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[1Ba anu3oaa oAHOro KMHO:
pPa360p KJIMHUYECKUX clly4yaeB (npecc-pesn3)

B nekabpe 2020 r. Coto3 neguatpoB Poccumn npoBes Hay4HO-06pa3oBaTe/ibHy0 BE6-1IKOJY
«0 peTsx, KoTopbie He KaK Bcer». OHO U3 NAeHapPHbIX 3aceaHui 6b1/10 MOCBSILLEHO JIM30COM-
HbIM 60/1€3HSIM HaKOMJIeHUs (MyKonoancaxapuaos, 601e3Hs lole).

JIn3ocomHble 6071€3HM HaKoMMeHUs — reTeporeHHas
rpynna HacneacTBeHHbIX 601e3Hen ob6MeHa BellecTB, 06y-
CNOBMIEHHAA CHWXXEHWEM WM OTCYyTCTBMEM aKTUMBHOCTHU
NIM30COMHbIX GEPMEHTOB BCNEACTBME MyTaUWl B reHax, ux
Koanpytowmx. JIM30COMHble depMeHTbl pacliennstoT pas-
JIMYHblE MAKPOMONEKyNbl, KoTopble Npu gedununte depmeH-
Ta HaKan/auBaloTCa B IM30COMax, 4TO, Kak npaBunio, NpuBo-
OWT K TM6enn KNeTok.

YacToTa BCTpeYaeMocTu OTAeNbHbIX GopM cocTaBaseT
ot 1:40 000 go 1:1 000 000. BONbLWKHCTBO STM30COM-
HbIx 60ne3Hen Hacneayetcs NoO ayTOCOMHO-PELLECCUBHOMY
TUNY, 3@ UCKIOYEHMEM TPex 3ab60NeBaHUI, KOTOPbIE UMEIOT
X-CUEeNIEHHbIN peLecCcuBHbIM UK X-CUENIEHHbIM JOMUHAHT-
HbI TMN HacnepoBaHusa (MIC Il, 6one3Hb Pabpu, 60n1e3Hb
[aHoHa).

B noknage «[IBa anu3oaa O4HOI0 KMHO: pasbop KJUHMK-
YeCKux cnyvyaes» 3aBefylollas otaenom opdaHHbix 60n1es-
HEW M NpodUNaKTUKU WMHBaNUOU3UPYIOLWMX 3abosieBaHni
HWW neanaTtpumn n oxpaHbl 3g0poBbsa aetert UKB PAH a.M.H.
H.[. Bawakmajgse u Bpay-racTpo3HTEPOSION, BeAYLUMA Hayy-
HbIM coTpyaHUK HUW negmatpumn n oxpaHbl 340p0BbS AeTEN
KB PAH K.M.H. O.C TyHAO6WHa NpeAcTaBUAn COBPEMEHHbIE
[aHHble 0 ABYX opdaHHbIX 3a60neBaHuaX U3 FPynnbl 1M30-
COMHbIX 60M1€e3HEN HaKoMNeHus — MyKonoaucaxapuaose,
Tvn 11 (MINC Il) u 6onesnu lNowe (BIN).

bonesnb lowe — Haubonee 4actoe 3abosieBaHue
M3 rpynnbl IM30COMHbIX 60NE3HEN HaAKOMNEHUs, KOTopoe
06YC/N0B/IEHO HEAOCTAaTOYHOCTbIO 3-D-rNtoKo3Maasbl (FoKo-
Lepebpo3naasbl) BCneactsme Mytauuin reHa GBA. Jeduumt
depmeHTa BbI3biIBAET HAKOMIEHWE B IM30COMax TKaHEBbIX
MaKpodaroB HeyTUIU3UPOBAHHBIX IMMUAOB, YTO NPUBOAUT
K HapyLeHKWIO HOpManbHOM paboTbl KNETOK. TUN HacneaoBa-
HUS — ayTOCOMHO-PEeLECCHUBHbIN.

