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npoumo ©onee 100 neT co BpeMeHu NepBoro Hay4Horo onm-

KapTWHbl  Lennakmm  BpavoMm
JloHzoHckoro rocnutans Camyanem ', HO 4O CUX NOP HEPELKO
MMeeT MeCTo MO3[Hss AMAarHoCTVKa 3Toro 3aboneBaHusi, 4TO
00YCNOBMEHO 3HAYUTENBHBIM KIMHUHECKM MOIMMOPQU3MOM,
a Tak>Ke OTCYTCTBMEM YETKMX KPUTEPUEB ANArHOCTUKM LeNakmm
[1, 2]. Uenuakms (6onesHb M—Teptepa—IenbHepa, rioTeHoBas
3HTEpONaTUs, HETPONMYeCKas Cpy, Lenvakmnsa-cnpy, KULLeYHbI
WHMaHTUNM3M, naMonaTyeckas creatopest) — XPOHWUYecKas
reHeTU4eCckm AeTePMUHMPOBAHHAs ayTOMMMYyHHas T-KIEeTOHHO-
0OMoCpeoBaHHas 3HTeponaTms, nopaatoLlas nvLLeBapuTenb-
HbI KaHan reHeTUYecku npeapacnonoxeHHbix (HLA-DQ2, HLA-
DQ8) nnL, XxapakTepu3yioLLascs CTOMKOM HenepeHoCMMOCTbIo
cneumdmUYHeckx BenkoB 3HLOCMNepPMa 3epHa HEKOTOPbIX 3M1aKo-
BbIX KyNbTyp C pasBUTVEM TMNeppereHepaTopHON aTpohmm
CMM3UCTON 0DOMOYKM TOHKOW KULLIKM U CBA3AHHOMO C HeWM CUH-

CaHWS  KNMHUYeCKon
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Adpaiimosuy Mapus [puzopsesra — e-mail: mariaafraimovich@gmail.com

B cTatbe AaHa AUTEpaTypHagl CnpaBka W MPeACTaBAeH CAYyHal AMSITHOCTUKK UeAvaknnv. [preeseHbl
0COBEHHOCT MHOro0Bpa3ns KAMHHeCkX (GopM 3abD0AeBaHS, AUBrHOCTUKY, AEHEeHWS I AMHBMNHYECKOro
HabAloABHNS NaUMEHTOB. oAYePKHYTa BaXKHOCTb PaHHEN AVNArHOCTVKMA W Ha3Ha4eHus1 CBOeBpeMeHHOro
AeHeHUs, B OCHOBE KOTOPOro — NOX3HEHHOe COBAIOAGHME MIOTEeHOBOW AVETHI.

KAlo4eBble cAoBa: LeAN3KNS, AETU, TPYAHOCTU AUBTHOCTVIKA.

The article demonstrates theoretical material and case of Celiac Disease. Variety of clinical forms, methods of
diagnostics, treatment and cases monitoring are described. Special attention is paid to early making diagnosis and
treatment, the main part of which is lifelong gluten-free diet.

IKey words: Celiac Disease, fever in children, difficult diagnosis.

LpoMa ManabcopOumm ¢ BO3MOXKHOCTbIO MOSIHOrO BOCCTaHOB-
NeHWNS apXUTEKTOHMKIM OpraHa B OTBET Ha NpeKpaLLeHe KOHTaK-
Ta C MMIIOTEHOM.

PacnpocTpaHeHHOCTb Lienakmm konebnetcs ot 1:100 go 1:250
(1 0,5-1%) [3]. CooTHOLLIEHE 3a00NEBLLINX KEHLLIMH U My>K-
YUH cocTaBnset 2:1.

