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1. OnpepgeneHue

Llennakus
OHTeponaTusi, nopaxarowas TOHKAA KULWEYHUK Yy FeHeTUYeCKU NpPeapacrnosioKeHHbIX AeTen u
B3POCTbIX, MPOSABASIOLANACS Npu ynoTpebneHm nuwm, CoaepKaLlen rmoTeH.
M3BecTHa Takke nop HasBaHMEM OpoLWHAsA Crpy, MTEH-YYBCTBUTENbHAA 3HTeponaTust Unu
HeTponu4yeckas cnpy.
MioTeH:
Mpynna ©6enkoB MNWeEHUUbI, PXU U AYMEHS, KOTOpble NPWU 3arnekaHun TecTa M3 3TUX 3Makos,
npugatT emy Heobxoaumble xnebonekapHblie CBOMNCTBA.
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%}7 KnioueBLle noHATUA

KniouyeBble NOHATUA ANA 3anOMUHaHUA

e PacnpocTpaHeHHOCTb Uenuakum cpean 340pOoBOro HaceneHust BapbupyeT NpUMEpPHO C
yacTtoTtorn oamH Ha 100 - ogmH Ha 300 B GONbLUMHCTBE PaNOHOB MUpa.

e Y OOMnblWMHCTBA MALMEHTOB C LenMaknen UMerTCs MUHMMarbHble CUMNTOMbI UIK
6onesHb NnpoTekaeT aTUNNYHO.

e [lna TOro, 4tobbl YCTaHOBWUTbL AMarHO3 UenmakuuM, HeobxoaMmo uMeTb creayoLime
AaHHble:

- XapakTepuUCTUKy rMcTonaToriormyecknx M3MEHEHUN KuwevHom Guoncuu;
- KnuHnyeckoe ynydweHne B 0TBET Ha CBOOOAHYIO OT rMoTeHa AneTy.

e Ceponorunyeckune TeCTbl UrPaOT POsSb B NOATBEPXKAEHUN ANarHo3a Lenuakmm

o  CKPUHUMHI NnL, OTHOCALLMXCS K rpyrnne pucka U He OTHOCSLLMXCA K rpynne pucka
- WpeHTudmkaumsa naymeHToB, KOTOpbIM HE0H6X0AMMO NPOBECTM BMONCUIO;

- BoisBNeHve nauneHToB C NOBbILEHHBIM PUCKOM 3aboneBaHus Lenvaknen.

e [laumeHTbl C uenuaknen He OOSMKHbI yNoTpebnaTb NWeHnLy, POXb NN SYMEHb

e [launeHTbl 06bIMHO AOMKHBI CTPOro NPUAEPKMBATLCA HE coaep)Kallen rniTeHa AneTbl
BCHO OCTaBLUYOCH KU3Hb.

e Y NauMeHTOB C aKTUBHOW (KITMHMYECKN BbIPaXXEHHOW) Liennaknem MMeeTcsl NOBbILLEHHbIN
pUCK CMepTM B CcpaBHeHUM ¢ obwen nonynaumen Hacenewus. OpgHako, 3TOT
NOBbILLEHHbIA PUCK CMEPTENBbHOrO MCcxoaa BO3BpaLLaeTcs K 06blMHOMY nocne Tpex-naTu
neT cTpororo cobnogeHus 6e3rnoTeHOBON ONEThI.

e Y B3pocnbix uenuakusa (L) anarHoctupyetcst B cpegHeM nodxe, dem vepes 10 net
nocne NosiBNEHNsi NePBbIX CUMNTOMOB 60ne3Hu.

e He cooTBeTCTByeT [AEWCTBUTENbHOCTU YTBEpPXOEHWEe O TOM, 4YTO 3ToMm 6onesHu
NoABEPXKEHbl TONbKO eBponeonapl.

e OBeC MOXHO ynoTpebnsaTb B NULLY, HO TOMIbKO B O4E€Hb OYULLIEHHOM BuAe; U HebornbLuas
noarpynna 6onbHbIX Lenuakven (MmeHee 5%) He JormkHa ynoTpebnsTh 1 ero B nuLly.

o [lpnemnemon a9BnseTCA AneTa Ha OCHOBE KYKypy3bl U puca.

e PoacTBEHHMKN NepBOM CTEMNEHU POACTBA N B MEHbLUEW CTEMEHN POLCTBEHHMKM BTOPOM
CcTeneHn poacTea MMET NOBbILEHHbIN pUCK L.

<3 Anuaemuonorus
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BBeaeHue B KntoYyeBble NOHATUA

Ewe He Tak gaBHO cumTanocsk, 4To Ll aBnsetca peakum 3aboneBaHMeM M YTO OHa BO3HMKAET
TONbKO y €BpOoneounaos, rmaBHbiM 06pa3oM y AeTen, C TUNMYHBIM NPOSIBNIEHNEM B Buae notepu
Beca u guapeun. Cenyac Mbl 3HaeM, 4YTO 3TO HE COOTBETCTBYET UCTUHE.

Ll pacnpoctpaHeHa Bo Bcem mupe ¢ Yactotom oT 1:100 go 1:300.

OTHOLLEHNE XEHLLUMH K My>XYnHaMm coctaBnseT 2:1.

Ll yacTto Bo3HMKaeT 6e3 racTpOMHTECTUHANBbHbBIX CUMMTOMOB.

HeT cyLlecTBEHHON pa3HuLbl B OTHOLIEHUM KaK MNALUEHTOB C KITMHUYECKUMWN MPOSBIEHUAMMU,
Tak U NauneHToB C OTCYTCTBMEM pUCKa BO BCEX CTpaHax W reorpaduyecknx pamoHax, B
KOTOpbIX 6bINV NPOBEAEHbI ANMAEMNONOrMYeckue NCCneaoBaHus.

Onugemunonorns Ll umeeT xapaktepucTuku amcbepra - mmeetca ropasgo 6onblle He
AVAarHOCTMPOBAHHBIX CryyYaeB (HWKe BaTepnvHUKM), YeM AOMarHOCTUPOBAHHbIX Cry4vaeB
6onesHu (Bbille BaTEPNNHUN).

Puck L} ropa3go Bblle y poACTBEHHUKOB nepBon cteneHn poactsa (noutn 10%) n Huxe y
pPOACTBEHHUKOB BTOPOM CTENEHN POACTBA, YTO HabnoagaeTcs y nogen ¢ guabeTom n gpyrumm
ayTOMMMYHHbIMKU 3a6oneBaHusaMK, 6onesHbio [lJayHa 1 HEKOTOPbIMU APYrMMU aHanormyHbIMu
6onesHamun (cMm. 5.7).



o  ®depTUnbHOCTL y BOMbHbLIX L] 3aTparmBaeTcs B MEHbLUEN CTEMEHMN.

o bepemeHHOCTb MOXET sBUTbCA HebnaronpuAaTHbIM OBCTOATENLCTBOM Y MAUMEHTOK C He
AnarHocTmpoBaHHown LI, ocobeHHo, ecnn cMMnTOMbl 3a60neBaHNsa NOSBUNUCH PaHbLLE.

e Tspkenasd KnNuHM4Yeckast kapTuHa L| moxeT pasBuTbCAd B TevyeHMe OepemMeHHOCTM unn B
nocriepogoBom nepuoge noutn y 17% naumeHToK.

3.1 PacnpocTpaHeHHOCTb Lennakum

PacnpocTtpaHeHHOCTb L - 3TO konn4yecTBo cnyyaeB 3abonesaHnin, KOTOpPbIE UMEKTCS Y
HaceneHusi B 4aHHbIN Nepuos BpeMEHN, OHO OOUHAKOBO B pasHbIX permoHax mupa. He
YyCTaHOBJIEH XapaKTep pocTa HOBbIX CriydaeB L - nokanbHbI unu rnobanbHbIN, BbIABNEHHbIX 3a
onpeaeneHHbI Nepuoa B onpeaeneHHon rpynne HaceneHus.

Bce akcnepTbl cornacHbl Ha ncnonb3oBaHne obpasa ancbepra B OTHOLWEHUN Li:
pacnpocTpaHeHHOCTb 3aboneBaHus oTpaxaeT obwui pasmep ancbepra, B TO BpeMS Kak
obnacTb HWXe BaTepPNNHUKN NpeacTaBnseT obLiee KONM4YecTBO HE ANarHOCTUPOBAHHbIX
cnyyaeB Ll y gaHHOW rpynnbl HaceneHnsi B onpeaernexHbin nepuogd Bpemenn. Obnactb Hag,
BaTEpIIMHNEN - BEpPXYyLLUKa ancbepra npeactaBnsaeT KONMYECTBO KIMHUYECKN
AVAarHOCTMPOBAHHbLIX CrlydaeB 3aboneBaHus.

Ancbepr

PucyHok 1. Alicbepe yenuakuu.

