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7. OnpeneneHue

Llennakus
OHTeponaTtus, nopaxarwas TOHKAMA KULWEYHUK Yy FeHeTU4ecku NnpeapacrosioXeHHbIX AeTen u
B3pOCIbIX, NPOSIBMAIOLLAACS NPW yNOTPebneHnn nNuwm, cogepKaLlen rmTeH.
M3BecTHa Takke noa Ha3BaHMeM OplolHas cnpy, rMIOTEH-YyBCTBUTENbHAA 3HTeponaTus unu
HeTponuyeckas cnpy.
[nioTeH:
Mpynna ©enkoB MNWEHUUbI, PXU U AYMEHS, KOTOpble NMPWU 3anekaHun TecTa M3 ITUX 3MaKoB.,
npuaarT eMy Heobxoanmble xnebonekapHble CBONCTRA.
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KnouyeBble NOHATUA

Bble NOHATUA ANsl 3aNOMUHaHUSA

e PacnpocTpaHeHHOCTb Lenuakum cpean 340pOBOro HaceneHusi BapbupyeT NpUMEpPHO C
yactoTon oamH Ha 100 - ognH Ha 300 B 6ONbLUMHCTBE PanNoHOB MUPa.

e Y OOMblMHCTBA MAUWEHTOB C LENMaknen UMerTCs MWHMManbHble CUMNTOMbI UMK
BGonesHb NpoTekaeT aTUNNYHO.

e [Ins TOro, 4tobbl YCTAaHOBWUTb AMArHo3 Lenvakum, Heobxoaumo MMeTb chneayoluime
OaHHble:

- XapakTepucTuky ructonaTonormyeckmx U3MeHeHnn KuwedHom Guoncuu;
- KnuHnyeckoe ynydweHue B oTBET Ha CBOGOAHYIO OT rMoTeHa ANeTy.

e Ceponoruyeckve TecTbl UrpatoT posfib B NOATBEPXKAEHUN AnarHo3a Lennakmm

o  CKPUWHUHT NnL, OTHOCSALLMXCS K Fpynne pucka n He OTHOCALLMXCS K rpynne pucka
- MpeHTudmkaumsa naumeHToB, KOTOpbIM HEO6X0AUMO NPOBECTM BUONCHIO;

- BoisBNeHre nauneHToB C NOBbILEHHBIM PUCKOM 3aboneBaHus Lenvakmen.

e [laumeHTbl C Lenmakmen He OOSMKHbI yNnoTpebnaTh NWeHnLy, poXb UK SYMEHb

o [laumeHTbl 0ObIMHO OOMKHbBI CTPOro NPUAEPKUBATBECS HE coaepXallen rnTeHa AneThbl
BCIO OCTaBLUYIOCS XNU3Hb.

e Y NaumMeHTOB C aKTUBHOW (KITMHUYECKN BbIPAXXEHHOW) LiENNaKnen NMeETCS NOBbILLIEHHbIN
PUCK CMepTU B CpaBHeHWM C obwen nonynsuven HaceneHua. OpHako, 3TOT
MOBbILLEHHbIN PUCK CMEPTENbHOrO MCcxo4a BO3BpaLLaeTcs K 06bIMHOMY Mocne Tpex-naTu
neT cTpororo cobnoageHns 6e3rnoTeHOBON ANETLI.

e Y B3pocnbix uenuakua (L) anarHoctupyetcss B cpegHeM rno3xe, yem 4vepes 10 net
rocre nosiBNeHns nepebiX CUMNTOMOB GOME3HMU.

e He cooTBeTCTBYyeT [OEWCTBUTENBHOCTU YTBEPXKOEHME O TOM, 4YTO 3TON 6onesHu
noABep>KeHbl TONbKO eBponeonapl.

e OBeC MOXHO ynoTpebnaTb B MULLY, HO TONIbKO B OMEHb OYMLLEHHOM BUAE; U HebonbLuas
noarpynna 6onbHbIX Lenuakven (MmeHee 5%) He fomkHa ynoTpebnaTb U ero B NuLLly.

o [lpnemnemon aBnsieTca aneta Ha OCHOBE KYKypy3bl U puca.

e PopacTtBeHHUKM nNepBon CTeneHn poACTBa U B MEHbLUEN CTeneHn pPOACTBEHHUKM BTOPOM
CTENeHn poACTBa MMELOT MOBbILWEHHbIA pyUck L.