NcTopust n3ydeHnsa Bonpoca. Bo Il Beke fo H. 3. Araetaios
Kappadozien 1 Aurelian onvcanu xpoHnyeckyto fmapeto 1 crea-
Topelo y LeTel U XeHWMH 1 Ha3Banu 6onesnb «Morbus
coeliacus». B 1669 rogy Vincent Ketelaer ony6nmkosan onmca-
HMe acTo3HOro cTomaTtuTa (C JATCKOro SPruw) 1 Onncan, Yto
adTbl MOTYT OOHAPYKMBATHLCS HEMOCPEACTBEHHO B KMLLIEYHUIKE,
CTaHOBSCh MPUHMHOM TsXKenon Anapen (oTctofa bonesHs nosy-
Yina Ha3BaHWe HeTponnyeckas cnpy, uenmakms-cnpy). B1888 .
Samuel Gee (Bpay bapTonomeeBckoro rocnutans B JIoHAoHe)
[lan nepeoe AeTanbHoe OnucaHne Liennaknm: Taxxenas amapes,
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BblpaxkeHHas caboCTb, HECMOCOBHOCTb BbINMOMHATL NPUBbIYHbIE
Harpyskn. VIM oTMeYeHo, YTO B HEKOTOPbIX Crydasx abaomm-
HanbHaa CUMMOTOMATMKA MOXET VIMETb MeHblUee 3HaYeHue,
yCTynas MecTo BHEKMLLIEYHbBIM MPOSABAEHMUAM — KaXeKcUM 1 aHe-
MuK. OH yKa3blBan 0 BO3MOXHOCTW fiedeHust 3aboneBaHuns ane-
TOW, OCHOBaHHOW Ha OTOOPHbIX AaTCkMX mMuamsx [1]. B 1908 r.
Hertner n3gan KHUry ¢ nofpobHbIM OnrcaHUeM Uenvakmuu, rae
OMKMCHO, YTO BOSbHbIE 3HAYUTENBHO NyyLle NMepPeHOCHT XMpbI,
yem yrnesogpl. B 1920 r. Haas onybnukoBan pekoMmeHaaumm no
crneuvanbHon 6aHaHOBOW aveTe, MPUHOCUBLLEN 3HAYUTENbHOE
obneryeHve BonbHbIM Lenvakunenn. B 1950 r. Dicke — 3naku
COLlep>kaT B CBOEM COCTaBE TOKCMYHYIO (hpakLMIO — MIOTEH 1 ero
aJIKorosibpacTBOPUMYIO pakumio — rmviaauH [2]. JetanbHble
NCCrnefoBaHNa OOMbLLOMO KOMNYECTBA NHTECTVHANbHbIX Ouon-
1 ObInK npogenaHsl M. Marsh, KOTopbIv NpeanoXmn Knaccu-
drKaUMIo Pa3nmYHbIX TUMOB MOBPEXKAEHNS CIU3MCTOM 0DOSoY-
K npy uennakmm. OH Xe Aan nepByto TOYHYIO XapakTepUCTUKY
Pa3NUYHbIX TUMOB MNOBPEXAEHNS CIU3MUCTOM 0DOMNOYKM, UCMOMb-
3yemylo B HacTosiLLiee Bpems MOBCEMECTHO.

13BeCTHO, YTO BO3HWKHOBEHME Lienakuim 0bycroBeHo Here-
PEHOCMMOCTBIO OZIHOIO 3 KOMMOHEHTOB Oefka 31akoBbIX — Npo-
namMKHa. benku 3nakoB MMEIOT B CBOeM COCTaBe 4 pakLmn: anb-
OYMUHbI, TNOBYNVHBI, MPONMaMUHBI, FIIOTEHWHBI. [IBe nocnenHne
PpakLMM HOCAT Ha3BaHWe «IMIoTeH». B pa3nnyHbIX 3nakax npo-
JIAMWHbI UMEIOT Pa3nnyHble Ha3BaHWA: B MLUeHWUe — MMUaanHbl,
BO PXXM — CeKanuHbl, B AYMeHe — ropaenHbl, B OBCE — aBEHWHBbI.

BbloensioT HeCckonbKo KMHWYeCkX hopM 3aboneBaHus —
caMnTomaTtdeckas (TUnudHas v atunugHas) 1 acMnToMaTu-
yeckast (CKpbITast U laTeHTHast).

Ong Tmnny4HoM opMbl XapakTepHa MaHudecTaumsa Ha
1-2-M rofy Xu3Hu; ons geten 1-2-ro rona u3sHu vyepes 4-8
MecsALeB Nnocne BBeAeHNs MI0TeHa; XapakTepmsyercs nopa-
KEHMEM XEeNyO0o4HO-KMULLIEYHOrO TpakTa (XpoHuyeckas amna-
pes, aHopekcus, pBOTa, abgoMMHanbHble OONW, HU3KMe
BeCOBble MPUOABKM MM NMOTeps B BECE) 1 HEPBHOW CUCTEMBI
(3HUedanonatus). B TeveHWe 3HUedanonaTMn BblOENOT
[Ba TMNa — TOKCMYeckuin Tun (NposBNfeTcs MOBTOPHbLIMM
pBOTaMu, OOUIbHBLIM CTyNIOM, BONSAMU B XKMBOTE; NCUXOHEB-
PONOrMYeCKm — CUHAPOMOM arpeccin, pasapaxmTenbHOCT)
1 TMNO3HEPreTUYeCK TUM, A1 KOTOPOro TUMNYHbBI MblLLEY-
Hasi TMMNOTOHWS, CTOMKME FOfOBHble BONK, HapyLleHue CHa,
ABMEHMA ayTU3Ma.