B 1991 rogy R. Logan ony6nukoBan coto ngeto avicbepra uenvakmn. B EBpone Ha kaxabiv
cnyyanm guarHoctukm L, npoBegeHHOM Ha OCHOBAHUM KITMHMYECKOTO NO403PEHUS, MMEEeTCs
MHOrO Crny4aeB , KOTOpble OCTAalTCHA HE ANAarHOCTUPOBAHHBLIMUN U3-3a TOr0, YTO OHU NpOoTEeKanu
naTeHTHo, 6ecCMMNTOMHO UIK XXe BCcneacTBue anarHoctnyeckon ownokm. OTHoleHne
ANarHOCTMPOBAaHHbIX K He AnarHOCTUpOBaHHbLIM criydasm LI B EBpone HaxoanTcsa Ha ypoBHE OT
1:5 pno 1:13.

KntoueBoe uccnegosanue 2003 roga Fasano ¢ coaBTopamu nokasbiBaeT, YTO
pacnpocTpaHeHHOCTb L BbirmaguT crnegyowmm o6pasom:

I'pynna pucka - poACTBEHHUKH IEPBOH CTENEHU POJICTBA 1:10

I'pynna pucka - poACTBEHHUKH BTOPOIl CTEEHH POJICTBA 1:39



I'pynna pucka - nanueHTsl ¢ CAMITOMaMH 1:56

T'pynmsl BHE prcka 1:133

B HacToswee Bpemsi cuntaeTcs, 4To obwuin pa3mep ancbepra 6onee nnu meHee oanHaKoB
no BCEMY MUPY, XOTH "BaTepnMHMS" MOXET ObITb PA3fIMYHON OT KOHTUHEHTA K KOHTUHEHTY.

B Eepone u B CLLUA, Hanpumep, pacnpocTpaHeHue L] ognHakoBo cpean 300poBOro
HaceneHust 1 B rpynne pucka, Ho ancbepr nposiensieT B CLUA 6onbLuyto "notonnsemocTb"-
3[eCb OMarHOCTUPYOTCA MeHbLLE cryvaB 3abonesaHus, yem B EBpone. Llenvakus naet Hora
B HOry c pacnpocTpaHeHnem DQ2 1 B MeHbLUen cTenenn ¢ DQS.

OHa Takxe accouunmnpyetca C O6LIJVIprIM HacneacTtBeHHbIM rannoTnnom, BKNKO4YakLWLmMM Kiaccebl
I n Il HLA (A, B, DR, DQ).

9710 HeobxoauMble, HO He AOCTaTouHble YCnoBust ans passutus L.

Hanunuue rnioteHa aBnsieTca KNioYeBbIM (baKTOpOM - He ObiBaeT Luennakmm 0e3 rnoTeHa.

Y HaceneHusi, KoTopoe He umeeT DQ2- Hanpumep, Y KUTanueB Unn SAMOHLEB - HUKOTAa He
BO3HMKaET NpearnonoXeHnst 0 BO3MOXHOCTU pasBUTUSI LLleNaknK, 3a UckrntodeHnem nuu ¢ DQS8.
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. MNaToreHes, ectecTBeHHas ncropusa, conyrtcreyrouine COCToAHUA

4.1 lNaToreHe3 1 reHeTU4YeCKasa NpeapacnonoXeHHOCTb.

Cuutaetcs, uTo L - Takke obo3HaYaemas Kak KuweyHas crpy, rmoTeH-4yBCTBUTENbHANA
SHTEponaTmsi N HETPOMNUYECKas Cnpy, BO3HUKAET BCNeACTBUE akTUBALIMM KaK KneTovHoro (T-
KneTka), Tak 1 rymoparnbHoro (B-knetka) MMMyHHOro oTBeTa B OTBET Ha NPUCYTCTBUE MMIOTEHOB
(MponamMuHbl 1 FAOTEHUHBI) NWEHULbI, PXU U SYMEHS U (peaKo) OBCa y reHeTUYeCKu
NpeapacnonoXeHHbIX Nuu. MeHeTnyeckasa npeapacnonoXeHHOCTb NpeanonaraeTcs B CBA3N C
BbICOKOW KOHKOPAAHTHOCTbIO MeXAy MOHO3UrOTHbIMKU 6nunaHeuamm o 70% v accoumnaumnen ¢
onpegeneHHbIM TMNom Il YenoBeyeckux nenkountapHblx aHtureHos (HLA). HLA-DQ2
BbisiBrisieTcs nodutn y 95% naumeHToB ¢ L, B TO Bpems, kak ocTarnbHble naumeHTbl umetoT HLA-
DQS8.

Okenpeccusa atux HLA-DQ2 nnn HLA-DQS8 monekyn ssnsieTca HeobxogmMMbiM, HO He
AOCTaTOYHbIM YCITOBUEM pa3BUTUS 3aboneBaHus.

PeaynbTaThl uccnenoBaHus 6paTtbeB 1 cectep (pyck peuungmea uenvakum coctasnsaet 10%) un
NMOEHTUYHbIX 6rM3HeLoB noaTBepXKaaeT, YTo reHbl HLA sBnatoTcs HeobxogumbeiMu ans
pa3BuTnsa 60nesHn, HO He e4MHCTBEHHLIMU reHaMn, KOTopble HeobXoaUMbI A4S TOro, YToObI
6onesHb Morna NposiBUTLCS. YCcTaHoBMEHO, YTo HLA reHbl onpegenstoT npumepHo 1/3
reHeTU4eCKoM BapmMaHTHOCTM 3abonesaHus.

Puck eeHemuyeckol rpedpacronoxeHHocmu (HernodmeepxoeHHbIU)

OO0u1as nomysnus 1%
[Tpucyrcreue DO2 i DQ8 2-3%
PoncrBenHuky nepBoii cTenenu poacTsa, HeussecTHast HLA 10-15%

PoncrBennuku nepsoii crenenu poxacrsa, uMeromue DQ2 wm DQS8 20-30%



Hanuune aytoaHTUTEN K COEANHUTENBHO-TKAHHBIM 3fIEMEHTaM, OKpY>KatoLLMM rnagkue
MblILLLbI, N3BECTHBLIM Kak 3HAOMU3NYM, ABNSETCA BbICOKO cneundunyHbiM ans L. Llenbto Taknx
aHTUTEeN, KaK Tenepb CTano U3BeCTHO, AOMKEH ObITb TKAHEBOW 3H3UM TpaHCrnioTaMMHasa
(TTT). 3TOT 3H3UM MOXKET UrpaTh MMaBHYO Porb B naToreHese LI nytem geamnampoBaHus
rmvaguHa, NpuBOASLLEro K BblpaXXeHHOMY nponngepaTMBHOMY OTBETY rMmnaguH-
cneumdunyecknx T-KNeTok, KOTopble BOBEKAOTCA B BOCNAaneHne Crn3ncTon 1 ganbHenwen
akTuBauuun B-kneTok y nauuneHToB, nmetownx HLA-DQ2 munn -DQ8.

4.2. EctecTBeHHas uctopus

EcTtectBeHHasa nctopust knuHmnyeckn 6eccumntomHomn L| octaeTca HessicHOM; HeobxoanMbl
AanbHenwmve nccnegoBaHns aAns Toro, YTodbl ynyylwmnTb Hawe NoOHUMaHne eCTeCTBEHHON
NCTOPUKN NALUMEHTOB C acMMNTOMaTU4HOWN L.

BOMbLUMHCTBO HALUMX COBPEMEHHbIX 3HAaHUKA OTHOCUTCS K ECTECTBEHHOM NCTOPUN U
KNMUHUYECKOWN KapTUHE KIMHUYECKUX NPOosiBreHnn L y AnarHOCTMpPOBaHHbIX NauneHToB (Y
OOMbLUMHCTBA U3 KOTOPLIX MMEETCS HAbOoP TSHKENbIX KIMMHUYECKUX CUMITOMOB, XapaKTepPHbIX
Aans 3aboneeaHus ).

B Tex cnyyvasx, korga L, octaeTcsa Hepacno3HaHHOW, yBENTMYMBAETCH PUCK BO3HUKHOBEHUS
OnacHbIX A5 XKU3HU OCNOXHEHWI, KOTOpble TPYOHbI AN fIeYeHuns], - Hanpuvep,
WHTECTUHANBbHOWN NUMMOMBbI.