CornacHo coBpeMeHHOM KnaccuduKauuu, BbIAENSIOT
TPY OCHOBHbIX TUNa 3aboneBaHus.

e | TUN — HeHenpoHoNaTUYECKUI (CaMbli YacTbii, ~ 94%
cnyyaes bIN).

e |l TMN — WHO)AHTUNbHBIN, UK OCTPbIK HEMPOHONATUYe-
cKkui (~ 1% cnyyaeB bl') ¢ maHndecTaunen saboneBaHus
Ha 1-m roay Xu3Hu pebeHKa. boicTponporpeccupytouiee
TeyeHune u Tskenoe nopaxkeHne UHC npuBoasT K netanb-
HOMY MCX0Ay B BO3pacTe Ao 2 feT.

e |ll TuNn — nopocTpbIi HenpoHonaTuiecku (~ 5% cnyya-
eB bl) ¢ maHudecTaunen B paHHEM [eTCTBE UK 2-M
aecatunetun. Umeet 6onee MeaneHHbIR xapaKTep npo-
rpeccupoBaHus. HeBponormyeckme CUMMNTOMbI CXOAHbI
¢ TakoBbIMY Npwu |l TUNe Bl HO MeHee TAXKeNo BblparkeHbl
(OKYIOMOTOPHbIE PACCTPOMCTBA, CHUXKEHUE UHTENEKTA,
MO3XEYKOBble HapyleHUs, MUOKIJIOHWUU, FeHepannso-
BaHHbl€ TOHUKO-K/IOHUYECKME CYa0POTH).
MyKkononucaxapmgos, tvin Il (cuHopom XaHTepa) —

3ab6oneBaHne U3 rpynnbl NTM30COMHbIX 60NEe3HEN HaKone-

HUS, oBycnoBneHHoe AedUUMTOM MAypoHaT-2-cynbdaTasbl

BCNeacTBME MyTaLuMi B reHe IDS, 4TO NPUBOAUT K HaKkonne-

HUIO rMMKo3aMuHornnkaHoB (FAlN) B opraHax U TKaHsax. Tun
HacnegoBaHUa — X-CLenieHHbIM peLecCUBHbIN.

BbigenstoT HerpoHonaTtnyeckyto dopmy MIIC I, npoTte-
KaloLLyto ¢ TSXKeNbIM, Nporpeccupytowmnm nopaxermem LHC,
1 6onee Nerkyto, HeHenpoHonaTnyecKkyto, Gopmy, NpPu KOTo-
poi 3aboneBaHWe NPOrpeccupyeT MeaneHHO U MauuMeHTbl
UMEIOT HOPManbHbIA UHTENNEKT.

[OunarHocTuKa Kak 6onesxu lowe, Tak n MIMC Il npoBo-
AWTCS C MOMOLLbIO 3H3MMOAMArHOCTUKM M NOATBEpPKAAET-
CSl MONIEKYNSIPHO-TEHETUYECKUM UccnefoBaHMeM. B cny-
Yae 60n1e3HM lowe NpoBOAUTCS onpeaeneHne akTMBHOCTHU
b-D-rnioko3ngasbl B NEMKOUMUTAX M CyxXMX MNSTHaxX KPOBM
C nocnegylouwen MONEKYNSPHO-TEHETUHECKON AMarHOCTU-
KOW — MOMCKOM MyTauui B reHe GBA. lNpu myKkononucaxa-
pugose, 1N Il NpoBOAMTCS KONMYECTBEHHOE onpefenexHve
Al B MOYe, onpeaeneHne akTUBHOCTU GepMeHTa naypoHaT-
2-cynbdaTtasbl, MONIEKYNSpHO-reHeTnyeckoe obcnenoBa-
HWEe — MOWUCK MyTauwui B reHe IDS.

YactoTta bl BapbupyeT oT 1:40 000 go 1:70 000 KuBbIX
HOBOPOX/EHHbIX, HaMbonee YyacTo 3aboneBaHne BCTpeya-
eTCcs CpeAu eBpeeB-allKkeHasu (BbIxoaueB mM3 BoctoyHoM
EBponbl)) — 1:450-1:2500 HOBOPOX/AEHHbIX. YacToTa
MMC Il Tuna coctaBnseT 1 Ha 162 000 »KMBbIX HOBOPOXAEH-
HbIX, B 3panne 1:67 000 HOBOPOXKAEHHbIX.

OCHOBHbI€ KJIMHUYECKHUE NPOABIEHUA

6onesHu Nwe n MMNC Il Tuna.