ATnV4Has dopMa xapakTepHa Ons AeTel AOLWKOMbHOro m
LLIKONbHOrO BO3pacToB. Mpu To opme npeobrnaaatoT BHEKM-
LUeYHble MPOSBIIEHNS, KOTOPblE «MAaCKMPYOT» TUMW4YHbIe Mpo-
ABeHVs co cTopoHbl XXKT. K HYM OTHOCATCA OCTeorneHms /ocTeo-
Mopo3, MOBTOPHbIE MepenoMbl, BN B KOCTsX, 3afepskka pocTa,
3afepXKa MooBOro PasBUTUS, Decrnnoame, HeBbiHALLMBaHMe
OepemMeHHOCTW, PaHHUIA KINMMAKC, rMnonnasuns 3yobHom amanm,
obnbliceHue, xenesopeduumTHas aHemus, pedpakTepHas K
Tepanuu npenapatamu >xenesa, 3abonesaHuns neveHn 1 XBI,
repneTMdOopPMHbBIV AEPMATUT, aPTPUT, apTRANTUS, U3bsA3BNEHNS
MOMOCTV pTa, HeBposornyeckme npobnems! (nepudepndeckas
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HerponaTus, MUONaTs, aTakCus, Napecte3vin, TpUaMm), Ncuxma-
TpUHeckme OTKIIOHeHWs (TPeBOXHOCTb, Aenpeccus) [1, 4].

B ciyyae ckpbiton hopMbl KNMHWYECKE MPOSBNERWS OTCYT-
CTBYIOT, OHAKO Mpu 00Cef0BaHNM ONPefensoTcs NopaxeHe
CIIM3UCTON TOHKOW KMLLKM M NOMOXUTENbHbIE CEpOonoryyeckme
MapKepbl.

[Ina nateHTHOM hOpMbI XapakTepHO OTCYTCTBME KIMHMYECKIX
NPOSBAEHUN, UIM3MCTas TOHKOW KULLKM He NOpaXkeHa, 0fHaKo
reHeTU4eckme TeCTbl NONOXUTENbHbIE.

[lnarHocTvka Lenmakmm JOCTaToqHO ClOXKHa, T. K. NpakTude-
CKW He UMEETCS HW OHOrO CUMMTOMa, KOTOpPbIV Obl BCTpeYancs
y 100% 0GonbHbIX, a MPUCYTCTBYIOLLME CUMMTOMbI HEpPEeaKo
BbIpa>eHbl B Pa3HOW CTEMeHW, YTO BeEeT K MHOXEeCTBY AMarHo-
CTNYECKMX OLIMOOK.

B OuarHoctke Oonblioe 3HaveHWe MOMUMO  KIMHUKO-
aHaMHEeCTUYECKMX [aHHbIX WMMEIOT pe3ynbTaTbl NabopaTopHo-
VNHCTPYMEHTaNbHbIX MCCNefOoBaHMN.

JlabopaTopHoe obcrefoBaHVie HampaBieHo Ha BbiSBIEHME
MeTaboNM4eCcKMX CABUIOB, Pa3BUBLUMXCS B pe3ysibTaTe HapyLue-
HVIS KNLIEYHOTO BCacbiBaHWs (onpeaeneHme noTHOCTM KOCTHOM
TKaHW, deduumta Xenesa, LMHKa, YpoBHA BUTaMuHoB A, [, E,
obLuero 6enka, anbbymuHa). Ocobast posib MPUHAANEXNT Cepo-
nornyeckoMy mcanenoBanmio. OnpeaeneHne aHTUTeN K TKaHe-
BOW TpaHcrioTaMuHase (tTG) aBnseTcs BbICOKOCTeUMMUUHbIM
TECTOM ANs ANArHOCTVKM. YPOBEHb aHTUTEN B CbIBOPOTKE KOP-
penvpyet C HanMyMeM WAK C OTCYTCTBMEM [IOTeHa B MULLE.
AHTUTena knacca IgA obnagatot 95-100% YyBCTBUTENBHOCTHIO
1 90-97% cneumU4HOCTLIO B OTHOLLEHWUW Lenviakun 2, 3,5 .