Tabn 1 Ecnu L ocmaemcsi Hepacrio3HaHHOU

Pak ( mpeBbimaet cootHomenue 1.3 : 1.0 ) ( uckITO9as KOJOPEKTAIBHBIA PaK)
3nokadecTBeHHBIE TMM(OMBI

O1myXo0Jb TOHKOTO KHIIEYHHKA

Porornorounsle omyxomn

AneHOKapIMHOMA TOJICTOW KUIIKU

Heobwsicanmas 6ecrimogaocts (12%)

OcTeonopo3 (TMOBBIMIEHHBIH PUCK IS TAUEHTOB C KIACCHIECKIMH CHUMITTOMAMH)
3aMenIeHHBII POCT

AyTOMMMYHHBIE 3a00JIeBaHUS

4.3. CoyeTaHHble COCTOAHMUA
4.3.1. 3nokayecTBeHHble 3aboneBaHuA

3nokavecTBeHHble 3a00neBaHMs Yalle BO3HMKaOT Y NaLMEHTOB C HaNM4MeM ASIMTenbHO
TEeKyLL e HenevYeHHoM krnaccudeckon L. AgeHkapumMHoMa TOHKOW KULLKK, NUWeBoAa unm opo-
drapuHreanbHasa NNOCKOKNETOUHAsA KapLMHOMa N HEXOOKKMHCKas MMM OMa BO3HUKAIOT Y
nauuneHToB ¢ Ll yawye, yem y 300p0oBbIX KOHTPOSbHbLIX MHANBMAYYMOB. CunTtaeTcs, 4to
0e3rnTeHoBas gMeTa 3aWmLaeT OT pa3BUTUS 3M10KaYECTBEHHbIX 3ab0neBaHui, XOTs 3TO U
He OTHOCMUTCS K pa3BUTUIO 3aBUCALLNX OT SHTeponaTuUK T-KMeTOYHbIX IMMEOM Y NaLMeHTOB C
uenvakuen, AMarHoCTMpOBaHHbLIX B Bo3pacTe ctaplle 50 ner.

4.3.2. OcTeonopo3s



MpoBeneHune uccnenoBaHns NIOTHOCTY MUHEPANoB KOCTU peKoMeHAyeTCsl B criyyae
yCTaHOBNeHWs anarHo3sa L, Tak Kak CHUXKeHUe NoTHOCTU KOCTM XapaKTepHO Kak Ans B3pOCHbiX,
Tak u ans aetei ¢ Ll. CHUKeHMe NNOTHOCTU KOCTM BbIpaXeHO B 6OMbLUEN CTENEHMN Y
CMMMNTOMATUYHbIX NALMEHTOB, YEM B Cryyasix 6ECCUMNTOMHOrO Te4eHUs 3a6oneBaHuns u
COMNpOBOXAAeTCs NOBbILLIEHHbIM PUCKOM 06pa3oBaHMs NepenomoB. MNNoTHOCTbL MMHeparoB
KOCTM NOBbILLIAETCA nocne ynotpebneHns 6e3rnioTeHOBOM ANETLI, OOHAKO, MOXET He
BEPHYTbLCS K HOpMarbHOMY YPOBHIO.

4.3.3. DepTUNbLHOCTb

Ll MoxeT npnBoAUTL K 3agepKKe MEHCTpyauuin, NpexaeBpeMeHHON MeHonay3e, ameHopee,
NOBTOPSAOLWMMCS abopTam 1 CHWXKEHMIO epTunbHocTu. MiccnegoBaHmsa coobLiatoT Kak o
6ecnnogHOCTN y OTAENbHbIX NAUUEHTOK, a TaKkke 1 0 HOpMarbHOM Yucre 6epeMeHHocTen n
KonuyecTBe AeTen y Apyrux naumeHTok. JanbHenwmne ncenegosaHms Heobxoanmel ans
YTOYHEHMSA 3TON NpobnemMbl.

CoobLiaeTcs Takke, YTO AeTU Y NaUMEHTOoB ¢ L| nmenu npu poxxaeHun HU3kuii Bec,
YBENMYEHHYI0 NepuHaTanbHy CMEPTHOCTb Y YKOPOYEHHbIV Nepuog NUTaHus rpyabto.
CobntofeHve 6e3rnioTeHOBON ANETbl CONPOBOXAAETCA BO3BPaLLEHNEeM K HOpMasibHOM
cUTyauuu.

L| KnnHUYeckn BnepBble MOXKET NPOSIBUTLCA BO BpeMsi 6epeMeHHOCTU U B NocnepoaoBoM
nepwoae. He guarHoctupoBaHHas Ll MoxeT ObiTb BbisiBrieHa y 6eCnnofHbIX XKEeHLUMH npu
NpoBeAEHUN CKPUHMHIA No noeoay 3aboneBaHusi, ogHako, 06 3TOM roBOpPUTCS He BO BCEX
nccrnegoBaHusX.

Becnnogne y My>kunH Takke MOXET ObiTb 06ycnosneHo L. bonee Toro, y My>X4uH ¢ 3TUM
3aboneBaHneM Takke UMeeTcs TEHAEHUNSA K TOMY, YTO UX OETU POXAATCA HEJOHOLLIEHHBIMA 1
nmetoT 6onee HN3KMIA BEC Tena npu poXgeHUM no CPaBHEHUIO C AETbMN OT 340POBbIX
poaunTenen.

4.3.4. AyTOMMMYHHbIe 3a6oneBaHusA

[lo HacTosILLEero BpEMEHN OCTaeTCHA HEACHbIM, ABRsieTcs nu LI BocnanuTenbHbIM
pPacCTPONCTBOM CO BTOPUYHBIMM @ayTOMMMYHHBIMW PeaKLMAMN UIK XKe OHa NpeacTaBnseT
co60 NepPBUYHY ayTOMMMYHHYH 60Ne3Hb, MHOYLMPOBAHHYK U3BECTHBIMU hbakTopamu.
AyTOMMMYHHbIE HapyLLEHNsI BO3HMKAIOT B AECATb pa3 valle Y B3pOCSbIX NaumMeHToB ¢ L, yem
B obLLen nonynsauuu.

OTW pacCcTpoMCTBa BKIOYAIOT:
MHcynuH-3aBnCUMBIN caxapHbin guabeTt 1 Tuna
lNaTtonormnio WUTOBUOHON Kernesbl
CwvHapowm WerpeHa
BonesHb AgancoHa
AYTOMMMYHHYIO NaTOMNOMMI0 NevYeHn
Kapguomuonatuio
HeBponornyeckue paccTponcTea

B Tom cnyvae, ecnu y naumeHTa uMeeTca ayTouMMyHHoe 3abonesaHue 1 L, To L} yacto
npotekaeT 6€CCMMNTOMHO 1 U3-3a 3TOM0 ayTOMMMYHHOE 3aboneBaHne 00bI4HO ONArHOCTUPYIOT
nepBbIM.

4.3.5. TepneTndopMHbLIN AepMaTuT

FepneTndOpMHbIE AepMaTUTbI pacCMaTPUBAIOTCS KaK KOXHbIE NPOSIBIEHUS TMHOTEHOBOM
YyBCTBUTENbHOCTU Y NauueHToB ¢ L.



"epneTnopMHbIE AepMaTUTbl PACCMaTPUBAKOTCH KaK KOXHbIE NPOSBIIEHNS MIOTEHOBOM
YYBCTBUTENLHOCTM Y NaumeHToB ¢ Ll. M'epnetudopmubii gepmatut (M) npeacraBnsaeT cobon
TSDKENYH0 KOXHYH0 60Ne3Hb C pa3BUTMEM BbIPaXXEHHOW 3yasLLen cbinn 1 ny3bipen. Coinb
00bI4YHO BO3HMKAET Ha JTOKTSX, KONEHSAX 1 sroguuax. XoTa y naumeHToB ¢ [l n oTcyTCTBYIOT
CYMMTOMbI CO CTOPOHbI NULLIEBAPUTENBHOMO TPakTa, y HUX OBbIYHO MMeeTCs NopaxeHue
KMLWEeYHWKa, xapaktepHoe ans L

[l omarHoCTUPYIOT C MOMOLLBLIO KOXHOWM Broncun. JleueHmne npoBogmTCAa HasHauYeHnemM
6e3rntoTeHOBOW ANETLI U NpenapaToB 4118 YCTPaHEHUSs CbinNk - HAaNnpUMep, AancoHa unm
cynbdanupugmHa. Takoe nevyeHme MoxeT NpoaomKaTbCsl HECKOSbKO NeT.

KoxxHasi 6onesHb 1 nopaxeHne TOHKOrO KULEeYHWUKa SBNSOTCA MMI0TEH-3aBUCUMbIMU U CBSA3aHbI
¢ HLA-DQ, npu 3TOM reHeTu4eckne pasnuumst ons o6bscHeHNs ABYX (hEHOTUNOB OTCYTCTBYIOT.

