLA SBNSOTCA YHUKaNbHbIMU NS KaXK4oM

CeMbM.

B HacTosillee Bpems B KayecTBe MNaTOreHeTU4ecKon
Tepanun b®P npumeHseTcs depMeHTHas 3aMecTuTeNbHas
Tepanusa aran3ugason anbda. JleyeHne aranauvgason alsb-
da oKasblBaeT cTabunusunpylouee genctene Ha GyHKLMIO
noYeK, YMeHblaeT pa3Mepbl NEeBOro Keayaoyka y nauwu-
€HTOB C rMnepTpodMYECKON KapaMomMuonaTUen, CHUKaeT
60N1€eBOV CUHAPOM, YyNyyllaeT KayeCTBO }KWU3HW, CHUXKaeT
CMEPTHOCTb.

Bpay-racTpoaHTeponor, Beaylwmin Hay4Hbl COTPYAHWMK
HWUW neanaTtpumn n oxpaHbl 3qopoBbsa aeter LUKB PAH K.M.H.
0.C. TyHpo6uHa coBmecTHO ¢ Konnerown H.C. CmeTaHMHOM
B AoKknage «Camas yactas cpeam pefkux — 6onesHb lowe.
Pa36op KNMHUYECKUX ClyHaeB» NPeaCTaBUIN COBPEMEHHYIO
MHpopmaumio 06 aToM 3aboneBaHuu, NOAKPENUB ee pasbo-
POM HECKONbKMUX CllyYaeB U3 NPaKTUYECKOMN AeATEeNbHOCTH.

bonesHb lowe — Haubonee 4actoe 3aboseBaHue

13 rpynnel JIBH, KoTOpoe 06yCcNoOBNEHO HEAOCTAaTOYHOCTbIO

B-D-rnioko3unpasbl  (roKouepebpo3naasbl) BCeacTBUE

MyTauun reHa GBA. JedununT GpepMeHTa Bbi3bIBAET HaAKO-

nfieHne B IM30COMax TKaHEBbIX MakpodaroB HeyTUAN3NPO-

BaHHbIX IMNUAOB, YTO NPUBOAMUT K HapPYLWEHMIO HOPMasbHON

paboTbl KNeToK. Tun HacnegoBaHUs — ayTOCOMHO-peLec-

cuBHbIN. YacTota bl BapbupyeTt ot 1:40 000 go 1:70 000

MBbIX HOBOPOXAEHHbIX, Hanbonee 4yacto 3aboneBaHue

BCTpeyaeTcs cpean eBpeeB-allkeHasn — 1:450-1:2500

HOBOPOXAEHHbIX.

CornacHo cOBpeMeHHOM KhaccuduKauuun, BblAENatoT
TPU OCHOBHbIX TMNa 3a60oneBaHus:

e | TUN — HeHenpoHOoMaTUYECKUHN, XapaKTEPUIYIOLLNNCS
NEerknm tedeHnem (94%);

e |l TMN — WMHO)AHTUNbHbBIN, UK OCTPbIN HEMpOHONaTU4e-
CKUM (1%), XapaKTepPU3YIOLLMUACS TAXKENbIM MOParKeHUeEM
LUIHC ¢ maHudecTaumen 3aboneBaHuns Ha 1-M rogy »us-
HW pebeHKa. bbicTpoe nporpeccupoBaHue 3aboneBaHms
NPUBOAMUT K NeTanbHOMY UCXOAy B Bo3pacTe Ao 2 neT;



e |l Tumn — nopocTpbIi HernpoHonatuyecknin (5%), MaHu-
decTaums oTMevaeTca B paHHEM [AETCKOM BoO3pacTe
Unu 2-n geKape Ku3Hu. lporpeccupyetr MegneHHee,
cna6ee BblpaxeHbl HEBPOIOrMYECKME CUMNTOMBI.

Ons Bl yepenHo-nuueBble AUCMOPOUM HEXaPaKTEPHbI.
Yawe nauueHTbl KanylTcs Ha aCTEeHWYECKWUA CUHAPOM,
3alepXKKy pocTa, reMopparMyeckuin CUHAPOM Ha doHe
TPOMOOLMTOMEHUMN, NPOSABASIOWMICA B BUAE MNOAKOMHbLIX
reMaToMm, KpOBOTOUYMBOCTH CIU3UCTbIX 060N04YEK, MEHOPPA-
MR, N acTeHUYEeCKUM cnuHapom. Mpun ob6cneqoBaHnK oTMeYa-
eTCsl BblpaxeHHasa renatocnieHomeranus. CnaeHomeranuns
npesanupyeT Hag renatomeranuven u sBnsetca Hanbonee
paHHWM MNpM3HaAKOM 3aboneBaHus, Nocne nepeHeceHHon
CMNEHIKTOMMUM MOXKET Pas3BUTbCS MHTEPCTULMaNbHOE 3a60-
fNieBaHne Nerkux.