MpY 3HOOCKONNYECKOM WNCCNefOoBaHNM BbISBASIOT CyDaTpo-
dUYeckUn yoaeHnT, 13MeHeHue penbeda CnmsmncTon, ones-
HOCTb CIIM3MCTON, XaOTUYHOCTb PACTONIOXEHNS CKITAaAoK, Yro-
LLieHMe BMJOTb 10 MX OTCYTCTBUS — «TMafKas TpyoKay.

[lvarHos Lenvaknm ycraHaBn1BatoT B COOTBETCTBUM C KNacCu-
dukaumen M. Marsh (1995), cornacHo KOTopol BblaensioT 4
TVMNa V3MEHEeHWA CIM3UCTON ODONOYKM TOHKOW KMLLKM Mpw
Lenuakum. | cragus — MHPUNbTPaTMBHas. BeipaxkeHHas nMmgo-
LMTapHas MHOUNbTPALMA SNUTENNS CIM3CTON, ee CTPYKTYPa
coxpaHeHa. Il ctagma — rvnepniacTnyeckas. XapakrepusyeTcs
cybTOTaNbHOM aTpodMen — BOPCMHKM He yTpayeHbl, OfHaKo
KPUNTbI 3HAYUTENbHO yBenuYeHsbl. |Il cragma — oecTpykTmBHas —
TOTarnbHas aTpodus BOPCUHOK C YMIOLLEEHUEM CIIV3UCTON 000-
noukm. Knaccnyeckas kaptvHa uenviakmu. [V ctagmsa — runonna-
CTrHecKasn nnu atpoduryeckas.

JledeHne Lienmaknm — 3TO MOXKM3HEHHas CTporas be3rnioTeHo-
Bas AveTa. Kak roBopsiT OonbHble, Lenmnakms — 310 He OonesHb,
3T0 — 06pa3 XM3HW. W3 nuTaHns CnedyeT UCKIoYaTh BCe 3Maku,
1 MPOAYKTbI, X COAepXXallme, KpOMe puca, rpedu, KyKypysbl.
Bblgensaior Ase rpynnbl NPOAYKTOB, KOTOpble comepxar T. H.
ABHbIN 1 CKPbITbIN FIOTEH. ABHbBIN IOTEH COQEPXUTCA B MPO-
LlyKTaX, COAEPXALLUMX POXb, MLUIEHMLY, suMeHb, oBec (xneb,
KOHAMTEPCKME N MaKaPOHHbIe 134eNnns, MaHHas, OBCAHas nep-
noBas Kpynbl, KOTNeTbI, 6rioAa B NaHMposke v T. M.). CKPbITbi
rMIOTeH COAEPXKaT BapeHble Konbackl, COCUCKM, NonydadbpukaTbl
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13 U3MENbYEHHOTO MsCa 1 PbiBbl, MACHBIE 1 PbIOHbIE KOHCEPBBI,
MHOre OBOLLHbIe U (DPYKTOBblE KOHCEPBbl B T. Y. TOMaTHble
NacTbl, KETYYMbl, MOPOXEHOe, MOrypTbl, Cbipbl, MaprapuHbl,
HeKoTOopble BMAbI YKCYCOB W CanaTHbIX COYCOB, MalOHe30B, Coe-
Bble COYCbl, KOHLIEHTPMPOBaHHbIE Cyx1e Cyrbl, OynbOHHbIe Kyou-
KM, HeKoTopble BUABI Hasi, Kodhe U Kakao — cMeck Afist ObICTporo
NPUrOTOBNEHNS, KYKYPY3Hble X0Mbf MNPV MCMOMb30BaHNN
SYMEHHOW MaToKW, UMUTaUMS MOPEnpoaykToB — kpabosble
Nanoykn 1 p., HEKOTOpbIE MULLEBbIE 4OOABKM, KpacUTeNN, KBaC
1 HEKOTOPbIE anKorofbHble HanuTky (Bofka, BUCKM, M1BO).

Mpw HecobrioaeHMN BGe3rMIOTEHOBO AMETbI Y BONbHBIX Lienu-
akven B 100—350 pa3 MoBbILLAETCA PUCK Pa3BUTUA raCTPOVHTe-
CTVMHANbHOW KapUMHOMBI MW IMMMOMBI, @ Takxke accoLMmpo-
BaHHbIX C Lenuakmern ayToMMyHHbIX 3abonesaHun [5, 6, 7].
K HVMM OTHOCSTCA — CaxapHbl AMabeT | Tina, ayTOMMMYHHbIN
Tpeonaut, GonesHb ALMCOHA, CUCTEMHas KpacHast BONYaHKa,
CKIIepPOAePMUA, MUACTEHWS, MAMOMNaTNYeCKas AMNATaLMOHHas
KapAvoMMonaTsa, anioneums, IOBEHUbHbI PEBMATOMOHbLIN
apTPUT,ayTOMMMYHHbIA TenaTuT, repneTMopMHbIM AEPMATHT,
NepBUYHbBIN BUNMAPHBIV LIMPPO3 NEYEHM, OMyXOn XXeny[o4Ho-
KMLLIEYHOrO TpaKTa, aTakCus C aHTUTeNaMm K knetkam MypkuiHe,
3nnnencunsa C KanbumbrKaTamm B rofIOBHOM MO3rYy.