5. AnarHo3s uenuakum

5.1 BBepeHune

KnunHuyeckas knaccudukaums Ll nogseprinacbk UBMEHEHUSIM; B HAcTosILLLEE BpEMSI
OOMbLUMHCTBO 3KCMEPTOB COrMacHO CO crneayLlen knaccudmkaunen:

Knaccunyeckas
B OCHOBHOM racTpOUHTECTUHANbHbLIE CUMMTOMbI
ATnnuyHas
B OCHOBHOM He racTpPOUHTECTUHAIbHbIE CUMMTOMBI - 0OLIYHO OOWH UITM HECKOSBbKO
CUMMNTOMOB
BeccmmnTomHas
OTcyTCcTBME CMMNTOMOB, HECMOTPSA Ha HaNU4Me XxapakTepHOro NOPaKEHNSA KULLIKU

5.2. AndcpepeHumnanbHbIN AMarHo3

Ll npeactaeneHa O4YeHb LLUMPOKON U UMEIOLLLEN CBOMCTBO MEHATH DOPMY KITMHUYECKOWN
KapTUHOW; nmeeTcst MHOro 3abonesaHnii C UBMEHEHUSIMU CIIM3UCTON, aHaNoOrM4YyHbIMU TEM,
KOTOpble BO3HMKaoT npw L.

Tabn 2 CocmosiHusi ¢ USMEHEeHUSIMU Cu3ucmod, aHanoaudyHbiMu ¢ L

Tponuueckas cnpy

BWY sHTeponatus

CMenraHHble IMMYHOE(UIIMTHBIE COCTOSHUS
PanuaiioHHbIe TOBPEKICHUS

HenaBHo npoBeieHHass XUMHUOTEPATTHS
Bornes3ns TpaHCIUTaHTaT-IPOTHB-X03MHA
XpoHnUEeCKas HIIeMUs

JIam6mmo3

Bonesns Kpona

D03MHOQHUIBHBIN TaCTPOIHTEPUT

Cunapom 3ommHrepa- ImcoHa
AyTHMMYyHHast SHTEPOIATHS
AcconunpoBaHHasi ¢ 3HTeponaTueil T-kinerounas muMpoma
Pedpaxrepnas cripy

Konnarenosas cripy

( Yemvipe nocneonux 3a0601e6anus 03MONUCHO c83aHbL ¢ 11.)



5.3. lnarHocTn4yeckKkue TecTbl

TonbKo 3HOOCKOMMSA € BMONCUENn TOHKOrO KUWEYHMKa B COMETAHUN C NONTOXUTENBbHOM Ha L
cepororuen gatT onpegesieHHbIn guarHo3. Takon nogxon cuMTaeTcst 30/10TbiM CTaHA4apToOM.

Tabn. 3.[JuaeHocmuka uesuakuu.

KnuHunyeckoe npegnonoxeHue
(He Ha GesrntoteHoOBON gneTe)

Mano aaHHbIX

IgA TKaHeBas T£aHCFJ'IIOTaMVIHa3a
unm
IgA aHOOMM3ManbHblE aHTUTENA
+
OOwWwwmn ypoBeHb CbiIBOPOTOYHOIO IgA
(MCKIMIOYNTB CENEKTMBHYIO HEJOCTaTOYHOCTL IgA)

Bce TecTbl HEraTnBHLIE Kakown-Tto Tect

MNO3UTUBHBbIN

' |

[wnarHos nckntovaercs

" oTcyTCcTBUE annenen, kogupywmx DQ2 n DQ8
AenaetT LUennakuio ManoBeposiTHON

MHoro faHHbIX

Buoncus TOHK*FO KULLIEeYHNKa
+
IgA TKaHeBaA TpaHCriiTaMmnHasa nnm
9HAOMU3MarbHbIE aHTUTENA

Buoncus TOHKOM KULLIKK
—

1.Ceponorusi no3. + rMCTONOrnusa Her.
MepecmoTp mnu noBTopHas Guoncust Yyepes 1-2
roga
HabnopgaTts naymeHTa

2.Ceponorus nos. + rucTonorus nos.
JvarHocTupyeTcs Lenvakus

3.Ceponorus Her. + ructonorusa nos
PaccmaTpuBatoTcst Apyrue npu4dmnHbl aHTEpuTa
Ecnu gpyrve npuymHbl He HaxoasT, To nedvar L
MpoBogAT reHoTunNMposaHue HLA®

4.Ceponorusa Her.+ rucTosniorusi Her.
[unarHos nckntovarot

Ponb aHgockonuun npun noao3peHnn Ha uerimakumro

XOTS 3HOOCKOMNUA MOXET NpeaocTaBUTb AaHHbIE NS NPOBEAEHUs GMoncuM, cama oHa He
ABMSAETCA 0CTATOYHO YyBCTBUTENBHOW A1 BbIABNEHMS BCeX NposBneHuit Ll B nonynsaumm.

XapaKTeprle OHOOCKONMNYECKMEe HaxoaKn BKIMHOYaKOT:

e Cknagku B Buae rpebeLukoB, TPELUHbI 1 MO3aUYHYI0 KapTUHY

¢ YNoLWEeHHble cknaaku

e YMeHblUEeHNe pasmMepoB U/Mnv NCYE3HOBEHME CKNaaokK NpY MakcUMarbHOM UHCYNSLUA

MHTecTUHanbHaA 6uoncus

MHTecTuHanbHasa 6Guoncus BMecTe C NONOXUTENbHbIM Ceposiorm4eCkMmMm TeCToM ABIAETCA

30J/10TbIM CTaHOAPTOM ANArHOCTUKU LieSTnaknn.

MHoxecTBeHHbIe Guoncun 6epyTcsa N3 BTOpPOM Unu TpeTben YacTu ABeHaauaTMnepcTHON
KULLKK. DHOOCKONUS cTana Hanbonee yaobHbIM METOAOM NONyYEeHUs1 BUONCUIA CNN3NCTON




TOHKOM Kuwkn. MeTtog npucackiBatoLlen buoncum (kancyna Kpocbu) obecneunsaet
nonyyeHve Hamny4dwmnx obpasuos.

l'ucmonoauyeckas xapakmepucmuka sHmeponamuu rnpu uesuaxkuu.

Ll nopaxaeT cnuanctyto 060104Ky NPOKCUMAnbHON YaCcT TOHKOW KULLIKW, TSPKECTb
noBpeXxaeHns NocTeneHHoO yMeHbLIaeTCcs No HanpaBneHuo K ANCTarbHOW YaCTy TOHKOM KULLIKW,
XOTS B HEKOTOPLIX Cy4asx NOBPEXAEHNE MOXET pacnpoCTPaHATLCS U HA NOAB3L0LUHYHO
KnwKy. CTeneHb NPOKCMManbHOro NopaeHnsa BapbupyeT B 3HAYUTENBHOW CTEMNEHN B
3aBUCMMOCTM OT TsKkecCTu 3abonepaHus. MNpokcumanbHoe nopaXxeHne MOXET ObiTb O4YEHb
YMEPEHHbIM Npu 6ECCMMMNTOMHbBIX Cry4vasix 3aboneBaHns ¢ HE3HAYNTENBHBIMU NN JaXe
TMCTONOrMYECKN HE BbISIBIISIEMBbIMU U3MEHEHUSIMU B CPEAHEN YaCTN TOLLEN KULIKN. B HEKOTOPBIX
cny4asix MOryT UMeTb MEeCTO U3MEHEHMWS CIU3UCTON 060NOYKM XKEeNyaKa U NPSAMON KULLIKA.
M3penka noBpexaeHne B ABeHaaLaTUNEPCTHOW/BEPXHEN YaCTU TOLWEN KULLKU UMEIOT XapaKTep
Onswek, nx xapakrep 4OSKeH ObiTb nccrnegoBaH HEMeANEHHO Npy NOBTOPHOM Guoncum y
OTAENbHbIX NALNEHTOB C HaNU4MeMm NO3NTUBHLIX AHOOMU3NaNbHbIX aHTuTen (AMA). OgHako,
ANS 3TOro MMEKTCSl OCHOBaHMSA TOMNbKO B TOM Crlyvae, ecniv Bo BCex Tpex obpasuax, B3siTbIX
npw nepson druoncun, onpegensanack HopMarnbHasi TMCTONOrMYecKasl KapTuHa.

Knaccugukauus nospexxdeHuti moHkoul Kuuwku Mapuwa:

Cragusa 0 IIpenHuisTpaTHBHBIC H3MEHEHUS CIM3HUCTOMH; y 5% manueHToB ¢ ['/] BBIABIsETCS HOpMalbHAS KApTHHA OHOTICHI
TOHKOTO KHIICYHUKA

Cramusa | YBenmmueHHOE KOJMMYECTBO MHTPAMUTETHANBHBIX TuMbponuToB (UDJT) - 6omee yem 30 Ha 100 SHTEpPOIUTOB.

Cramus Il  T'unepmnasust kpunt, B10OaBOK K yBenmdeHUIo KoimdectBa MDJI yBennunBaeTcs TIyOnHa KPHUNT 0€3 YMEHBIICHUS
BBICOTHI BOPCHHOK. [ JTIOTEH MOJKET BBI3BIBATH ITH H3MEHEHUsI, KOTOPbIE BELIBILIIOTCS y 20% HeJeUeHHBIX
manuenToB ¢ '] u 1.