[MopaxkeHune ckeneta npu bl xapakTepusyeTca Konboo-
6pa3Hoi gedopmaumnen AUCTanbHbIX OTAENOB GepeHHbIX
KOCTEN, OCTEONEeHWen, OCTEONOpPO30M, NaTONOrMYECKUMMU
nepenoMamu, XpOHMYECKUMU 6ONSMM B KOCTSX, KOCTHbIMMU
Kpu3amu.

Natonorusa LUHC Ha6noaaetcs npu Il v Il Tunax 6onesxun
[owe. OCHOBHblE KAMHMYECKME NPOSIBIEHUSA: MPOrpeccu-
pylowas 3agepKKa MCUXOMOTOPHOrO pa3BUTUS W NoTeps
paHee NpMOBpPETEHHbIX HaBbIKOB, OKYIOMOTOPHbIE HapyLle-
HWUS, HapyLWEeHWe roTaHus, CYAOPOXKHbIA CUHAPOM, MO3XKEY-
KOBble HapyLleHns Hapsay ¢ renatocnieHoMeranmen.

OnarHoctnka Bl npoBoaguTca nyTeM onpeaeneHus
aKTMBHOCTK b-D-rnoko3ngasbl B NeMKOUMTaxX M Cyxux nsT-
Hax KpoBM C nocnegytowen MONeKynspHO-reHeTM4ecKomn
[MarHoCTMKOM — MOUCKOM MyTaumi B reHe GBA.

AKLEHTUPOBAHO BHMMaHWEe Ha BblCOKOCNEeLUPUYHOM
WU YyBCTBUTENbHOM Mapkepe Lyso-Gbl, KOTopbii MCNoNb-

Puc. 1. OcHOBHble KNUHMYecKkue nposasnenuns MIC Il Tuna y neten
Ha NepBOM FOAY }WU3HWU, N — YUC/IO NaLUEHTOB

Fig. 1. Major clinical manifestations of MPS Il in infants,
n — number of patients

3yeTcd ANs OLEHKM aKTMBHOCTM 3aboneBaHus Ha ¢oHe
depMeHTHOW 3amecTuTenbHon Tepanuu (P3T). OTmeyeHo,
4yTo Ha ¢oHe anuTenbHon P3T BenarnwoLepaszon anboda,
3apernctpupoBaHHon B Poccuitckon enepauunun ans nedve-
HUS naumeHToB ¢ Bl | TMNa, B neavaTpuyeckon rpynne
nauMeHToB MOJIy4eH xopowunn npoduinb 3PpPEKTUBHOCTHU
1 6e30MacHOCTM npenapaTa, AOCTUIHYTbl KiloYyeBble Tepa-
neBTUYECKME LeNU (3ANMMUHALIMA KOCTHBIX KPU30B, YMEHbLUEe-
HWe renaTtocnieHoMeranuuM, Hopmananaauus nokasatenemn
o6Llero aHanMsa KpoBw, yny4lleHue OOLLEro COCTOSHMSA).
MpoBeAeHHble UCCneaoBaHMSA NoKasasu, 4TOo NepBUYHOrO
dopmupoBaHuna aHTUTEN K Benarnouepase anbda He oTMe-
4anocCb HKU Y KOO U3 NaLMeHTOB.

B coBmecTHOM poknage «[pumepbl MNOWaroBoro
anroputma guddepeHumanbHON LWarHOCTUKKU CUHAPO-
Ma XaHTepa rnasamv MynbTUAMCLMMAMHAPHOW KOMaHAbl»
Bpay-racTpoO3HTEPOIOrN, BEAYLWMIA HayYHbIM cOTpyaAHUK HUN
neaMaTpumM u oxpaxbl 3g0poBba geten LULKB PAH K.M.H.
0.C T'yHpo6uHa, Bpay-oTopuHonapuHronor HUM neguatpum
1 oxpaHbl 3a0poBbs AeTen LUIKB PAH W.B. 3eneHKoBa, Bpay-
reHeTuK, BedyWwMin HayyHbl coTpyaHuk HUW neguatpumn
1 oxpaHbl 3a0poBbs aeten LUKB PAH Kk.m.H. H.B. XypKoBa
W ApyrMe akueHTMpOBanu BHWMaHWE Ha BO3MOXKHbIX Mpwu-
YMHax noceuweHnsa nauuveHtamm ¢ MIC |l Bpayen pasHbix
cneunanbHoOCTEN, yaenunn ocoboe BHUMaHue guddepeH-
umanbHon anarHoctuke MIC Il ¢ apyrumu JIBH, reHHbIMK
CUHAPOMaMMU.