MefVKaMeHTO3Has Tepanus HasHa4aeTcs MOCUMHAPOMHO B
33aBUCUMOCTI OT CTEMEHM BbIPAXKEHHOCTW KIIMHUYECKX NPOsiB-
neHun. Ocoboe BHUMaHVe yAenseTcs BbISBIEHNIO 1 KOPPEKLMM
MeTaboNMYecKX HapyLLIEHWUI, Pa3BMBLLMXCS BCIEACTBME Hapy-
LLIEHHOrO KMLLEYHOro BCacbiBaHMA. OHa BKIIOYAET: Ha3Ha4eHve
npenapaToB MaHKpeaTUdeckmx HepMeHTOB, KOPPEKUMIO Hapy-
LLIEHHOrO MMKpPOBVOLIeHO3a, 3aMeCTUTENbHYIO Tepanuio 6enko-
BbIMU Mpenapatamut (anbOyMuH, aMUHOKCTIOTbI), KOPPEKLIMIO
TUNOMMNKEMUM, TUNOKaNMeEMUK, TUNOMAarHUeMK, rUMNoKasb-
LUMEMUM, Ha3HaYeHMe NpenapaToB BUTaMuHa A 1 D, Koppekumio
JeduumTa LyHKa 1 ceneHa.

[MHammyeckoe HabnoAeHVe BKITlOYaeT B cebst HabnofeHve B
Cneunanv3npoBaHHOM yupexieHnn (racTpodHTepornor, ANeTo-
11Or), KOHCYNbTaLMIo B MECTHOM 0bLLiecTBe BOMbHBIX Lienaku-
€W, CKPMHWHI POACTBEHHMKOB NEPBOM NMHUM POACTBA, BbiSBe-
He AeULMTHBIX COCTOSIHMI (OnpeaeneHme NIoTHOCTA KOCTHOR
TKaHW, gepuumTa Xenesa, LMHKa, YPoBHs BUTaMuHOB A, [, E,
obuero 6ernka, anbbymrHa), MOHUTOPUHT 3a00NeBaHW, KOTO-
pble MoryT ObiTb CBSi3aHbI C LeNMakmer, eXerofHbii KOHTPOSb
IgAtTG.

MprBoaMM Cnydalt cobcTBeHHOro HabntoaeH s 6onbHOro ¢
Lenvakuen.

PebeHok. JTiobosb C., 2 T. 1 Mecsil, NocTynuna B oTAeneHve
paHHero Bo3pacta 'Y «<HOLKB» Bnepsble. V13 aHaMHe3a 13BecT-
HO, YTO pebeHOK OT nepBoKn OepeMeHHOCTW, MpoTeKaBLUen C
yrpo3ou npepbiBaHWsS B NepBOM TpuMecTpe. Podbl nepsble B
CPOK B FOIOBHOM MpefnexaHun. Macca Tena npv poxaeHnm
3050 r, gnvHa 51 oM, oueHka no wkane Anrap 9/10 Gannos.
[eBouyka Oblna npunosxeHa K rpyam B 1-e cyTku xun3Hu. Mepuriog,
HOBOPOXAEHHOCT NpoTekan 6e3 ocobeHHocTen. Ha 1-m MecsiLe
OTMeYan1cb MpPOSIBNEHWs NMWLLEBOM anneprin (Ha coHe mor-
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PeLUHOCTV B AneTe MaTepu). B Bo3pacTe 6 MecsLieB nepeHeca
OPBW. BakuyHaLmsa npoBoamnacs no kaneHgapio, 6e3 ocnox-
HeHWW. Ha rpyaHoM BckapmnmBaHuv Ao 3,5 MecsueB, nanee
NcKyccTBeHHoe — cmeck «<HAH TA», «®purcocon», «HecToxeH»
[o 1 ropa 8 MmecsueB, danee oT cMecu pebeHoK oTKasancs.
Mprkopmbl BBedeHbl € 5 MecaueB — Kallyi MPOMbILLNIEHHOro
Npov3BOACTBa (B T. Y. — MMIOTEHCOAEPXKALLME — OBCAHAS, MLLIEH-
Has, ¢ 1,5 netT — MaHHad), ¢ 6 MecaLeB — osoLLM, ¢ 10 Mecaues
— Msco (Kypuua, pbiba), ¢ 1roga — pskeHka Ao 500 M /cyTku.
C 1,5 neT npakTn4eckmn exxeqHEBHO — MakapoHbl, KalLW MIOTEH-
cofepxkalupe (oBCsHast, MaHHas), xneb.