[Onsa nauneHToB ¢ MINC xapaKTepHO NoCTENEHHOE Orpy-
6neHne YepT N1La No TUNY rapronin3ama — BbICOKUI Y3KUM
106, NPUNyXWwne BEKK, TMNepTeNnopuaM rnas, aNnKaHT, Wnpo-
Kas 3anaBlas nepeHocuLua, B3AEPHYTbI HOC C KPYMHbIMU
HO34PAMM, MAKPOIrI0OCCHUS, MOJIHbIE Ty6bl, MENKUE peaKue
3y6bl. [Ana 6one3Hu lowe 4vyepenHo-nnueBble gucMopdum
He xapaKTepHbl.

Mpn 605e3HN [owe OCHOBHblIE Xanobbl, C KOTOPbIMMK
nauneHTbl NPUXOAAT Ha NPUEM, — 3TO aCTEHUYECKUM CHH-
APOM, 3ajeprKKa pocTa W MNoAoBOro pas3BuTUSA, remMoppa-
rmyeckum cuHgpom. Mpunyem maHudectaums 3aboneBaHus
MOXET 6bITb B IO60M BO3pacTe.

Poantenn peten ¢ MIC Il npeabaBnaoT XKanobbl
Ha 4YacTble pecnupatopHble MHOEKLMU, OTUTLI, PeLnanBH-
pylOLME TPbIXKKU, KOHTPAKTYpbl CyCTaBOB, 3a4EPiKKY MNCu-
XOpEeYeBOro pasBUTMSA, HapylweHus noseaeHus. Bospact
nosiBNEHMUs NepBblX CMMNTOMOB — 1-3- rog »KW3HU.
Mpu nerkon ¢dopme MIIC |l 3a6oneBaHne maHnbecTupyet
B BO3pacTe 5—7 neT, UHTENNEKT NauMeHToB — B npegenax
HOPMBI.

Co CTOpPOHbI OpraHoB OGpPIOWHOWM MONOCTU Yy MNauUeH-
T0B ¢ bI' 0TMeyaeTcs BblpaxKeHHas renatocnjieHomeranms.
CnneHomeranus npu bl — nocTosiHHbIM U Hanbonee paHHUI
npuadHaKk 3abonesaHus. 1o Mepe NporpeccMpoBaHus cnne-
HOMEeranuMu B cefne3eHKe MOryT pas3BuBaTbCs MHOAPKTbI
N GUBPO3HbIE UBMEHEHMS, KOTOPLIE HE UMEIOT KIMHUYECKUX
NPosiBNEHUN.
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KPATKUE COOBLUEHUSA H SHORT REPORTS

MpuBeaeHbl 2 KAMHMYECKMX chyyas nauueHToB c¢ B,
y KOTOPbIX NEePBbLIM CUMNTOMOM 3aboneBaHuns Oblia BbISiB-
neHHas npu Y3W opraHoB GptoLIHOM MONOCTM renatocnne-
HOMeranus.

