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Takum o0OpazoM, HelpoHaNbHBIE IEPOUHBIE JTUNOPYCUUHO3BI 1 U 2 TUIOB
IPOTEKAIOT CO CXOJHBIMUA CUHAPOMAaMU, OJTHAKO TEMIT HapacTaHUs AIUJIEITUYECKUX
OPUNIAJKOB W NPOrPECCUPOBAHUS  NEPMAHEHTHOM  IMCUXOHEBPOJIOTHYECKOU
cumnromatuku Beime npu HIJI 1. HecomuHenHo, nanHas mnpoOiiema TpeOyer
JanbHEIIero u3y4eHus s HauOoJiee pAHHEro BBISBICHUS JTOW TKEIOU
HaCJIE€ACTBEHHOU 00JIE3HN OOMeEHA.
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AnHoTaumsi. B naHHO# cTaThe paccMoTpeHa npobiemMa caxapHoro auadera 1-
Oro Tuiia ﬂeTeﬁ, 0COOCHHOCTH KJIMHUYECKUX U Ha60paTOpHI)IX JaHHBIX IIpU JaHHOM
3a001€BaHUH B 3aBUCUMOCTH OT CTaka 3a00JIcBaHHUS.

Annotation. This article deals with the problem of type 1 diabetes in children,
the features of clinical and laboratory data for this disease, depending on the length of
the disease.

KurueBble ciaoBa: neamarpus, caxapHelid  auaOer,  HEBPOJIOrus,
naunabeTudeckasi MOJMHEHPOIaTHS.

Key words: Pediatrics, diabetes mellitus, neurology, diabetic polyneuropathy.

BBenenue

Caxapnsii muabet (C/]) ompenenen BO3 kak smmmemusi HeMHGEKITMOHHOTO
3a0oneBanusi. B P® nabmtogaercs yBenuuenue yucia 6onbHbix CJI: B HacTosiee
BpeMs HacuuThiBaeTcst okojo 8 miH 6oapHBIX CJI (denos U. U., lllectakoBa B. M.,
2003). Menuko-conpalibHasi OCTPOTa JuabeTa OMNpeaeNsieTcs] HUCKIIOYUTEIBHO
paHHEH WHBAJIMIU3AlME U BBICOKOM CMEPTHOCTBIO B pe3yibTaTe JaHHOTO
3a00J1eBaHU.

Haubonee vacras npuurnHa C/IB 95KOHOMHUYECKH PA3BUTBHIX CTPaHAX SIBISETCS
MOJIMHEeWponaTuu (4yTh MEHEEe TpeTH Bcex ciydaeB). [lo mMaHHBIM pa3IHYHBIX
MCCJIEI0BaHMM, YacToTa HeBpomaTuu cpeau O0oibHbIX CJl BappupyeT B HIMPOKHX
npenenax - oT 10 no 90% (Zeigler O., 2009). ¥V 5% nainueHTOB HEBPOJIOTUYECKHUE
HapyIICHUs SBISIOTCS TIEPBBIMH CHMIITOMaMy 3a0O0JICBaHHWsSI W TIO3BOJITIOT B
nanpHelIeM quarnoctupoBath nuadet (Pynakosa W. I'. u ap., 2011).

[eanr wuccieq0oBaHUsi - ONPEACIUTH BErCTAaTUBHBIE W UYYyBCTBUTEIIBHBIC
Hapymenus y aereit ¢ C/1 1 tuna.

MarepuaJibl M1 METObI UCCJIEIOBAHUS

Ha 6a3e anpokpunonorudeckoro otaeneauss bY3 YP «PJIKb M3 YP» 6b110
MCCJIEIOBAHO M MIPOAHKETUPOBAHO 42 peOCHKA C AMArHO30M «CaxapHbIA nuadeT» B
Bo3pacte oT 5 1m0 17 nert (cpenuumii Bo3pact 11,4 net). Cpeau rocnuTaan3upOBaHHBIX
neteil ManpbuukoB Obu10 22 (52,4%), nesouek - 20 (47,6%) nereii. Pacnpenenenue
nereit mo craxy CJI cmemyromee: ¢ 1 roga mo 5 nmer OGoxeror 16 (38,1%)
PECIIOHJICHTOB, U3 HUX MaJb4uKOB 7 uenoBek (43,75%), neBouek - 9 (56,25%), y
0oJiee TOJIOBUHBI UCCIeAyeMbIX aeTel - 26 (61,9%) craxx C/I coctaBun Gosee 5 jer,
cpeau KOTOpbIX ManbuukoB 16 (61,53%), neBouek - 10(38,47%). IlpoBoamiuch
WCCJICIOBAaHMS B BHJC: AHKETUPOBAHHUS (C BBIABICHHUEM >Kajo0 Ha HapyIICHHE
YyBCTBUTEIBHOCTH U BereratuBHOM HepBHOU cuctemsl (BHC)), ompenenenus
MOBEPXHOCTHOM (00JIEBOM, TeMIlepaTypHOI), TIyOOKO#Ml (MBIIIEYHO-CYCTAaBHON) H
TaKTUJILHOM 4YYBCTBUTENIbHOCTEM. Tak ke oleHuBaIMCh OOOHATENbHAs cdepa,
KoMopOuiHbIe cocTtosinue u cocrosinue BHC.