C1romda 8 MecsaLeB oTMeYaeTcs CnabocTb, CHUXeHVe ABura-
TenbHOW akTMBHOCTK, € 1roda 11 MecaLeB cTana xoamTb TONbKO C
nooaepxkor. OTMeYeHO MOCTENEHHOE HapacTaHWe acTeHuu,
CHUXKeHWe anneTuTa. MoaBnnncL Xanobbl Ha Bonu B XMBOTE.
Becosble npvbaBku [0 1,5 NeT AocTaTodHbIe, Aanee — H13KMe, 3a
nocrnegHue 5 MecsueB notepsna 3 Kr. B TedeHWe nocnegHero
MecsLa CKIOHHOCTb K 3anopam Ao 4-5 aHen.

B KOHLe OKTAOPS NOSBMNCS KalleNb, HACMOPK, OAHOKPATHO
nogbem Temnepatypbl oo 37,7°C. 09.11.09 rocnutanusmpoBaHa
B LIPB, roe Haxoaunacb Ha neveHur ¢ amarHosom: OcTpbin
OpoHxuT; OCTPbI NEBOCTOPOHHMI OTUT; [epuHaTanbHas sHue-
hanonaTuis, actTeH4ecKMin CUHOPOM. B nedeHnn: aHTbakTepu-
anbHas (uedasonuH), cumnTomaTdeckast Tepanuvs. Ha doHe
NPOBOAMMOW Tepanuu CoCTosiHne pebeHka yyyLLnnocs, oaHa-
KO COXPaHSICb YMEPEHHO BbIPaXKeHHbIe NMPOSBEHUsS OPOHXN-
Ta, BblpaxkeHHas acteHus. 19.11.09 geBouka Obina HanpaeneHa B
KAOLL TY «HOOKB». OcmoTpeHa negmatpom, HeBposioroM. Mpu
oCMOTpe cocTosiHve pebeHka Taxenoe, Bsnas, KanpusHas.
CamocTosTenibHO He xofuT. CTOUT TOMbKO C MOAAEP>KKOW.
MoOKOXHO->KMPOBOW CIION PE3KO CHYKEH. Typrop MAarkmx Tka-
Hew cHXeH. KoHe4HoCTW xonodHble. KoxHble NMokpoBbl Onef -
Hble, Cyxuve, Nnerko cobmpatoTcs B CKNaZKy; OTMeYaeTcs nacTo3-
HOCTb CTOM, KUCTer. B poTOrnoTke pbIXSI0CTb, rinepemus, 6e3
HaneToB. [lbIXaHWe XeCTkoe, MPOBOAHbIe Xpunbl, Y[, 26 B MUHY-
Ty. OBrnacTb cepala He M3mMeHeHa. MpaHuLbl cepaLa He pactim-
peHbl. TOHbI CEpALA PUTMUYHBIE, MPUMTYLLIEHbI, CUCTONMHECKN
LLYM Ha BepXyLLKe 1 Mo nesoMmy Kpato rpyamHbl, HCC 120 B MUHY-
Ty. KVBOT yBeNMYeH, NOAB3AYT, LOCTyneH rnybokon nanbna-
umm. MeveHb +3,0 M, cenesenka +1,0 cm. Moumtca csobogHo,
CTyn nNnoTHbIA. Bec 10 900 r, pocT 86 cm.

[NpoBeneHo MHCTPYMeHTanbHoe obcriefioBaHme. Ha peHTreHo-
rpamme rpyOHOM KneTku ©e3 matonornyeckix MaMeHeHun. Ha
KT = cnHycosad Taxukapaus, YCC 146 B MUHYTY, HOpMOrpam-
Ma, yMepeHHOe CHMXXeHe amnanTyasl QRS BO BCcex OTBEAEHMSX,
BbIpaXKeHHble HapyLLeHVS MPOLLECCOB penonsapmsaumm. Ha 3xo-Kr
— NPW3HaKM YMEPEHHOTO BbINOTHOIO NepukapamTa (0o 6—8 M),
Aunataumm nonocTu NeBoro Xenyaoyka. Y3V opraHoB BHyTpeH-
HUX OPraHOB — MPU3HAKM YMEpPEeHHOW renatoMeranmu, rmnoTo-
HWW XXENYHOTO Ny3bIpst, ANCMETaboNNYeckor HedponaTin.