Cramus III  Atpodus BopcuHOK; A-gactuyHas, B-cyoToTanshas, C-totanpHast. Tak mpencTaBiIeHo KIaCCHUECKOE MTOpaKeHHeE,
ero HaxomAT y 40% c '/l my 10-20% poncrBeHHrKOB mepBoii crenern 60mbHBIX L. HecMoTpst Ha BeIpakeHHBIE
HU3MEHEHUs CIIM3HUCTOH, Y MHOTUX MHINBHAYYMOB CHMITOMBI 32a00JI€BaHUSI OTCYTCTBYIOT, M TaKHe CIIydan
PacIeHHBAIOTCS KaK CYOKIMHUYECKHE WIIH CKPBIThIC. Y Ka3aHHbIe H3MEHEHHs CIIM3UCTON MPEACTABISIOT CO00i
XapaKTepHUCTUKY, HO He IuarHo3 LI, Tak kak OHY BBIABIISIOTCS ITPHU TSDKEJIOM JIIMOJIHO3€, IETCKON THIIEBOit
YyBCTBUTEJILHOCTH, OOJIE3HH TPAHCIUIAHTAT-IIPOTHB-X03IWHA, XPOHNIECKOH HIIIEMUH TOHKOTO KHIIICYHHKA,
TPOITHYECKOH CIPY, IMMHHOTJIO0YJIMHOBOM HEAOCTATOYHOCTH U JPYTHX UMMYHHBIX Ae(QUIINTAX U OTTOPKCHUH

TpaHCIJIaHTaTa.
CTaZ[I/Iﬂ ToTanbHas anO(bI/IH BOPCHUHOK. DTH U3MEHEHUS MOI'YT paCCMaTpUBAaTLCA B KA4YECTBE KOHEYHOM cTaguu
v NOBPEKACHUA Y OUYCHb He0O0JIBIIO M rpynIbl TAOUEHTOB, KOTOPBIC HEYYBCTBUTECIIbHBI K OTMEHE IVIIOTCHA, Y HUX

MOTYT Pa3BHUThCS 3I0KAYECTBEHHBIE OCIOKHEHHA. MOTyT IPUCYTCTBOBATH OTIOXKEHNUS KOJUIAT€Ha B CIIM3UCTOH W B
MTOJICITU3UCTOM CII0€ (KOJUTaT€HO3HOE CIpy-HapylIeHHe, KOTOpoe MOKeT uMeTh oTHomeHue K 11). [Tanuentsr ¢ [V
CTaauel MopaskeHUH CIM3UCTOH OOBIYHO HETYBCTBUTENBHBI K JICUEHHIO CTEPONIAMH, HIMMYHOCYTIPECCUBHBIMU
IIperapaTamMy MM XUMHUOTEPAITHH.

5.4. Ucnonb3oBaHue CbIBOPOTOYHbLIX aHTUTEeN ANAd ANarHOCTUKU LleJNIuakmumn

IgA sHaoMu3ManbHble aHTuTena (IgA AMA; HauBbICLLIAaA ANarHOCTUYECKas TOMHOCTb)
IgA TKaHeBble TpaHcrnTamnHasHble aHtutena ( IgA 1TT)

IgA aHTUrnMuaguHoBble aHTuTena (IgA ArA)

IgG aHTurnmagmHoBsble aHTuTena (Ig G AlrA)

Ceponorunyeckne nccneaoBaHusl Npu QMarHOCTUKE Lennakmm AOoMKHbI ObITb pasaeneHbl Ha
ABe rpynmnbl B 3aBUCMMOCTM OT LieNieBbIX aHTUTEHOB:

e TecTbl Ha aHTU-TTI aHTUTENna
e TecTbl HA aHTUMNNAOMHOBbLIE aHTUTENA.

IgA OMA - IgA aHOOMU3NanbHbIE aHTUTENA, NPUCOEONHSAOLNECS K SHAOMU3NYMY,
COeQIHUTESNbHOM TKaHW BOKPYT rMafkuX MblLLL, KOTOpble NPOAYLUPYIOT XapakTepHo



oKpalmBaeMble NPoAyKTbl, KOTOPblE BU3Yyanu3npyrTCs C NOMOLLbIO HEMPSMOWN
UMMYHOMITHIOpECLIEHLMN.

PeaynbTaThbl TeCTa OLIEHMBAKOTCS NPOCTO - KaK MO3UTMBHbIE NN HEFATUBHbIE, MOCKOMbKY
Aaxke HU3KMe TUTPbl CbIBOPOTOYHbIX IgA 3HOOMMU3MANBHbLIX aHTUTEN SABMSITCA
cneunduuHbiMm ana L. Onpegensaemblin aHTUreH MOEHTUPULIMPYIOTCS Kak TKaHeBas
TpaHcrnotammHasa (TTI unu TpaHcrnioTammMHasa 2).

TecT Ha IgA aHOOMM3MasbHbIE aHTUTENA YMEPEHHO YYBCTBUTESbHbIN U BICOKO CrieunguyeH
npw HeneveHHon (akTuBHOWM) L.

AHTU-TKaHeBble TpaHcrnTaMmuHasHble aHtuTena ( IgA TTIN). TTT sBnseTcss aHTUreHom,
NPOTMB KOTOPOro HanpasrieHbl aHTUAHAOMU3MANbHbIE aHTUTena. AHTU-TTIT aHTUTena BbICOKO
YYBCTBUTESbHbLI 1 cneunduyHbl ANg gnarHoctTMpoBaHus L.

OH3UM-CBsA3aHHbIE MMMYHOCcOopOeHTHLIe Habopbl (ELISA) ana onpegenexus IgA aHtu-TTT
aHTUTEN NMPUMEHSAIOTCS B HACTOSILLIEE BPEMS OYEHD LLUMPOKO, OHU NPOCTLI B YNOTPeEBNeHn 1
CTOAT AeLueBne, YeM MMMYHONOOpPECLIEHTHbIE HAabOoPbI, NCNoNb3yeMble AN BbigBNeHus IgA
3HOOMU3NANbHLIX aHTUTEN. [JnarHocTnyeckas TOHHOCTb MMMYHOMOIMMYECKMX aHanu3os IgA
aHTU-TTT Obina noBblLlLeHa 3a CYET UCMONb30BaHNSA AN N3roToBNeHns Yyenoseveckoro TTT
BMECTO paHee npuMmeHsitoerocs TTI oT XXUBOTHbIX.

Ha6opbl ana onpeneneHus aHTurnuagMHoBbix aHTuten (IgA ArA v IgG ArA)
MuaauHbl ABNSAIOTCS OCHOBHbLIMM Oenkamn HakonmmneHns MeHuLbl, HOCALLIMMK o0LLee
Ha3BaHMWe rMI0TEH.

OunLEHHbIN rMnagnH roToB K MPMMEHEHUNIO N UCMONb3YETCH Kak aHTUreH anst tectos ELISA
Ans onpegeneHnst CbIBOPOTOYHbBIX aHTUIMNAOMHOBBIX aHTUTEN.

YpPOBEHb CbIBOPOTOYHBIX aHTUINIMAANHOBLIX aHTUTEN YacTo BbIBaeT NOBbLILLEHHBIM Y
HeneyYeHHbIX NauneHToB ¢ L, B CBSI3M C 3TMM aHTUIrMnagnHoBble Habopbl y)Ke HECKOSBKO NeT
NCNonb3ylTCs B ANArHOCTUYECKNX LENSIX.

XOTsi 3T TECTbI Y JEMOHCTPUPYIOT YMEPEHHYHO YYBCTBUTENBHOCTb M CNeunduYHoOCTb
(ocobeHHo IgA) nX LEHHOCTb Kak nHaukaTopa 3abonesaHus B obLiel nonynauum
OTHOCUTENBbHO HU3Kas.

Al'A TecThbl B HacTosiLLiee BpeMA He peKOMeHOYHTCA K NPUMEHEHUIO BCNeacTBue Ux HU3KOM
YyYBCTBUTEJIbBHOCTU U CI'IeLl,VICbVI‘—IHOCTVI.