Pe3yabTarhl HcC/IeI0BAHUS U UX 00CYKIeHHe

Cpenu Bcex uccnenyembix aereid y 27 (64,3%) orMedancss OTATOIICHHBIN
CEMENHBIN, MPEUMYITIECTBEHHO CO CTOPOHBI 0a0ymmiku - 12 (44,4%) nereii, neayiky -
8 (29,6%), matepu m otua — no 4 (14,8%) pedenka. [lomumo CJI, metn mumenu
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COMYTCTBYIOIYI0 MaTOJOTHIO: CO CTOPOHBI OpraHoB 3peHus - 29 (69,0%), co
ctoponsl XKT - 7 (25,9%), annepruueckue 3aboneBaHusi orMeueHsl y 4 (14,8%)
neTei, matonorus muToBUIHOM xene3bl, CCC U MOYEBBIICTUTENIBHONU CUCTEMBI 110 3
(11,1%) nereit B kaxnou rpynmne. HenpusitHeie onryuieHns Bo3HUKAOT y 24 (57,1%)
neteit: B Buze cynopor y 12 (28,5%), 6oneit B HUXHUX KoHEeYHOCTIX ¥y 7 (16,6%),
oHemeHus: koHeuHoctet y 5 (11,9%), nmokansiBanuit y 9 (21,4%). Yame Bcero,
JTaHHBIC HENPHSITHBIC OIMyIICHUs OBLTM JOKaJM30BaHbI Ha crtomax - 10 (41,6%)
ciydaeB, Ha roysieHu - 6 (25,0%), Ha cTONax M KOHYMKAX MajbleB KUCTEW Mo 5
(20,9%), Tonbko kuctu y 3 nereut (12,5%). HenpusiTHble ourymnieHuss BO3HUKAIU
qanie BeuepoMm — 12 (50,0%), pexxe agaeM — 5 (20,9%) u Houbto — 2 (8,3%) citydaes.
[Tnoxoit con umeror 21 (50,0%) uccnemyembix nerei, monro 3aceimator - 34,0%
JeTei, MpochIMalTcs HOYbl0 - 16,0% ompomenasix. M3 OCHOBHBIX Kayo0
npeoOaaanu: O6JeTHOCTh KOXKHBIX MOKpOBOB — 25 (59,5%), ronoBokpyxenus: — 10
(23,8%), napymenusa nuiieBapenust - 6 (14,3%), yuyamenHoe cepauneduenue — 13
(30,9%), 3aTpynnennoe apixanue 4 (9,5%) u noBbIlIeHHAs TOTAUBOCTEL 19 (45,2%)
cinyyaeB. [lpu uccienoBanuu oOOHSTEIBHOM cdepbl: 3amax s050ka orraganud 33
(78,5%) pebenka, He otranaino - 9 (21,6%), u3z Hux nesoyex - 3 (33,3%), MaIbYUKOB
- 6 (66,7%); 3amnax yecHoka otranaio 40 (95,2%) nereii, He CIPaBUIIKCH C 3aJ]aHUEM
2 (4,8%) manpumKa; 3amax amnenbcuHa oTraaaino 34 pedenka (80,9%), e orraganm - 8
(19,1%), u3 mux neBouek 3 (37,5%), mampuukoB 5 (62,5%); 3amax 3Be310YKU
orranano 35 aereit (83,4%), He cnpasuwiuck — 7 (16,6%) nereit, u3z uux 4 (57,2%)
neBouku U 3 (42,8%) manpuukoB. [Ipu uccienqoBanuu riyO0OKONH 4yBCTBUTEIBHOCTH
tonbko 13 (30,9%) neteit naBanmu OMMOKKA B HANpPaBJIECHWU OTTATWBAHUS MAJIbIICB.
«Xo0J10/10BasH» 4YyBCTBUTENBHOCTh Obl1a HapyeHa y 3 (7,1%) nerei.