[na nanbHenwero obcnefoBaHNa U NeYeHUs rocnmnTanmam-
poBaHa B OTAeNeHWe paHHero BO3pacta C AMarHO30M:
[OnnataumoHHas kapamonatua?  BbinoTHOM  nepurkapamT?
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XpoHMYyeckoe PacCTPoOMCTBO MUTaHMS MO TNy rMNoTPOdUm
| cteneHn. OcTpbi OpoHXUT. LiepebpoacTeHnyeckiin CUHAPOM.

MNpoBeneHo obcreaoBaHvie. B obliem aHanm3e KpoBwU —
HOPMOXPOMHas aHeMUS JIETKOW CTeneHu TaxecTn. B Broxu-
MUYECKOM aHanmse KpoBU — ruUnonpoTenHemMmns (59,2 r/n),
rvnoanbbymuHemus (33,3 r/n). Pe3ko MOBbILLEH YPOBEHb
aHTUTen K rmunagmHy fo 494 ME/mn (N - po 20 ME/mn).
AHTUTENa Kknacca IgG, IgM K untomeranosmpycy, MMUKONMIas-
MaMm, Tokconnasmam, xnamugusam, B3b. Mo gaHHbIM Konpo-
CKOMUK BbISIBNIEHbI MPU3HAKM HapyLUeHUA nepeBapyiBaHUA 1
BCacbiBaHUs. Ha D3I — Bo3pacTHble M3MEHeHNs B1O3NeKTpu-
4eCkoW aKTMBHOCTW MO3ra, NapoKCM3ManbHOM akTUBHOCTW He
pernctpupyetcs. Mo gaHHbIM DMl — Npr3HaKkK akcoHonaTUm
ManobepLoBbIX HEPBOB.

[leBO4Ka KOHCYNbTUPOBaHa HEBPOIIOTOM, YCTaHOBSIEH BbIpa-
KEeHHbIV LIepebpoacTeHNYeCKUn CUHAPOM, CUHIOPOM MblLLiey-
HOW rMNOTOHMK. HerponaTus ManobepLIOBbIX HEPBOB.

Ha ®rAC BbisBNeH NMOBEPXHOCTHbIV racTpOAyOOEHUT, yMe-
PEHHO BbIpaXXeHHbIN. BbinoniHeHa G1oncus cimsncTon obosod-
K TOLLEeWM KMLLKM. 10 AaHHBIM MMCTONOMMYeCKoro MccieoBanHys
B Npefenax NcaienyeMoro Matepmana Cin3ncras ToLwem KLWKK
C Pe3K1M HapyLLeHMEM TMCTOaPXMUTEKTOHMKM 3a CHET aTpodum
BOPCWH 1 yrnybnexns kpunt (cooTHolueHve 1:4-0:4, npu Hopme
4:1), YacTnyHas yTpaTa LUETOYHOM KaeMKM SHTepoUmTaMm
MOBEPXHOCTHOTO 3nuTenua. MexanutennanbHbIX MMMEOLTOB
00 40-45 B n/3perHuva npu ysenndeHun B 40 Ha 100 sHTEpOLN-
TOB. CHUXXEHO KonnyecTBo BokanoBMAHbIX KeTok. CoOcTBeHHas
NNacTMHKa CIM3MCTON 0BONOYKIM UCTOHYEHa, C YMEPEHHO Bbipa-
SKEHHOW NMMMbONNAa3MOoLMTAPHON MHMUNbTPaLIMeN (MnasmoLm-
TOB 75%, niuMcboLmtos 20%) C NpUMEChIO eOMHNYHbIX 303UHO-
hrnoBs, ¢ PopMUPOBaHMEM NIMMMDOVAHBIX arperaTos.