5.5. lnaBHble CUMNTOMbI

B3pOCJ'I ble: raCTPOUHTECTUHalNIbHbI€ CUMNTOMbI

o XpoHudeckasa guapes

o MoTeps Beca

o AHemus

o BagyTtue xuBota

. YTOMNIAemMocTb 1 HejoMoraHue

[eTun: racTpoMHTeCTUHANbHbIE CUMNTOMbI
. HapyLueHne ckopocTu pocTa, NOTeps BeCa, CHUKEHNE BECOBbIX UM POCTOBbIX
nponopuun, cnaboe TenocrnoXxeHne
. TowHoTA.
Onapes
Peunansupytone 6onm B xmBoTe
MblilwleyHas cnabocTb
CuHgpom pasgpakeHHON KULLIKK
MMnonpoTenHemus



° Bo3byaumocTtb 1 gnuckomaopT

B3pocnblie n geTn: HeraCTPOMHTECTUHANbHbIE CUMNTOMbI
° HepocTtaTo4HOCTb Xenesa/aHeMus

"epneTndOpMHLIN AepMaTuUT

Mepudepunyeckasa HenponaTmns

Hedvunt dhonneBon KUCnoTol

CHmxeHne NNOTHOCTU KOCTEeNn

HeobbsicHnmoe becnnoane

Ll Bo3MOXxHa B cny4asx:
° HeobbscHumoro geduumta onmneBor KUCNoThI, Xenesa unu B12.
CHWXeHMsA CbIBOPOTOYHOMO anbbymmnHa
HeobbsicHnMon runepTpaHcaMmHaseMmnm
OcTeonopo3sa n octeoMmansauum
Peunaneumpyolwmnx 6onen B XXMBOTE U B3AYTUA XUBOTA
KoxHol cbinu

Moyemy uenuakusa TpyaHa AnA ANarHOCTUKN?

° AnbTepHaTuBHbIE guarHo3bl (4acto CPK)

o 3aboneBaHne MoxeT OblTb ManoCUMNTOMHbLIM UM 6ECCUMNTOMHBLIM

o 3aboneBaHne MOXeT MMETb NaTEHTHbIE Nepuoapl

° KnnHmnumcTbl "He Nogo3peBaloT ee Hanmyme", CyLecTByeT HECKONBKO "MUdoB" 06 3ToN
B6onesHu:

- U-penkoe 3aboneBaHune

- L| BO3HMKaET TOMbKO y eBpONeonaoB

- Ll Bo3HMKaeT rmaBHbIiM 06pa3om B EBpone n CLUA

- Ll BO3HMKaeT TOMnbKo B 4ETCKOM BO3pacTe

5.6. daKkTopbl pucka

MoBbIweHHbIN puck L cywectByeT npu:
° Y pOACTBEHHWKOB NEPBOW N BTOPOK cTeneHn poactea (5-15% y ocHoBHoOM macchl, 10-
30% npu Hannumm DQ2 unnuDQ8, cmoTpu pasaen 3.1)
o Mpn cuHopome OayHa (12%)
AyTOMMMYHHOI NaToNorMm WMTOoBUAHOM Xxenesbl (5%)
AKTMBHOM XPOHMYECKOM renatuTe
1 Tune caxapHoro gnabeta (5-6%)
JiumcpoumTapHom konute (15-27%)
CvHOpome XpoHUu4eckown yctanoctu (2%)
CuHgpome pasgparkeHHON KLLIKKA

3aboneBaHuA, pPUCK NOABIIEHUA KOTOPbIX yBeNMYMBaeTCs Npy ANUTENIbHO Herle4eHHOW
u:
Pak (puck 1.3:1.0)

3nokayecTBeHHbIE MMM OMbI

Onyxonb TOHKOM KULLIKN

PoTornoTto4yHble onyxonm

HeobbsicHnmoe 6ecnnogue (12%)

OcTeonopo3 (MNoBbILWEHHbIN PUCK AN NALMEHTOB C KNAacCUYeCKon CMMNTOMaTMKoN L)

5.7. TnobanbHbIe acnekTbl

Anuaemuonorusa



Ll BcTpeyvaeTca no Bcemy Mmnpy 1 nopaxaeT npumepHo ogHoro n3 100 - ogHoro 13 300 13
obLLero Ymucna HaceneHus.

Moxoxe, uTo LI pacnpocTpaHeHa 0AMHAKOBO B pa3nUYHbIX PEFMOHAX MMpa - Tak, YTO pasmepbl
arncbepra BO3MOXHO OCTaKTCH OAUHAKOBLIMU, XOTH BaTEPIMHNA HaXogUTCsl Ha pa3HOM YPOBHE.
BaTepnvHus onpenensieT OTHOLEHNE OMarHOCTUPOBAHHbLIX ClydaeB 3aboneBaHnd K He
ANarHOCTMPOBaAHHbIM. OTO OTHOLLEHWE 3aBUCUT OT: 1) ocBegoMMeHHOCTH o L, 2) goctynHocTm
ANarHOCTMYECKNX pecypcoB, 3) BApMaHTOB KITMHMYECKOrO NposBreHNst 3aboneBaHunst
(Hanpumep, pesynbTaTa UHAMBUAYANBHOW ONETDI).

B passuBatowmxcs ctpaHax obnactb Hag BaTeprvHuen - Bepxyllka ancbepra (T.e.,
KONMMYECTBO KITMHUYECKM OMArHOCTUPOBAHHbIX Cly4YaeB) BO3MOXHO ropasfo MeHbLue. 3gech
ancbepr NoYTM NOMHOCTBIO MOrPYXEH B BOAY.

xl

OnarHocTturka Ll B pasHbix 4acTsiXx MMpa MOXeT ObITb BbINOIHEHA C UCMNONb30BaHMEM Pa3NUYHbIX
TEXHOOrMIM B 3aBUCUMOCTM OT AOCTYMHbLIX PECYPCOB, HO CNEUN(UYHOCTbL U AOCTOBEPHOCTb
pesynbTaToB MOIYT BapbMpoOBaTh B TEX Cryvasax, Korga Ucnonb3yemMmble MeTobl Xyxe TeX,
KOTOpbI€ NPUMEHSIOTCA A8 NonyYeHus "3010Toro ctaHgapTa” ANarHOCTUKK.

B 3aBMCMMOCTM OT JOCTYMHbLIX PECYPCOB, OUArHOCTUYECKNE MPUEMbl MOXHO NPeaCTaBuTb B
BMAE Kackada, HaunHasi C Haunydwen cutyaumm, Npym KOTOpPon MoXeT OblTb MCMOSb30BaH
"30M0TON cTanHaapT" ANArHOCTUKK - SHAOCKONMS, BUONCUA TOHKON KULLKK U cneundunyeckmne
CEeponornyeckmne TeCTbl, UCNOSb3yeMble ANs NOATBEPXKOEHUS UNX BbIABIEHMs1 3aboneBaHus -
A0 cuTyauun, Npyv KOTOPOM MOXET ObITb MCMOMNb30BaH TONTLKO MUHUMYM AMarHOCTUYECKNX
npUeMoB.

Ecnu 6uoncusi He JOCTYNHA, TO TONbKO CEPOSIOrUsi OCTaeTCsl NpuemMnemMbiM cnocobom Ans
AvarHocTuku L elle n notomy, YTo ceponormyeckne TeCTbl AeLlesne, Yem 3HAOCKONUS U
Buoncus, a ux cTtaTUcTMyeckas LLeHHOCTb B 3HAYMTENbHOWN CTENEHN CXoaHa.

B cny4ae oTcyTCTBUS BO3MOXHOCTW NpoBeAeHns BMoncum Ucnonb3yroT cneayowwme Kputepun:
e [lpucyTtcTBMe ayTo-aHTUTEN
e [TIOTEH 3aBUCMMbIN TUTP ayTO-aHTUTEN
e KnuHnyeckve cUMNTOMbI, €CIN OHW UMEKTCH
e YnydlweHne CUMNTOMAaTUKM U CHDKEHUE TUTPa aHTU-TT aHTUTen Npu NnpuMMeHeHnn
0e3rnTeHoBOW ANETHI

CambIM NpOCTbIM U AeLeBbIM ceponornyecknm Tectom moxet ctatb ELISA. Korga-Hnbyab IgA
aHTK TTT TecT cTaHeT JOCTYMNHbIM, 4OCTAaTOYHO YYBCTBUTENbBHBIM U crneumdunyHbiM. OH ByaeT
naeanbHbIM ANA PEMMOHOB C OrpaHUYEHHbBIMU pecypcamMu.

Ecnu reorpacumyeckas o6nactb MMeeT O4eHb OrpaHUYEHHbIE PECYPCHI, TO KITMHUYECKNe
acnekTbl CTaHOBATCA Hanbonee BaXHbIM anarHoctmdeckum cpegcteom. OCHoBaHHasA Ha puce
UNn Kykypy3se 6e3rnoTeHoBas aneta SBNAeTCs peLuatownm 1 )KU3HEHHO BaXKHbIM LLArom B
noaTBepXaeHun guarHosa L.



Tabn 4 Kackao duazHocmuku L]

AyToaHTHTeNA U YHIOCKOIHUS ¢ HHTECTHHAIBHOI OHoIcuei (30J0ToM cTaHaapT)
DHAOCKOUS ¢ HHTECTUHAIBHON Onorncue
AHTHTENA

wN P

- OMA unu autu-1TT, nu Te v 1pyrue (Ipy HATMYUH BO3MOKHOCTH U OTIBITA)
- muHH Habop ELISA

4. JlmarHocTHKa, OCHOBaHHAs Ha "KJIMHUYECKHUX aclleKTax'", ¢ KIMHUYECKNM YIIyqIIeHHeM IoCIIe epexoa Ha
OCHOBAHHYIO Ha KyKypYy3€ WU pHce OE3IIIIOTEHOBYIO HETY.