Y nauMeHTOB C CMHAPOMOM XaHTepa MnopakeHwe opra-
HOB GPIOWHON NONOCTM NPOABASETCS CMHAPOMOM pasapa-
KEHHOM0 KULWEeYHUKa, YBENMYEHUEM MEYEHN U CENIE3EHKMU,
rpbiXXaMu. MPbIXKM — OAMH M3 CaMblX PaHHUX U YacTbIX CUM-
ntomoB MIC Il y aeTen. NpruBeaeHO KNIMHUYECKOE ONMcaHne
Masib4yMKa, ¥ KOTOPOro C POXAEHWS OTMeYanucb anobbl
Ha O6EeCrnOKOMHbIA COH, TMNepPBO36YAUMOCTb, METEOPU3M.
B 5 mec y pebeHKa BbIiBieHbl renatomeranus, noBblleHne
ACT, AJ1T, a anarHos yctaHoBneH B 10 mec. BTopoe KnuHu-
yeckoe onucaHue naumneHta ¢ MIC Il, y Kotoporo B 7 mMec
BbISIBfiEeHa CrjeHoMeranuns, u B CBSI3W C YemM B Bo3pacTe
1 roga pe6eHOK oTnpaB/ieH Ha KOHCYNbTALMIO K FEHETUKY.
M TpeTui KNMHMYECKUIn cnyvyam — nerkoro tedyernuns MIIC I,
NpPY KOTOPOM KIMHUYECKMMU CUMNTOMaMu y pebeHKa 6biau
nvwb yBenuyernne AJIT, ACT ¢ Bo3pacta 5,5 net. Ana bl
OAHWMM U3 BeAyLWMX KIMHUYECKMX NPU3HAKOB 3ab0/eBaHUs
ABNAOTCH TPOMOOLMTONEHUS, reMopparM4yecKkuin CUHAPOM,
CBSI3aHHbIM C TPOMOOLMTONEHNEN U HapyLLeHUnEM YHKLMK
TPOMOOLIMTOB, KOTOPbLIA NPOSIBASETCH B BMAE CMOHTAHHbLIX
NOAKOXHbIX remaTtoM, KPOBOTOYMBOCTU CAM3UCTbIX 060/10-
YyeK, AUTENbHbIX KPOBOTEYEHMI NMOCe MasblX OnepaTUBHbIX
BMellaTenbCTB, MeHopparmi. MpuBeaeHbl 2 KAUHUYECKUX
cfyyas: 4EBOYKHM, Y KOTOPOM TPOMOOLIMTONEHMS BbISiIBUAACh
B Bo3pacTe 2,9 Mec Ha GOHe nMxopagKku € nocnegyto-
W1M pa3BUTUEM reMopparMyeckoro CMHAPOMa, U AEBOYKMH,
y KoTopon ¢ 1,5 neT BbISIBAANOCb YyBENWYEHUE XKMBOTA,
a B 4rofa AMarHOCTMpOBaHa TPEXPOCTKOBAs LMTOMEHUS.
O6enm aeBoyKam Obla yCTaHOBEH AnArHo3 «6one3Hb fowe»r.

Onsa nauneHToB ¢ MIC |l HexapaKTepHO pa3BUTUE TPOM-
6ounToneHmmn — Huxke 100 Thic.

MaTtonorns onopHo-ABUraTeNIbHOro annapaTta BCTpeyva-
eTca Kak y nauueHToB ¢ bl Tak n y naumeHtoB ¢ MIC Il.

Oetn ¢ TsenobiMu popmamu MIIC |l, Kak npaBwuo,
poXKAalTCA KPYMHbIMK M JO 2 neT npubaBnaoT B pocTe
n Bece ObICTpee, 4eM OOblYHble eTW, 3aMefneHne pocTta
Yy HUX HaduHaeTca ¢ 4 net. Ansa 3ab6oneBaHus XxapaKTepHbl
M3MEHEHUS CKeneTa No TUNY MHOXECTBEHHOIO AM30CTO3a:
MaKpouedanus, ckadokedanus, KopoTKasa wes, Kndos,
cKonno3s, gedbopmauus rpyaHom KNeTku, aHomasnbHasa ¢op-
Ma NO3BOHKOB, LUMPOKKE pebpa, KOPOTKUE KIOYMLLbI, YTON-
weHne gnadmsos, To4EeYHble MACTHbIE KOCTU, BpaxnaakTu-
NN, KOHTPaKTYPbl KPYMHbIX 1 MEJIKUX CYyCTaBOB, BasibrycHas
aedopmMaums KONMEHHbIX CyCcTaBOB, peXe — Jucnnasus
rofI0BKK 6eApeHHbIX CYyCTaBOB, yBENUYEHME TYPELKOro cel-
na. MpuBeaeH KAWHUYECKWUI Mpumep nauueHTa, KOTOpbIn
4yacto 6o0nen pecnupatopHbiMM 3abo0neBaHUAMU, Ha 2-M
rogy eMy nposefeHa onepaunoHHas KoOppeKuus nyno4yHomn
rpbikun. B 3,5 roga mama o6paTuna BHUMaHUE Ha U3MeHe-
HWe noxoAkun pebeHKa, gedopmaumio NanbLeB PyK M HO,
HapylleHue pa3rnbaHus B cyctaBax. AuarHos MIC Il ycta-
HoBNeH B 4,5 roaa.