Pacnipenenenne nmereii mo craxy CJI crmemyromee: ¢ 1 roma mo 5 ner - 16
(38,1%) pectiongenToB, crax CJI 6omee 5 aet - 26 (61,9%) nereit. OTaromnieHHbIIN
cemelnbIil anamues 0pu1 y 10 (62,5%) nereit co ctaxxem CJl no S net u 17 (65,38%)
nereit co craxxem CJ[ Oonee 5 neT, MpeuMyIIeCTBEHHO CO CTOPOHBI 0abymiku - 12
(44,4%) cayuae. Ilomumo CJI, nmetu oOeux TpyINn HUMEIOT COMYTCTBYIOIINE
natosiorny. Hanbosiee 4acThIMM W3 HUX SIBISIOTCA: MOPAKEHHUE OpraHa 3peHus - 8
(50,0%) nereit co craxxem CJ] menee 5 net u 21 (80,76%) pebdenok, co craxxem CJ|
OoJiee 5 JeT; MATOJIOTUSL >KETyAo4YHO-KHIeuHoro Tpakta - 3 (18,8%) u 1 (3,84%)
peOEHOK, MaToJOrusl MUTOBUIHOMN kene3bl nmo 1 (6,25%) pecnoHAeHTY U3 KaKIou
IpyIIbl, 3a00J€BaHUST MOYEBBIACIUTENBHON U AbIxaTeabHOU cucteMm mo 2 (12,5%)
neTer U3 Kaxaou rpynibl. HenpustHeie onrymenus Bo3HUKaoT y 6 (37,5%) nereii 1-
ot rpynmsl (12,5% cynoporu, 18,8% 00iM B HWKHUX KOHEYHOCTAX, 6,25%
nokajeiBanHus) u'y 18 (69,2%) 2-oit rpymmer (38,4% cymoporu, 15,4% Gomu B
HUKHUX KOHEYHOCTAX, 30,8% mnokansiBanus). C yBelMUYEHUEM CTaxka 3a00J1€BaHUs
JAHHBIC OIIYIICHUS JIOKAJIM30BAIMCh BCE MPOKCUMAIbHEE W TPOSIBISUA ceOs 10
Beuepam (25% B 1-oi rpymme u 30,8% Bo 2-0if rpynme). CnabocTh B MBIIIIAX YaIlle
OeCoOKOMT JieTel ¢ 0oJiee IIMTEIBHBIM CTakeM 3a0oyieBanus — 69,2%, yem aereit 1-
ot rpymmbl — 31,25%. Ilepebou B pabore cepama omymano 18,8% mnereir 1-oit
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rpynnsl ¥ 38,4% 2-oi rpynibl. [[0BBILIEHHBIM TOTOOTAEICHUEM CTPAain JIETH BHE
3aBUCUMOCTH OT cTaxka 3aboneBanust (57,7% u 25%).

[Ipu uccinenoBanum oOoOHATENBHOM chephl y aetel, co craxem CJ| mo 5 ner,
3amax si06y0ka He oTrajgan 1 (6,25%) pedbEHok; uccnemys 3amax yecHoka 2 (12,5%)
JIeTel He CNPaBUIIUCh C 3aJaHUEM; 3alax amnejibCMHa OTraJaii BCE HCIBITYEMbIE;
3amax 3Be3/10uku otragano 13 mereit (81,25%). Y nereit, co ctaxxem CJI 6omee 5 mer,
pe3yNbTaThl UCCIAENOBAHUS OOOHATENBHON CQepbl MOTYYMINCh CIEAYIOUINE: 3amax
sOnoka u 4yecHoka He otragano 8 (30,8%), u3 vux 5 (19,25%) manpuukoB; 3amax
3Be3104YKH otragaio 22 (84,6%) pebenka, u3z vux 3 (11,55%) mManbuukos.

[Ipn uccmeqoBaHuu T1yOOKON UyBCTBHTEIHLHOCTH OITHOAINCH HAINPaBICHUH
OTTSATUBAHMS MaIbIEB MPUMEPHO paBHOE KosmuecTBo nerent (31,25% u 30,8%).