Taknm 0bpa3oMm, Ha OCHOBaHWUM MpoBeAeHHOro 00CenoBa-
HWS BbICTABIEH OKOHYaTENbHbIV AMArHO3 «Lenvakmsa TUnu4Has,
TAXenoe TedeHre, asa MaHudecTaumm». V13 conyTcrBytoLLen
natonormn — BTopuyHas Kapauonatus. BbipaxkeHHbIN Lepe-
OpoacTeHNYeckmnA CUHAPOM, CUHOPOM MbILLEYHOW TUMOTOHWN,
Ha pe3nayanbHO-opraHudeckoM oHe. HelponaTis manobep-
LIOBbIX HEPBOB. XPOHWHYECKOe PacCTPOMNCTBO MUTAHMA MO TUMy
rMnoTpodun 1-11 cTeneHn, NoCTHaTanbHoe, CMEeLLaHHOO reHesa,
NeproL, NPOrpeccpoBaHms. AHEMIS NErKOW CTENEHN TAXEeCTH,
HOPMOXPOMHas, CMeLLiaHHOro reHesa. OcTpbIn GpoHxMT. Manas
aHoMarnvs pa3BUTUS cepaLa: AMaroHanbHas Tpabekyna nonoctu
NIeBOro XenyaoyKa.

HasHadyeHo nedveHue. Crporas
MHy3moHHas Tepanus (rioko30-CofeBble pacTBOpbI) C NocTe-
MEHHOM OTMeHOM Ha (oHe yBeNnyeHUs obbema MUTaHus.
@epmeHTbl  (Kpeow 25000 E[/cytkmn), OGuonpenapatsi
(Budndopm), MmMyHoMoaynaTopbl (KundepoH), mMetabonu-

arniTeHoBad AueTa.
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veckas Tepanus (Inbkap), HMBC (Ouknoderak 0,5 mr/kr/
CYTKN — KOPOTKMM KYPCOM), fieHeHe HeBPOOrMYECKOM NaTosio-
mu.

Ha oHe npoBoAyiMon Tepanuu COCTOAHME AEBOYKMN 3HAYM-
TENbHO YAYHWMWNOCh, MPW BbINUCKE YLOBNETBOPUTENBEHOE,
aKTMBHA, KOHTaKTHa, CAaMOCTOATENIbHO XOAMT. ANNETUT He Hapy-
LUeH, NuTaHve ycBamBaeT. KoxHble MoKpoBbl GneaHoBaTble,
YyunCTble. B 3eBe CNOKOMHO. [bIxaHue B Nerkmx nyspunbHoe, Xpu-
noB HeT. TOHbl CepALa PUTMUYHbIE, OTHYET/IVIBbIE, CUCTONMYe-
CKU WyMm. XXMBOT yBenmyeH B obbeme, Msrkmii, 6e30onesHeH-
HbIn. MeveHb +2,0 cm, ceneseHka He yBennyeHa. MovunTcs cBo-
OopHo. CTyn perynspHbin, Kaluuuen, ©e3 naTonormyeckmx
BK/lodeHun. Bec 12 280 r (BecoBast NpribaBka 3a nepuop, rocnu-
Tanvizaumm 1 mecaw, — 1380 ).

Mo AaHHbIM AMHaMUYeckoro obcnenoBaHus Ha IxoKI npu-
3HaKM AmaroHanbHow Tpabekynbl nonoctv JIK, cBobogHom
XUAKOCTW B MONOCTU Mepuikapha Het. Mo pesynbtatam SMI
NPOBOAVIMOCTb MO HEPBAM HVIKHMX KOHEYHOCTEN HOPMasv30-
Banach.

BbinmcaHa ¢ pekomMeHzauMsaMm cobnoeHms CTPOron armioTe-
HoBOW AMeTbI. MpogomkmTb NpreM epMeHTOB NOA, KOHTPONeEM
KOMpPOCKOMUK, Kypcbl Oronpenapatos, BUTaMMUHOB. KOHTposb
Y3W opraHos OpiotuHown nonoctn, IXO-KI B AMHaMuKe Yepe3
3 Mecsaua.

Takum obpasom, y Bpaden pasnnyHbIX CrelyansHocTen
LLOMKHa ObITb HACTOPOXXEHHOCTb B OTHOLLUEHUN Liennakmm, Tak
KaK OHa HepeKo MOXET NpoTeKaTh Mo Mackom Apyriix 3abone-
BaHWW, KOrla BHEKMLLIEYHas CUMMITOMATMKa BbIXOAMT Ha NepBoe
MecTo. PaHHSIS AMarHOCTMKa 1 CBOEBPEMEHHO Ha4aToe feveHrie
MO3BOSIUT CH3UTb PUCK Pa3BUTUA aCCOLMMPOBAHHbIX C Liefna-
KMen ayTOMMMYHHBIX 3a00NeBaHMI 1 yNyHLWUTb Ka4eCTBO KM3HM
NaLMEHTOB C AaHHOW NaTonorven.
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