. AnmagemMmmonorusa

BBeneHue B KnoyeBble MOHATUSA

Ewe He Tak gaBHO cumTanock, 4Yto Ll siBnsetca peakum 3aboneBaHMEM M YTO OHa BO3HMKAET
TONbKO Y €BPONeounaoB, rMaBHbIM 06pa3oM y AeTel, C TUMUYHLIM NPOSIBIIEHMEM B BUAE NoTepu
Beca v gnapeun. Ceityac Mbl 3HaeM, YTO 3TO He COOTBETCTBYET UCTUHE.

LI pacnpocTtpaHeHa Bo Bcem Mupe ¢ Yactotom ot 1:100 go 1:300.

OTHOLLEHME XKEHLLMH K MYy)XXYMHaM cocTaBnseT 2:1.

Ll yacTto Bo3HMKaeT 6e3 racTpOMHTECTUHANbHbLIX CUMMTOMOB.

HeT cywiecTBeHHOM pa3HuLbl B OTHOLIEHMM KaK MNALUEHTOB C KIMHUYECKMMWN NPOSIBNIEHUAMM,
Tak M naumeHToB C OTCYTCTBMEM puUCKa BO BCEX CTpaHax M reorpadmuyeckux pamoHax, B
KOTOpbIX 6bINK NpoBeAEHbI AaNNOEMUNONOTNYECKUE NCCIe0BaHNS.

Onugemnonorna LI umeeT xapaktepucTukm ancbepra - ummeeTca ropasgo Oonble He
ANarHoCTUPOBAaHHbIX Cry4aeB (HWXe BaTepnuHUK), YemM ANarHOCTUPOBAHHbIX Cryvaes
OonesHu (Bblle BaTEPIUHUN).

Puck L} ropa3go Bbilwe Yy poACTBEHHUKOB nepBon ctenenn poactea (nodytn 10%) n Huwxe y
POACTBEHHUKOB BTOPOM CTENEHW POACTBA, YTO HabnoagaeTcs y nogen ¢ guabeTom n gpyrumm
ayTOMMMYHHbIMK 3aboneBaHuaMK, 6onesHbo [layHa u HEKOTOPbIMU OPYrMMU aHanormMyHbiMu
6onesHsamu (cm. 5.7).



e  depTUnbHOCTL Yy BoNbHLIX Ll 3aTparmBaeTcsi B MEHbLUEN CTENEHW.

o bepemeHHOCTL MOXeT sIBUTbCA HebnaronpusaTHbIM OOCTOATENLCTBOM Y MAUMEHTOK C He
anarHoctmpoBaHHom L, ocobeHHO, ecnn cMmnToMbl 3ab6oneBaHNs NOSABUIUCH PaHbLLE.

e Tsaxenasa KnuMHMYeckas kapTuvHa LI moxeT pasBuTbCcsl B TedeHue OepeMeHHOCTU unn B
nocnepogoBom nepuoge noutn 'y 17% naumeHToK.

3.1 PacnpocTpaHeHHOCTb Lefimakum

PacnpocTtpaHeHHOCTb L - 3TO KONnM4ecTBO criyvaeB 3aboneBaHum, KOTOPbIE UMEIOTCS Y
HaceneHus B JaHHbIN Nepuog BPEMEHU, OHO OMHAKOBO B pasHbIX permoHax mupa. He
YCTaHOBJIEH XapaKkTep pocTa HOBbIX criyyaeB Ll - nokanbHbIn nnun rnobanbHbIn, BbISBIIEHHbIX 3a
ornpeneneHHblin Nnepuoa B onpeaeneHHon rpynne HaceneHus.

Bce akcnepTbl cornacHbl Ha UCNonb3oBaHUe obpasa ancbepra B oTHOLWEHUN Li:
pacnpocTpaHeHHOCTb 3aboneBaHMsa oTpaxaeT 00w M pasmep ancbepra, B TO BPEMS Kak
obnacTb HWXe BaTepnvHUM npeacTaBnseT obLiee KONMYEeCTBO He ANarHOCTUPOBAHHbIX
cnyyaes L| y aaHHOM rpynnbl HAceneHust B onpeneneHHbli nepmnod sBpemenn. Obnactb Hag
BaTepnUHMEN - BepxyLlKka ancbepra npeacTaBnsieT KONmMYecTBO KIMHUYECKM
ANarHoCTMPOBAaHHbIX CriyyaeB 3aboneBaHus.

Awncbepr

2

PucyHok 1. Alicbepe uenuakuu.