MopaxeHne cKeneta npu 6onesHn lowe BKAYaeT
B cebs KonboobpasHyo gedopmauumio aUcCTanbHbIX OTAe-
NOoB 6eApeHHbIX KOCTeW, OCTEOMNEHMUI0, OCTEOMNOPO3, XPO-
HUYEeCKMe 60NN B KOCTSX, KOCTHble KPW3bl, Matonoruye-
CKVMe nepenombl, MILEMUYECKUE HEKPO3bl C pa3BUTUEM
BTOPMYHbIX OCTE0apTPO30B. lopaxeHne KOCTHO-CycTaB-
HOM CUCTEMbl onpeaensieT TaxecTb TevyeHusa bl n asnsaet-
CSl OCHOBHOW MpPUYMHOM MHBanuausauuu npu bl | Tuna.
MpuBeaeHbl NPUMEpPbl KIMHUYECKUX ClyvyaeB NauMeHToB
c 6onesHblo lowe.

MepBbIM NauMeHT Habagancsa ¢ AMarHo30M «lOBEHWUb-
HbIM ngMonaTUYECKUM apTPUT», XOTSA Y HEero ¢ Bo3pacTta 4 net

BbISIBASNINCL FenaTocnieHoMeranusa 1M aHemus, a apTpuT
KOMEHHOro cycTaBa [AMarHOCTMpPOBaH B BoO3pacTe 7 NeT.
B 11 net pebeHKy yCTaHOBJIEH AMArHO3 «OCTPbIA remarto-
reHHbIN OCTEOMMUENUT», 3aTEM «XPOHUYECKUIA OCTEOMUENNT,
W NnWb Bo3pacTe 12 neT B CBA3M C NOSIBNEHNEM remoppa-
FMYECKMX BbICbIM@aHWM Ha noabopoaKke pebGeHOK BrnepBble
rocnuTanuM3npoBaH B remMaTtofiorMyeckoe oTAeneHue, rae
€My YCTaHOB/EH AMarHos «6onesHb lfowe».

BTopon manb4mK ¢ 4 neT Habngancs no noBoay nepwm-
0AMYecKux 60MIe B KONEHHbIX cycTaBax, YTO pacLeHuBa-
NOCb KaK TeyeHue apTputa. B 5 net BnepBble NosBUAUCH
»anobbl Ha xpomoTy. Ha Rg TazobegpeHHbix CycTaBOB
BbISIBAIEH 04ar 4eCTPYKLMWU KOCTHOM TKaHM B LLENKE NpaBon
6efpeHHon KocTu. lNpoBefeHa 6GuMONCUA KOCTM M3 o4ara
nopa)keHus. MMcTonormyeckoe 3akaio4yeHne: rMcTMoLMTOo3
13 KNneTok JlaurepraHca. OT npoBeAeHUs Ny4eBON Tepanuu
poautenu otkadanucb. B TeyeHne 5 net pebeHok ambyna-
TOPHO Habngancs opTonesoM U XMPYpProm.

B 9 net nosiBunuchL 6onm B 6eapeHHbIXx KocTsax. B 10 net
[AMarHoCTMpPOBaHbl MAaTONOrMYECKUI MEPEIOM LENKM NpaBo-
ro 6eapa, aHemus, TpombounToneHuns. BeinonHeHa onepa-
LMSA MeTannocTeoCHHTE3a C MOBTOPHOM GUOMCUENR KOCTMW.
[McTonornyeckoe 3aKlovyeHue: TMCTUOLMTO3 U3 KIEeTOoK
NlaHrepraHca. Y pebeHKa cTann nofBnATbCA €nabocTb,
YyTOMISIEMOCTb, MOBbIWEHHAA MNOTAMBOCTb, CMOHTaHHbIE
remMaTtoMbl, PeunavBMUPYOWME HOCOBblE KPOBOTEYEHMS.
BoifBneHa renatocnneHomeranus, no gaHHolM KT — oyvaru
NepecTPOMKM KOCTHOM TKaHW B KOCTSX Ta3a U LWeKe 1eBoro
6eapa. CocTosiHWMe pacLeHeHO KaK NpPorpeccuss OCHOBHOMO
3a6oneBaHus, Noay4mn 2 Kypca xumuoTtepanuun 6e3 guHa-
MUKHW. Mpn KOHTPOSIbHOM 06CNeA0BaHMK: renaTocnieHomMe-
ranus B NpexxHem o6beme.