XOTs1 9HOO0CKOMUS U SIBMNSIETCA OYEHb NOME3HbIM METOAOM BbisiBNeHus L, oHa He moxeT
pacLeHMBaTbCS B Ka4ecTBe eAUHCTBEHHON AMarHOCTUYECKOM npoLueaypbl. Hannune mapkepos
aTpodmmn cnmusncTon oGoMNoYKkN MOXeT ObiTb O4YeHb XapakTepHbiM ans Ll B paioHax, roe aTta
6onesHb 06blYHA, HO B APYrMX palioHax Mupa TakMe MapKkepbl MOryT yKasbiBaTb Ha pasfnyHble
Apyrue 3aboneeaHusi - HaNpUMep, TPONMYECKoe Crpy, HapyLeHne NUTaHusl, GonesHb TXKenbIX
uenew n T.4.

Mexay Tem, 3TO UCCneaoBaHne O4eHb NOME3HO B TEX CrydasX, Koraa Mapkepbl BbISBNSOTCS
Npu NPOBEAEHUN SHAOCKOMMUIN, NPeanpUHATLIX AN AMarHOCTUKM ApYyrux 3aboneBaHuii. Torga
3HOOCKOMMUCT AOMKEH HACTOPOXUTLCS U MPOBECTU MHTECTUHATBbHYI Broncuto.

6. JleyeHue uennakum

6.1. BegeHne 6onbHbIX

CoBpeMeHHble NpUHUMNbLI NevyeHus Ll ocHoBbIBalOTCA Ha 6e3rninTeHOBON AneTe B TeHEeHMe
BCEW Xn3HK, 6e3rntoTeHoBas AveTa npeanonaraet oTkas OT NieHuLbl, S4MeHs, pxu. OBec He
ABNAETCH TOKCUYHbIM s 95% naumeHTos ¢ L nnm repnetndopmMHbiM 4epMaTUTOM, XOTS U
nMeeTcsa ManeHbkas nogrpynna - 5% naumeHToB, AN KOTOPbIX OBEC HE SABMSETCA
©e3BpeaHbIM.

Kpome Toro, nmerTcst konebaHusi B HEKOTOPbIX CTPaHaX OTHOCUTENBHO COBETOB CBOOOAHOIoO
MCNonb3oBaHWsA OBCa, BBUAY TPYAHOCTU rapaHTUPOBaHUSA TOro, YTO KOMMEPYECKM LOCTYMHbIN
oBecC He byaeT cmellaH ¢ ApYrMmMmn 3epHOBbIMU KynbTypamu. PUc 1 KyKypy3a MoryT ObiTb
YyacTblo 6e3rnNTEHOBON ANETDI.

HavanbHble pekomeHaaunm:

. HasHnayeHune "HaTypanbHon" 6e3rntoTeHoBON ANETbI
BbibpaTtb Agnetonora n/unu rpynny NOAAEPXKKU (CMOTPU CMMCOK BEG CalnToB HUXKE)
MpoBeCTN CKPUHUHI HEAOCTAaTOYHOCTH Xenesa n onaTos
lMocoseToBaTb NPOBECTU UCCNegoBaHME NIIOTHOCTU KOCTEN (B HEKOTOPbIX Cryyasix)
Ecnu BbisBNEH octeonopos, To Ha3HauYnTb JOMNOMHUTENLHO BUTaMuH D 1 kanbumin
[NocoseToBaThL NPOBEAEHME CEPOSTONMYECKOrO CKPUHUHIA NS POACTBEHHUKOB NEPBON U
BTOPOW CTENeHMu.

Y GonbLlUMHCTBA NauMeHTa MMEEeTCHA OYeHb BbICTPbIN KIMMHUYECKUA OTBET Ha Ge3rnioTEeHOBYO
AneTy (Yepes 2 Hegenn), XoTA 3TOT CPOK MOXET BapbupoBaThb. [auneHTam ¢ KpanHen
cTeneHblo 3abonesaHnsa MoxeT NoTpeboBaTbCsa rocnuTanusauus, BBegeHe 4ONONHUTENBHOMo
KonuyecTBa XWOKOCTEN U INEKTPONUTOB, BHYTPUBEHHOE NUTaAHUE U, B OTAESbHbIX Cry4vasx,
ctepoungbl. MNMaymeHTam HeoBXoaNMMO YyCUNEHHO PpEKOMEHA0BaTb YNoTpebnaTb HaTypanbHyO



MULLY C BICOKMM codepkaHMeM xenesa n ornatoB, 0COGEHHO B TEX cny4asx, korga aeduumt
3TMX MUHEpPAaNoB YCTaHOBEH.

MaumeHTbl AOMKHBI NONyYaTh KOHCYNbTaLMK QMeTonora, XopoLo 3HatoLwero 6e3rntoTeHoBYO
avety. OgHako, He BCe AMETONOM XOpoLLO OPUEHTUPYIOTCA B Be3rnioTeHoBON AneTe, No 9TON
NPUYNHE MECTHbIE UNW HaLMOHarbHbIE rpynnbl NOA4EPXKM AOMKHbI 06ecneunTb nonyyeHne
Heobxoanmon nHdopmaLmu.

Y B3pocnbix 6e3rnoTeHoBasi AneTa ynydllaeT Ka4ecTBO XU3HM Aaxe y TeX, Ybe 3aboneBaHne
ObINo BbISIBIIEHO NPU NPOBEAEHUM CKPUHUHTA. [leTun, Haxoasumecs Ha Ge3rnioTeHoBoN aneTe,

COoO0OLLAT 0 TOM, YTO KQ4eCTBO MX XU3HN CpaBHUMO C Ka4eCTBOM XXNU3HWN 3400pPOBOIo
HaceneHus. Y noapOCTKOB BO3HUKAKOT TPYAHOCTU C NepexoaoM Ha AneTnyeckoe nntaHue.

6.2. BesrnoTeHoBas gueTa

Tabn 5. PaspeweHHas nuwa npu besanomeHosol dueme.

Puc Bo6s1, Topox Awmapast Msico
Kyxkypysza Ksunoa Tad Pri0a
Copro Kaprodenn Opexu Slitna
IIpoco Cos OpyKTHI Ogec
I'peunxa(kara) Tanunoka MoJ10K0 U CBIpBI

CambiM 3dhheKTMBHBLIM NeYeHneEM sBrsieTcs cTporada 6esrntoteHoBas (bI[1) B TeueHue Bcen
Xn3Hu. Takaa aneTta o3HayaeT OTKa3 OT MLeHULbl, PXn 1 sumeHst. OBec obecneyvvsaeT
6e3rntoTEHOBYIO AMETY, €CIM OH OYMLLEH U HE CMELLaH C APYrMM 3epHOM (4axe MUHUMAaIbHbIM
KONMYECTBOM MLUEHWLbI, PN N SYMEHS), OH MOXeT 6e3onacHo ynoTpebnsatbcsa B nuLly 6onee
yem 95% naumeHToB.

O6bl4HOE MsCO, pbiba, pucC, (PpyKTbl 1 OBOLLU HE coaepXaT rMioTeH. HanmeHoBaHue
NPOAYKTOB, KOTOPble 6e3onacHbl Anst yNoTpebneHns n Tex, KOTopble Hemnb3s ynoTpebnaTb,
MOXHO HanTh online. cnonbayemble ansa nosyvYeHns nHgopmaunm o L canTel npuBeaeHb! B
pasgenax 8 u 9.

B Ge3rnoTeHoBONM AMETE COOEPXKMUTCA Mario BOMOKOH. NMauneHTam Heobxoanmo NocoBeToBaThb
ynoTpebnate Ny ¢ 60NbLLIMM KONMYECTBOM BOMOKOH, COAEpXKaLLMXCA B LefIbHOM puce,
Maunce, kaptodene n gocTatouHoe KONMYECTBO OBOLLEN.

Heobxoammo KoppeKTMpoBaTb HEKOTOPLIN AeduUMT ANEThI B xenese, onneBon KucnoTe,
Kanbuuun n (odeHb peako) B B12.

6.3. NepcuctnpoBaHne cMuMNTOMOB 3aboneBaHusA

O6wwen TpygHocTblo ynotpebnenuna Bl asnaetca Hanuyme CKpbITOro riTeHa B
NPUroToBASIEMON NULLLE /NN MeaNKaMeHTax (XOTa 1 o4eHb penko). MNepcncteHums CMMNTOMOB
NoYTW BCEraa cBA3aHa C NonyYeHneM rniTeHa C NuLen.

anI‘-II/IHbI nepcucreHummn CMMNTOMOB!