B 1991 rogy R. Logan ony6nukoBan csoto naeto ancbepra uenvakun. B EBpone Ha Kaxapbin
cnyyanm gmarHoctukm L, npoBeeHHON Ha OCHOBaHUWN KIMHUYECKOro NOAO3PEHUS, UMEeTCs
MHOrO Cfny4aeB , KOTOpble OCTaKTCH HE ANAarHOCTMPOBAHHbLIMU U3-3a TOrO, YTO OHU NpoTeKanm
naTteHTHo, 6eCCUMNTOMHO UMW e BCreaACcTBMe guarHocTnyeckom ownbkm. OTHolweHne
ANarHOCTUPOBAHHbIX K HE AnarHOCTUpoBaHHbIM criydasim LI B EBpone HaxoanTcsa Ha ypoBHE OT
1:5 po 1:13.

KntoueBoe nccnegosanue 2003 roga Fasano ¢ coaBTopamu nokasbiBaeT, UTO
pacnpocTpaHeHHOCTb L BbirmaguT cnegyowmm obpasom:

I'pymnna pucka - poACTBEHHUKH [IEPBOH CTEIICHU POACTBA 1:10

I'pymnna pucka - poACTBEHHHKH BTOPOM CTEIEHU POJICTBA 1:39



I'pynna pucka - manueHTsl ¢ CUMITOMaMU 1:56

I'pynmel BHe pucka 1:133

B HacTosiLee Bpems cumTaeTcs, 4To obLwmin pasmep ancbepra bonee unm meHee ogMHaKkoB
no BCeEMy MUPY, XOTS "BaTepnmHusa" MOXeT OblTb Pa3fIMYHON OT KOHTUHEHTA K KOHTUHEHTY.

B Espone n B CLUA, Hanpumep, pacnpocTpaHeHune LI oguHakoBo cpeau 300poBoOro
HaceneHusi 1 B rpynne pucka, Ho ancoepr nposiensiet B CLUA 6onbLuyto "notonnsieMocTb"-
3[eCb ONarHOCTUPYOTCS MeHbLUEe cryvyaB 3aboneBaHusi, Yem B EBpone. Llennakua nget Hora
B HOry ¢ pacnpocTtpaHeHnem DQ2 n B MmeHbLUen cteneHn ¢ DQS.

OHa Takxke accounmnpyeTca C O6LUVIprIM HacneacTtBeHHbIM ranioTunom, BKIMKO4YarwLWMM KIaccebl
I n Il HLA (A, B, DR, DQ).

3710 HeobxoauMble, HO He AOCTaTouHbIe yCroBust ans passutus L.
Hanuuue rnoTeHa sBNaeTcs KnioYeBbiM hakTopoM - He ObiBaeT Lenuakum 6es rnioTeHa.

Y HaceneHus, kotopoe He umeeT DQ2- Hanpumep, y KnTanues Nnn SNOHLEB - HUKOr4a He
BO3HMKAET NpeanosioXkeHns1 0 BO3MOXHOCTU pasBUTUSA Liennakmn, 3a uckniodeHnem nuu ¢ DQS.

4.1 NMaToreHe3 U reHeTUYeCKas NpeapacnosfioXeHHOCTb.

CuuTtaetcs, uto L - Takke ob6o3Havaemasi kak KueyHas cnpy, rmioTeH-4yBCTBUTENbHANA
3HTEpOoNnaThsa UNKN HeTponuyeckasa cnpy, BO3HWKaeT BCNeACTBME akTUBaLMKN Kak KneToyHoro (T-
KneTka), Tak u rymopanbHoro (B-kneTtka) MUMMyHHOro oTBeTa B OTBET Ha NPUCYTCTBME IMIOTEHOB
(MponamuHbI U FMITEHUHDI) MWEHULbI, PXU U SYMEHS U (pedKO) OBCa Y rEHETUYECKN
npeapacnonoXeHHbIX nuu. MeHeTnyeckasa npegpacnofnoXeHHOCTb NpeanonaraeTcs B CBA3N C
BbICOKOW KOHKOPAAHTHOCTLIO MeXay MOHO3UroTHbIMU 6nnsHeuamu go 70% v accoumaumen ¢
onpegeneHHsIM TUNoM |l yenoseyeckux nenkoumTtapHoix aHtureHos (HLA). HLA-DQ2
BbIsiBrisieTcst noutn y 95% naumeHToB ¢ L, B TO Bpemsi, Kak ocTanbHble naumMeHTbl umetoT HLA-
DQs.