B poknapax «0OCo6EHHOCTM paHHEeW AMArHOCTUKM CWH-
ApOMa XaHTepa Ha npumepe pas3bopa KAMHUYECKKUX CiyYa-
eB» U «OCO6EHHOCTN naToreHeTUYeCcKon Tepanuu CUHAPO-
Ma XaHTepa» 3aBegylowasi otaenoMm opdaHHbix 60e3Hen
N NPOodOUNAKTUKN MHBaANWAM3MpYyOLnX 3ab6oneBaHun HUNU

Puc. 2. OCHOBHble KNMHUYECKME NPOSIBAEHUS Ha BTOPOM roay
KW3HW y nauymneHTos ¢ MIMC Il Tna, N — 4nucno nauneHToB

Fig. 2. Major clinical manifestations of MPS Il in two years old
children, n — number of patients

B TyronoABMXHOCTb B CycTaBax I HapyweHue ctyna

B ®deHoTun @ [atonorus cepaua

B Yactbie OPU @ 3PP

B Tpbbkn O TenatocnneHomeranus
B KOCTHble M3MEHeHUs

MpumeyaHne. 3MNPP — 3apepxKa MNCUXOPEYEeBOro pas3BuTUS,

OPU — ocTpble pecnupatopHble UHbeKunn, KT — KenyaoyHo-
KULWEYHbIN TPaKT.
Note. PDD (3MPP) — psychoverbal development delay, ARI

(OPWN) — acute respiratory infections, GIT (KKT) — gastro-
intestinal tract.

B TyronofsuXHoCTb B [uapes

B 13meHeHuns heHoTmMna @ Maronorus GCC

M Yactbie OPU @ 3MPP

W [pbixu @ lenaTtocnneHomeranus
lMpumeyaHne. 3MNPP — 3agepxXKa MNCUXOpevyeBOro pas3BuTUS,

OPU — ocTpble pecnupaTopHble MHbekumn, CCC — cepaeyHo-
cocyaucTasi cuctema.

Note. PDD (3IPP) — psychoverbal development delay, ARI (OPUN) —
acute respiratory infections, CVS (CCC) — cardiovascular system.
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neguaTpun u oxpaHbl 3a0poBba aeten LLKB PAH a.Mm.H.
H.[. Bawakmagse yaenuna oco6oe BHMMaHWe Ierkum ¢op-
Mam MIC |l, xapaKTepu3ylowmumca MArkuM GeHoTUnomM,
4YTO Ype3BblHANHO 3aTPYAHAET UX CBOEBPEMEHHYIO AMarHo-
CTUKY, @ TaKxe Nogpo6HO OCTaHOBMAACh Ha 3PDEKTUBHOCTH
®3T, cnenaB 0630p cTaTen U AaHHbIX M3 PeecTpa MCcxoa0B
cuHapoma XaHtepa (Hunter Outcome Survey, HOS).

Mykononucaxapungos, Tun Il (cmHapom XaHTepa,
MMC ll) — 3a6oneBaHue w3 rpynnel JIBH, cBaA3aHHOe
¢ geduumTom maypoHaT-2-cynbdaTasbl BCNeACTBUE MyTa-
UM B reHe IDS, 4To NPUBOAUT K HAKOMAEHUIO MMKO3aMu-
HornnkaHoB ([AlN) B opraHax M TKaHsx. Tun Hacnegosa-
HUS — X-cLienfieHHbIn peleccuBHbIM. YacTtota MIC Il Tna
coctaBnser 1:162 000 MBbIX HOBOPOMXAEHHbIX, 4Yalle
BcTpeyvaeTcs B M3panne — 1:67 000 HOBOPOXK/AEHHbIX.

Paznuyatot HepoHonaTtnyeckyto dopmy MIIC I, Taxe-
NYI0, XapaKTepU3YIOLWYCS MPOrpeccupyowmnm nopaxKeHu-
em UHC (60%), n 6onee nerkyw, HeHeMpoHOMNaTUYECKYLO
dopmy, ¢ HOpMaNbHbIM UHTENEKTOM, MEANEHHO Mporpec-
cupytolyto (40%).