O6BbEKTMBHO OTMEYanuch: neyeHb + 5 cM, ceneseHKa
+ 10 cm, NAOTHOM KOHCUCTeHUMW. NepecMoTp rMCTONOrm-
YeCKMX NpenapaToB: AaHHbIX 3a TMCTUOLMTO3 HE MOyYeHo,
KapTUHa COOTBETCTBYET 60/1€3HAM HaKOMIEeHuMs.

Mocne He3Ha4YMTENbHOM TPaBMbl — 3aKpPbITbIM NaTONO-
FTMYECKUI NepPenoM HWKHeW TpeTu nesoro 6egpa co cMme-
weHuneM. MNMpoBeaeHbl CKeNeTHoe BbITSXEHWE, OCTEOCUHTES
nesoro 6eapa naactuHon. PeGeHKy 6bl1 yCTaHOBMIEH AWa-
rHO3 «60ne3Hb fowe».

MaTtonorns pecnnupaTtopHoOro TpakTa BCTPeYaeTcs noyTu
y Bcex nauuneHtoB ¢ MIC ll: xapaKTepHbl YacTble pecnupa-
TOpHble 3a6oneBaHus, WYMHOE AblXaHWe, PUHWUTbI, CHUHY-
CUTbI, rMNepTpodua MUHAANWH, TMNnepTpodus ageHOUAOB,
CY)XEHWe Tpaxeu, yToNLEHNE TO/0COBbIX CBA30K, CUHAPOM
06CTPYKTUBHOIO anHo3 cHa, GPOHXMUTLI.

MNMoparkeHne nerkux npu bl BcTpeyaeTcs peako (1-2%
60/bHbIX), Pa3BMBaETCa MPEMMYLLECTBEHHO Yy B3pOC-
NbIX, CMNJEHIKTOMMPOBAHHbLIX MaLMEHTOB M NposiBASETCH
KaK MHTepCTULManbHOe 3ab0neBaHne Nerknux Uan nopaxe-
HWe NIeroYHbIX COCYA0B C Pa3BUTUEM CMMMNTOMOB J1€rO4YHON
TMNEePTEH3UN.

HeBponornyeckne HapyleHUs BbISBAAIOTCA Y 6ONbLINH-
cTBa nauymeHtos ¢ MIIC II.

B nepBble 2 roga Xu3HuW GO/NbWWMHCTBO Mafb4yMKOB
pa3BMBalOTCS HOPMasbHO, B TO BPeEMS Kak Ha 3-M rogy
YXM3HKM YacTo HabnogaloTcs rMNepaKkTMBHOCTb, HapyLleHue
KOHLIEHTPaLMW BHUMAHWSA U 3aePrKKa Pe4eBOro pa3BuTHs.
Y NauneHTOB C TAXKEeNbIMU, HEMPOHOMATUYECKUMU, dOpMamMu
MTIC Il BbiISBAAIOTCA HapyLeHWe NCUXopevyeBoro pa3BmTuUs,
perpecc MHTENNEKTyaNbHbIX HAaBbIKOB, HapyWweHUs noseae-
HWS, HapyLLeHUs cHa, rmgpouedanvsa, MrmenonaTus LWWEeNHoro
WKW TPYAHOrO OTAENOB NO3BOHOYHMKA, LeHTpasbHbIM TETPa-
napes, ncesaobynb6apHbIi CUHAPOM, CMMMTOMAaTMYecKas
anunencus. OnucaH KNMHUYECKUI cydan ManbyinKka 14 ner,
KOTOPOMY AnarHo3 6bin ycTaHoBfeH B 4 roga. Y nauueHTta



Obl/IM Kanobbl Ha WYMHOE, 3aTPyAHEHHOE AblXaHWe, OAbIWKY,
anHoa BO CHe. Y pebeHKa Habnogancs perpecc MOTOpHOro
M NCUXOPEYEeBOro pa3BuTUS (NepecTan XOAUTb U CaaUTbCs
B 13 net, roBoputb — B 9 fieT), He NoHUMan obpalleH-
Hyl0 peyb, 6bll AMOLMOHANBbHO YMAOWEH, NEePUOLUYECKHU
oTMeYanncb annM3obl 6ecnoKoncTBa. Y naumMeHTa BbisBie-
Hbl MHBEPCUS CHa, 3anopbl, TYrONOABUXKHOCTb B LWEWHOM,
NOSICHWYHOM OTAeNax NO3BOHOYHMKA, KOHLEBbLIX danaHrax
KUCTEN, NOKTEBbIX, MNEYEBbIX, KONEHHbIX, FONE€HOCTOMHbIX,
Ta3o06epeHHbIX, ly4e3ansiCTHbIX CycTaBax.