. MpornaTbiBaHWe rATEHA N0 HEOPEXHOCTUN UNu BecneyHocTn (aBndeTca Hanbonee
4YacToW MPUYNHON)
HenpaBunbHas gnarHocTuka
HenepeHoCMMOCTb NakTo3bl UK PPYKTO3bI
HepocTaToYHOCTE NOAKENYA0YHON Xenesbl
Mwukpockonu4eckmum KonuT
N36bITOYHBIM pOCT BakTepun



KonnareHoBble KONUTbI UK KonnareHosas crnpy

CuvHApOM pasapakeHHOW KULLKK

#A3BeHHOE NopaxeHne ToLLEN KULLIKK

AccouuunpoBaHHas ¢ aHTeponaTuen T-krneTtodHaa numdoma
PedpakrepHas L

Tpl/l nocnegHnx COCToAHNA MOTYT CHUTATbCA OCINOXHEHUAMU ONTUTETNTbHO TeKyLLI,eI7I L|,
6.4. PecbpaKkTtepHasa uenuvakms

HwnarHo3 pecpakrepHon LI paccmaTtpuBaeTcs y nauneHToB ¢ ocobeHHocTsmu L, npu koTopown
HabnogaeTca NepcmMcTeHUns CUMNTOMOB, aTPors BOPCUHOK U OTCYTCTBUE MOSNTOXUTENBHOIo
adppekta B OTBET Ha ynoTpebneHne 6e3rnTeHOBON AMeThl. Takas cuTyauus MOXeT
BO3HMKaTb Kak B Ha4ane ynotpebnenusa B[, Tak n nocne nepBoro nonoXxntenbHOro oTeeTa.
PedpakrepHas L| moxeT pacueHmBaTbCs kak opma criabo BbipaXKeHHOM
NMHTPasnMTenManbHon NMMAOoMbI, KOTopas oOHapyXMBaeTCs BCEACTBUE THAXKENON
mManbabcopbumm, KoTopas He ucyesaet Ha 6e3rnioTeHoBON AneTe.

Bo3MOXHOCTb Takoro guMarHo3a Heob6xo4MMO pacCMOTPETb Y NAUMEHTOB C LieNnakuen, kotopas
AnarHoctmposaHa B Bo3pacTe cTtapue 50 ner.

7. CKPUHUHI Lennakum

7.1. CKpUHUHT LennMakum

B03MOXXHOCTb COXpaHEHMS1 XOPOLLEro 300pPOBbsl M POCTA, TAKKE KaK U KA4YeCTBa XXN3HW,
SABMAOTCS KMHOYEBbIMU NMPUYMHAMM CKPUHUHTA.
Ll Tarke ymeHbLLaeT npegnosniaraemyro NPOAOIHKNTENBbHOCTb XXMU3HU BCNEACTBUE BbICOKOrO
pyCKa TakuMx OMyxomnewn, Kak:

e Jlumdoma TOHKOM KMLLIKK

e AgeHoKkapuUMHOMA TOHKOW KULLIKN

e KapuuHoma nuuwesoga

e  £3BEHHbLIN NEIOHUT

e PedpakrepHas L

e AccouuupoBaHHag c aHTeponaTtmen T-kneTovHasa numdgoma

CKPUHWUHI NO3TOMY SAABMSIETCA NpMBNeKaTenbHbIM 1 oTBeYaeT naTtn kputepmusm BO3 ons
onpaBAaHus NPOBEAEHNSI CKPUHWHIA HacCeneHus:
e PaHHAS KnuHMYeckas AMarHOCTMKa MOXET ObITb TpyAHa
e JTO yvacTas NaTonorusa co 3HaYuTernbHbIM YPOBHEM 3aboneBaemocTu B obLLen
nonynsaumnm
e TecCTbl MMEIOT BbICOKYHO YyBCTBUTENBbHOCTb U CNELNPUYHOCTD
e JleyeHne [OMKHO ObITb U ABNSETCA OOCTYNHBIM
o Ecnu 3aboneBaHne He AMArHOCTUPOBAHO, TO OHO MOXET MPUBECTU K TSHXKENbIM
OCMOXHEHMAM, KOTOPbIE KpanHe TPYAHO NeYnThb.

OpHako, B pelueHne npobnembl BoBriekaeTcs hakTop pecypca - ABNSeTCs N AaHHbIN
BapMaHT Ny4LwnM UCMONb30BaHNEM OrpaHUYEHHbIX pecypcoB? Bo3HUKaloT Takke u
3TMyeckne npobnemobl.

COBpeMeHHbIVI B3rNsiA 3aKN4YaeTcsa B TOM, YTO HET JOCTAaTOYHOM noaaepP>XKn TO4KM 3peHnd o
HeobxoaMMocCTH nposBeneHmna MmaccoBoro CKpHuHra HaceneHusa, OTCyTCTByeT OCTaTO4vHOe
KOJNMM4eCTBO Kputepumes A4 OLEHKN PUCKA HE BbISABNEHHOM L|,

7.2. byayuwee



lMocne BbIABMEHUSA KPUTUYECKN BAXKHbIX SMUTOMOB rnaguHa v riTeHa n CBA3aHHbIX
NPOTENHOB, NOSABIEHUS MMAHOB CO34aHns MbllMHOW Modenu L, nccnegosaHune okycupyeTcs
Kak Ha BO3MOXXHOCTU MOAMUKaLMM 3TUX MPOTENHOB UM NOBLILLEHUN TONEPAHTHOCTU K 9TUM
npoTenHam naumeHToB ¢ L| nnn y nuu, BocnpummymBbix K aTon 6onesHn. Mexay Tem, oBec
(bonee, yem B 95% cnyyaeB), KyKypy3a 1 puc, 1, BOSMOXHO, OYMLLEHHbIN B 3aBOOCKUX
yCcnoBusx, 6enok nweHunbl 1 Kpaxmarn MoryT ObiTb UCNONb30BaHbl A5 pacLUMpeHns
OTHOCUTENBHO HebonbLoro accoptumerTta b,

"eHeTuKamu, ncecnegyowmnmm Lenvakmio, paspaboTaHbl NPOYHbIE OCHOBBI A5 naeHTUdmKaumm
Aob6aBoyHbIX reHoB L. Kpome Toro, B bnukanwee Bpems nocne naeHtudmkaumm asnmTonos
rMIOTEHa, CTaHYT AOCTYMHbIMU anbTepPHATUBHbLIE, HEOMETUYECKME METOAbI eYeHus,
OCHOBaHHbIE Ha paspyLUeHUN aTUX SMMTONOB C NOMOLLLIO crielmdmnyeckux npoTeas u
6nokuposaHun HLA-DQ2 n DQ8.

3. None3Hble BebcanTbl

LleHTp uccneposanua uenuakum (YumesepcuteT MapunaHga)
http://www.celiaccenter.org/

LleHTp uenuakumn BIDMC, Harvard Medical School
http://bidmc.harvard.edu/display.asp?node id=5449

doHA uenuakmm
http://www.celiac.org/

Accouunauus uennakum
http://www.csaceliacs.org/

Ctpanuua uenvakmm n 6e3rntoTeHoBOV ANETbI
http://www.celiac.com/

besarntoteHoBbIN BydheT
http://www.glutenfree.com/

BcemupHas opraHusauuns racTpoaHTeponornm
http://www.omge.org/

HaumoHanbHbIn MHCTUTYT AnabeTta, racTpoO3HTEPONIOrMYECKNX N NoYeYHbIX 6onesHen CLUA
http://digestive.niddk.nih.gov/ddiseases/pubs/celiac/

pynna rnoTeHOBOW HENEPEHOCUMOCTH
http://www.gluten.net/

JINHMSA nomoLuy Lenvakmm
http://www.celiac.co.uk/

30Ha, cBoOoagHas OT MNLUEeHULbI
http://www.nowheat.com/grfx/nowheat/index.htm

HaunoHanbHbI MHHOPMALMOHHBIN LIEHTP racTpPo3HTeponornyeckmx sabonesaHnn CLLUA

(NDDIC)
http://digestive.niddk.nih.gov/ddiseases/pubs/celiac/index.htm

WGO-OMGE "Ask a Librarian” for Celiac Disease Research support
http://www.omge.org/

-
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10. Bonpocbl, KOMMEHTapun Yyntatesiem 1 CBA3b C HUMM

I'Ipurnau.lel-me K KOMMeHTapusam

KOMUTET No COCTaBMEHUIO HACTOALLLErNO pykoBoACTBa NpMBETCTBYET NojlydeHne KOMMeHTapmnes
" I'IpeﬂJ'ION(eHVIIZ oT uutatenen. Ecnn Bbl cuuTaete, 4TO HEKOTOpble acCneKTbl I'IpO6J'IeMbI
OCBelLLEeHbl HegocTaTouHO, ecnv Bbl obnagaete XOpOoLnM onbITOM B pelleHnn 3Tux np06neM,
TO noagennTecCb MM C aBToOpaMi pykKoBOACTBA. BMecTe Mbl CMOXeM caenaTtb ero ewe J'Iy‘-IlJJe!
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