Mpu MIMC Il npoBoAUTCS KONMYECTBEHHOE onpeaene-
Hue TA[ B Moue, onpegeneHne akKTMBHOCTM WAypoHaT-2-
cynbdartasbl, MONEKyNApHO-reHeTu4yeckoe ob6cnefoBa-
HWEe — MOWUCK MyTauwui B reHe IDS.

OCHOBHbIMW KJMHUYECKUMKU nposaBaeHuamu MIC Il
TMNa ABASAOTCA rpybble 4epTbl NuLa, NPUNYXWHUE BEKM,
HOC C KPYMHbIMKW HO3APSMMU, MAKPOrfIOCCHS, NOJHbIE Ty6bl,
peakune 3y6bl, YacTble pecnupaTopHble MHDEKLMUK, LWYyM-
HO€e AblXaHWe, PUHUTbI, CUHYCWUTbI, OTWUTbI, runepTpodua
MUHAANMH WU a€HOUAOB, YTONWEHMNE FTONOCOBbLIX CBA3OK,
CyXeHWe Tpaxeu, CUHAPOM OBCTPYKTMBHOMO anHo3 CcHa,
TYronoABMIXHOCTb CYCTaBOB, pbIXMW, 3afepyKa MNCuxo-
pe4yeBoOro pa3BWTUA, HapylleHne noBeaeHus, 6ecnoKowm-
HbI COH, KOTOpble NOABAAIOTCA yxe B Bo3pacte 1-3
net. MNo3e oTMevyaeTcs perpecc B WMHTENEKTyallbHOM
pa3BuUTUK, ruapouedanus, ncesnodynbb6apHbIM CUHAPOM,
cumnTomMaTtMyecKkasa anuinencus, mMuenonaTus LWEWHoro
WY FPYAHOro OTAEN0B NO3BOHOYHUKA. OgHAKO Npu Nerkon
dopme 3a60neBaHUA MHTENNIEKT OCTaeTCs COXPaHHbIM,
a nepBble KAMHUYECKME CUMMMNTOMbI O6palatoT Ha cebs
BHMMaHWe B Bo3pacTte 5-7 ner.

[PbIKM SBNAIOTCA OAHUM M3 CaMbIX PAHHWX M YacTblX
cumntomoB MIIC Il y petei. Mo3xe nosiBnseTca renafo-
cnaeHomeranus, NpuMepHo ¢ 4 netT — 3aMejasieHne pocTa,
M3MEHEHUS CKeNeTa No TUMNY MHOXECTBEHHOro AM30CTO3a
(Makpouedanus, ckadpouedanus, KOpoTKasa Lwwes, gedop-
MauuMsa rpyaHoM KNeTKW, Mo3BOHOYHMKA, LUMPOKME pebpa,
KOHTPaKTYpbl KPYMHbIX M MENKUX CYCTaBOB, BanbrycHas
fedopmanmns KONEeHHbIX CyCTaBoB).

Co CTOpPOHbI CEPAEYHO-COCYAUCTON CUCTEMbI XapaKTep-
Hbl MOpaKeHWe KNanaHHOro annaparta cepaua, HapyleHue
pUTMa v NPOBOAUMOCTU, MHPUNBTPATMBHAA KapAanomuona-
TUS, apTepuanbHas runepTeH3ns, noparkeHne KOPOHapHbIX
M MarucTpanbHblX COCYAO0B.

MoKkazaTenamMu TAKeCTU 3aboneBaHua ABNAIOTCSH paH-
HUIM Oe6toT, rnapouedanus, KOrHUTUBHbIN AeDULMUT, HUSKUI
POCT, KOHTPaKTypbl B Ta306eApeHHbIX cycTaBax, CUHAPOM

06CTPYKTMBHOrO amnHoa3 cHa, CTEHO3 KNlanaHoB cepaua,
renatoMeranus ¢ HapyweHnem GyHKLMUU NeYeHu.

OCHOBHas npuynHa CMEPTU NaLMEHTOB C CUHAPOMOM
XaHTepa — noparkeHue abixatenbHon cuctemsl (65%), B 16%
clly4yaeB MpuynHa CMEepTU — MNopaxKeHue CepaeyvHo-cocy-
AMCTON cucTeMbl (MO AaHHbIM OLLEHKM MPUYMH NeTanbHOro
ncxopa 129 naumneHToB, cTpagatoumx MIMC ).