Natonorus LLHC Bctpeyvaetcs npu |l u Il Tunax 6onesxun
[owe.

bone3Hb lowe Il TMna maHudecTupyer Ha 6-M Mec
KU3HW, TeyeHne 3aboneBaHus ObiCTpoMNporpeccupyioLlee.
OCHOBHblE K/IMHUYECKME NPOSIBAEHUS: renatocnieHomera-
NUS, HapyleHue rNoTaHus; nporpeccupylolas 3ageprkka
NCUXOMOTOPHOIO PasBMUTUS M NOTeps paHee NpuoBpeTeH-
HbIX HaBbIKOB; TPM3M, 6GunaTtepanbHoe GUKCUMPOBaHHOE
Kocornaswue; natofiornyeckme pedneKcbl; TOHUKO-KNOHU-
yeckune cyaopoxkHble npuctynbl. Bl Il Tuna manndectun-
pyeT Ha 1-2-M OecATUNEeTUMN KU3HW. [pK No3aHen mMaHu-
decTaunm 3aboneBaHune TeyeT 6onee MegneHHo. OCHOBHble
KJIMHWYECKME NPOSBAEHUS 3a60neBaHus: OKYOMOTOPHbIE
pPacCTPOMCTBA; CHUMXEHWE UHTENNEKTA; MO3XKEYKOBbIE HapY-
LIEHMS, MMOK/IOHUK, FeHepan3oBaHHble TOHUMKO-KIOHMYe-
CKMWe Cyaoporu; renatocnieHoMeranus.

MNopaxkeHne cepaeyHO-COCYANCTON CUCTEMbI XapaKTep-
Ho ans nauuneHToB ¢ MIC II. Y nauMeHToB BbISBASIOTCA NaTo-
NI0rns KnanaHHoro annaparta cepfgua, MHOUnbTpaTMBHas
KapauMomuonaTtus, apTepuanbHas runepTeHsns, HapylweHue
puUTMa 1 NPOBOAMMOCTH, MOParKEHMEe KOPOHAaPHbIX U Maru-
CTpasibHbIX COCYAOB.

lMpoBeaeHa oueHKa MNPWYMH  feTanbHOro Ucxoaa
129 naumeHTtoB ¢ MIC II: natonorua AbixaTenbHbIX NyTen
Oblla y 65% nauMeHToB, NaTofNornsa KapAauMoBacKynspHOM
cucteMbl — y 16%. ITM NOKasaTenu He yyYuTbiBaloT CMepT-
HOCTb, MPU KOTOPOW BOBJEYEHME cepaua nepeyncnseTcs
B KayeCTBE BTOPUYHOM NPUYUHBI CMEPTH.

lMokazatenaMm TAXKECTU  KIAMHWUYECKOW  KapTWHbI
anga MIC Il asnatoTea ruapouedanusi, KOTHUTUBHbLIM Aedu-
LT, HU3KWUI POCT, KOHTPaKTypbl B Ta306eapeHHOM cycTaBe,
CUHAPOM OB6CTPYKTUBHOMO anHO3 CHa, CTEHO3 M HeOoCTaTou-
HOCTb MWUTPa/IbHOr0 M aopTaNbHOrO KianaHoB, KapAuOMU-
onaTtus, renatoMeranusa ¢ HapyleHmem GYHKLUKU NeYeHn.

Ona 6one3nun lfowe n MIC Il padpabotaHbl adHEeKTUB-
Hble MeToAbl GepMEHTO3aMeCTUTENBHOM Tepanuu, KOTopble

npefoTBpallaloT pa3BUTUE TAXKENbIX OCIOXKHEHUN, yayylwa-
0T Ka4yecTBO KWM3HW NauMeHToB M UX cemen. MNpuBeneHbl
JaHHble 0COBGEHHOCTEW MPOBeAeHUs U UCXOA0B depMeH-
TO3aMeCTUTENbHOM Tepanuu Kak npu 6one3Hun lowe, Tak
n npu MMC II.