CHMXKEHHE MOBEPXHOCTHOM YYBCTBUTEIBHOCTH Yallle OTMEYAIOCh y JETEH C
ctaxxeM CJI 6omee 5 net (23,07%), uem y nereir ¢ mnurenbHocThio CII 10 5 ner
(6,25%). TemneparypHas 4yBCTBUTEIBHOCTh HapylleHa Mo 1 peOeHKy U3 Kaxaou
uccieayeMon rpynmnbsl. ['onoBHble 60su Oecriokoat 6 (37,5%) onpolieHHbIX aeTen
lo#t rpynmet u 14 (53,8%) 2o0ii rpynmnel. I3MeHeHus B mamsTu HabOmonamuch y 4
(25,0%) nereit, co ctaxkeM CJI o 5 et u 6 (23,1%) co ctaxxem CJ] Gonee 5 mer.

BuiBoabI

Hccnenoanue TaKTUJIBHOM, TEMIIEPATYPHOMN u ITIOBEPXHOCTHOMN
YyBCTBUTEJIBHOCTEN HE IOKA3aJIM HApPYLIEHUWH Yy AAHHOM TIPpYyNObl MAMEHTOB. Y
HEeOOJIPIIOr0 KoIMyecTBa nauueHToB - 13 (30,9%) orMeuanock HapylieHre rIyOOKoi
YyBCTBUTEIBHOCTH NpPHU JAaBHOCTU 3a0oneBaHust Oosiee 5 ner. C yBelnMYEHHEM
JUTUTEIBHOCTH 3a00JI€BaHUSl y MAIMEHTOB JOMUHHUPOBAIA CHUMITOMBI MapacTe3UH
(Mypauikyd, OHEMEHHUE) MO CPaBHEHHUIO ¢ CUMITOMOM 00mu. JKamoObl HAa HapylIEHUs
YyBCTBUTEIBHOCTH C YBEJIMYEHUEM CTaxka 3a00JeBaHHsd CTAaHOBWIHCH Oolee
npokcumaibHee. C yBeIWYEHUEM JUIMTEIBHOCTH 3a00J€BaHUs y TMAalMEHTOB BCE
qanie OTMEYaJINCh HapylIeHUss MOTOPUKMA KUIIEYHWUKa. Tak e y NaluueHTOB C
BBICOKOU JTMTEIHHOCTHIO 3a00JIEBaHUSI OTMEUAIOCh yXy/uieHue cHa. Habmronanoch
YXyIIIeHHEe OOOHSHHS (3amax «s0JIOKO», «amnelbCHH») Y YacTH MallUeHTOB MpH
JUTUTEIILHOCTH 3a00JieBaHus Oosee 5 jer.
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AHHOTaHI/ISI. B cratbe PACCMOTPCHBI COBPCMCHHLIC IIPCACTABICHHUA O
HaCJIE€ACTBCHHBIX MUOIIaTHAX, MMpcacTaBjICHa AUAarHoCTuKa OTOCIIbHBIX
HO30JIOTHYECKUX (OPM BPONKICHHBIX MBIIICYHBIX AUCTPOPUN U CTPYKTYPHBIX
muonatuii. I[lpuBefeHbl KIMHUYECKHE TMPUMEPHl HauOoJiee pPaclpoCTPaHEHHBIX
BPOXKJICHHBIX MBIIICUHBIX JTUCTPO(DUI, TOAXOIBI COBPEMEHHOHN KiacCHUpUKAIIHH,
MOHGKYHHpHO-FeHCTH‘{eCKOﬁ AUAarHOCTHUKU, KIIMHUYCCKUEC u na60paTopH0-
HHCTPYMCHTAJILHBIC 0C06€HHOCTI/I HGpBHO-MBIHIC‘-IHOﬁ IIaTOJIOTUN.

Annotation. The article deals with modern ideas about hereditary myopathies,
presents diagnostics of certain nosological forms of congenital muscular dystrophy
and structural myopathies. Clinical examples of the most common congenital
muscular dystrophy, approaches to modern classification, molecular genetic
diagnostics, and clinical and laboratory- instrumental features of neuromuscular
pathology are presented.

KiroueBbie cJjioBa: BpOXIACHHBIE MBIIICUHbIE IUCTPOPUHU, CTPYKTYpPHBIE
MHUOIIATHH, MOJICKYJIPHO-TCHCTHUYCCKAA AUAarHOCTHUKA

Key words: congenital muscular dystrophy, structural myopathies, molecular
genetic diagnostics
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