B 3aBMCMMOCTH OT TMNA MyKOMosnMcaxapmnaosa u Tsxe-
CTU €ero K/AWHWYECKUX NpPOSIBIEHUM BCTpedvalTcs pas-
/IMYHble BapuaHTbl Te4eHUs 3ab60oneBaHus: OT OTCYTCTBUSA
KIMHWUYECKON CMMNTOMATMKKM A0 TSAXKENOro nopaxKeHus
KOCTHO-CYyCTaBHOM, [AblxaTefllbHOW, CepAeYHO-COCYANCTON
cuctewm, LUHC.

TuNWYHbIE NPU3HAKKM U CUMNTOMbI CMHAPOMa XaHTepa
NosIBNAIOTCA Yy MaUMEHTOB elle A0 NOCTaHOBKM AMarHo-
3a. N3 obcnegoBaHHbix 55 nauneHtoB ¢ MIC Il Kaxabin
BTOPOW WMMEN XapaKTepHble KAMHUYECKUE MPUBHAKK YKe
Ha NepBOM rogy *u3Hu. Mo AaHHbIM MEAULMHCKON AOKY-
MEHTaLMK1, 3TW NauMeHTbl YacTo 6onenn pecnupaTtopHbIMM
3aboneBaHnamu (31%), obpallanncb K XMpypry no noBoay
naxoBOW W/WNW MYNOYHON TPbIXKK (27%), KarKabl NATbIA
Habnhancs y HeBponora ¢ AMarHo30Mm «3ajepxKa Temnos
NMCUXOMOTOPHOIO Pa3BUTUS .

[enaTtomeranus BbigBnanacb y 14,5% nauuMeHToB, CUH-
[IPOM pa3gparKeHHOro KuweyHnka — y 11%. Jedopmauus
rPYAHON KNETKKU, KNDO3 U CKONMO3 AMarHoCcTupoBaHbl y 13%
neten, 11% peten MMenu TYronoABWMKHOCTb B CycTaBax,
XapaKkTepHble GEeHOTUNMUYECKNE WU3MEHEHUS U NaToNOrni0
KflanaHHOro annapaTta cepaua.

Ha BTOpOM rogy »u3Hu 3aboneBaHve MaHndecTnpoBa-
noy 19 geten ¢c cMHAPOMOM XaHTepa.

Haunb6onee yacTto, B 63% cny4yaeB, BCTpevannchb naxoBas
M Nyno4YHas rpoixu. bonee NonoBUHbI AeTEN UMENN 3adepK-
Ky ncuxopeyeBoro pa3sutuns (58%), 4acTble pecnnpaTopHble
3a60n1eBaHUsA — OTWUTbI, PUHUTBI, TMNEPTPODUIO afjeHOoNa0oB
N MUHA@NUH, 6POHXUTLI (57%).

XapaKTepHblt deHoTMn BbiBNEH Y 52% neten. Pexe
BbIIBNANNCL renatocnieHomeranua (37%), TyronoaBuK-
HOCTb B cycTaBax (26%), amapes (16%).

CBoeBpemMeHHas NoCTaHOBKa AMarHo3a M Ha3HavyeHue
pepMeHTHOM 3aMecTuTenbHOM Tepanuu npu MMC Il ynyywa-
0T NPOrHO3 A9 XXU3HU U TeyeHus 3aboneBaHns (YMeHbla-
eTcs renatocnneHomeranuns, CHuxatTcs 3aboneBaemMocTb
pecnupaTtopHbIMU MHPEKLMSAMU U KONMYECTBO rocnuTanmsa-
LMR, ynyylaeTcs CTPYKTypa BONOC, HacTynaeT KOrHUTUBHas
cTabunanaaums), 4To 04YeHb BaXKHO, y4nTbiBas BO3MOXKHOCTb
npuMeHeHns naypcynbdasbl (Mpenapata Ananpasa) y aeTemn
¢ 16-meca4HOro Bospacrta.

BonesHb ®abpu, 60ne3Hb fowe M cMHAPOM XaHTepa —
nporpeccupyloume WHBanuan3npylme 3aboneBaHus,
ON8 KOTOpbIX paspaboTaHa 3adpdeKTnBHaa depMeHTHas
3aMecTuTeNbHas Tepanus, npegoTepallalowas pasBu-
TMEe TSXKeNblX HeobpaTUMbIX OCNOXHEHWW, nNpoaneBatoLas
W3Hb, yaydwalouwas KayecTBO XM3HWM MNaLMEeHTOB U UX
cemen.
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