[MpoaeMOHCTPUPOBaAHbI aHHble 0 Mapkepe Lyso-Gbil,
Kotopbin MmeeT 100% uvyBcTBMUTENBHOCTL M 100% cneu-
nounyHoctb npu BI. MokazaTenb Lyso-Gbl Han6onee none-
3eH (N0 cpaBHEHWIO C APYrMMU BUOMapKepamu) ANs OLEHKHU
aKTMBHOCTK 3a60/1eBaHus Ha GoHe depMeHTO3amMecTUTENb-
Hom Tepanuu (P3T). Ang 3T nauneHToB ¢ 60n1e3HbIO lowwe
| TMna B Poccuu 3apernctpupoBaH npenapat Benarnto-
uepasza anbda, NPoOU3BOAALLIMICA C MCNONAb3OBaHUEM
4yeNloBeYeCKOW NMHUKU KneTok. Ha doHe anuTtenbHon P3T
Benarniouepason anbda B neguaTpuyecKomn rpynne naum-
eHToB ¢ Bl | TMNa nonyyeH xopowun npodunb 6e3onacHo-
CTM 1 3GPEeKTUBHOCTU NpenapaTa; AOCTUTHYTbl BCe Lene-
Bble TOYKM Tepanuu. B xode npoBefeHHbIXx UccnegoBaHum
HW Yy OAHOrO0 NauueHtTa He O6blN0 BbIABNEHO NEPBUYHOIO
dopmupoBaHuna aHTUTEN K Benarntouepase anbda. PaHHAS
nocTaHOBKa MarHo3a v CBOeBpeMeHHOe Ha3HadveHune dep-
MEHTHOW 3amecTutenbHon Tepanuu npu MIC Il npuBoauT
K OBMIEr4eHno TAXKECTU TEYEHUS W YAydlWeEeHUIO NPorHo3a
3abonesaHus.

Bo3MOXKHOCTb MpMMeEHEHUS NpenapaTa nanpasa (Mayp-
cynbdasza) y aeten ¢ 16 mec No3BONSET HA4YMHATL levyeHne
nauueHtoB ¢ MIC, Tun Il B paHHem Bo3pacTe, cpasy nocne
noaTBepaeHus aunarHo3a. lNpusefgeH npumep 6-neTHero
ManbyuKa. Y Hero nepeble KAMHUMYECKME CUMNTOMbI 3a60-
NeBaHns MnosiBUAMCH ¢ 8 Mec, AnarHo3 Oblfl yCTaHOBNEH
B 1 rogu 3 mec. B nebiote 3a6oneBaHns, NOMUMO 3a4EPHKKM
MOTOPHOrO Pa3BWUTUSA, CHUMKEHUS Clyxa, TYronoABUMKHOCTHU
CyCcTaBoOB, Habnoganca perpecc KOrHUTUBHbLIX YHKLMWA,
3a MecsLl Ao Havana ®3T mManby4uK nepecrtan pasroBapu-
BaTb. C 1 roga 6 mec Ha doHe naTtoreHeTM4eCcKon Tepanuum
peyeBoe pa3BUTME MO HacToslee BpeMs B nNpegenax Bos-
pacTHOW HOPMbI, HE OTCTAeT B NMCUXOMOTOPHOM Pa3BUTUM,
M3MEHEHMS B CycTaBax v AaHHble N0 BHYTPEHHUM OpraHam
He MPorpeccupyoT.

BonesHb lowe n MMNC — nporpeccupytolmMe nHBannan-
3upylowne 3aboneBaHusl, Aas KOTOPbIX CYLLECTBYET feye-
Hue. TakMM 06pa30oM, paHHSAS NOCTaHOBKa AMarHo3a u CBOo-
eBpeMeHHOe Ha3HavyeHne GepMEHTHOM 3amMecTUTENbHOM
Tepannun®3T KapAuHaNbHO MEHSAOT MPOrHO3, MO3BOASIOT
CHU3UTb TAXKECTb 60M1E3HU, €€ BANSAHME HA KQYECTBO KU3HU
W NpefoTBPaTUTb Pas3BUTUE HEOBPATUMbIX OCNOXKHEHUHN.
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