Okcnpeccua atux HLA-DQ2 unn HLA-DQ8 monekyn siBnsetcs Heob6xoanMbIM, HO He
O0CTaTOYHbIM YCIOBUEM Pa3BUTUS 3aboneBaHus.

PesynbTaThl nccrnenoBaHus 6paTbeB U cecTep (pUck peumanea uenuakum coctasnset 10%) un
NOEHTUYHbIX GNM3HeLOoB NoATBepXKAaeT, UTo reHbl HLA aBnatoTcs HeobxoauMbimMun Ans
pa3BuTUs 6ONE3HN, HO He eOUHCTBEHHBIMU FreHaMu, KOTopble HeOBXoaNMbI AN TOro, YToObI
©ones3Hb Morna nNposiBUTbLCS. YCTaHoBNEHO, YTo HLA reHbl onpegensitoT npumepHo 1/3
reHeTU4eCKOM BapuaHTHOCTM 3aboneBaHus.

Puck eeHemuyeckol npedpacronoxeHHocmu (Hernodmeepx0eHHbIL)

OO0m1as nomyJssus 1%
IIpucyrcreue DO2 unu DQ8 2-3%
PoncTeeHHNKH IepBOH cTeTIeHN poAcTBa, HemsBecTHass HLA 10-15%

Poncreennuky mepBoit creneHn poacTsa, umeromue DQ2 nmm DQ8 20-30%



Hanuune aytoaHTUTEN K COEAMHUTENBHO-TKAHHBIM 3NIeMEHTaM, OKpY)XatoLwum rnagkme
MbILLLbI, U3BECTHBIM KaK 3HOOMU3NYM, ABNSETCS BbICOKO cneundmyHbiM ans L. Lienbto Takmx
aHTUTen, Kak Ternepb CTano U3BECTHO, AOMKEH ObITb TKAHEBOW 3H3MM TPaHCIMOTaMUHa3a
(TTI). OTOT 3H3MM MOXET UrpaTth rMaBHyO porb B natoreHese L| nytem geammanpoBaHus
rmnagunHa, NPUBOASILLErO K BblpaXXeHHOMY nponudepaTnBHOMY OTBETY rMaanH-
cneundmnyeckux T-KNeTok, KOTOPblE BOBMEKAKTCH B BOCNaneHne CrnM3ncTon 1 aanbHenLen
akTuBaumm B-knetok y naumeHToB, umetowmx HLA-DQ2 nnn -DQ8.

4.2. EcTecTBeHHasi uctopus

EcTtectBeHHas nctopusa KnuHuyeckn 6eccumnTomHom Ll octaeTca HesicHOM; Heobxoanmbl
AanbHenwmne nccneaoBaHnsa aAng Toro, YTodbl ynyylwnTb Hale NOHUMaHWe eCTeCTBEHHOM
NCTOPUKN NALMEHTOB C acuMnTomMaTuyHom L.

BONbLIMHCTBO HALLMX COBPEMEHHbLIX 3HAaHWUA OTHOCUTCS K €CTECTBEHHOM MCTOPUN U
KNMMHUYECKOW KapTUHE KITMHUYECKNX NposiBNEHW L y AMarHoCTUpOBaHHbIX NaLMEHTOB (Y
BONbLUMHCTBA U3 KOTOPbIX MMEETCA HAbop TSXKENbIX KNMMHUYECKUX CUMMTOMOB, XapakTepHbIX
ans 3aboneBaHus ).

B Tex cnyvasix, korga LI octaeTcsi Hepacno3HaHHON, yBENMYMBAETCS PUCK BO3HUKHOBEHMS
ONacHbIX OS5 XXU3HN OCMOXHEHWI, KOTOpPble TPYAHbI AN NEYEHUs], - HanpUMep,
MHTECTUHAaNbHOW NUMMOMbI.

Tabn 1 Ecnu L] ocmaemcs Hepacrno3HaHHOU

Paxk ( mpeBbimaet cootHomenue 1.3 : 1.0 ) ( mckiIroYas KOJIOPEKTATBHBIA PaK)
3510KaueCTBEHHBIE JTUM(POMBI

OmyX0i1b TOHKOTO KHIIETHUKA

Portornorounsle omyxonu

AJleHOKapIIMHOMA TOJICTOM KMILIKU

Heobwsicanmas 6ecriogaocts (12%)

Octeonopo3 (MOBBIIEHHBII PUCK IJIS MAIIHEHTOB C KIACCHYECKUMH CHMIITOMAaMH)
3aMeINICHHBIA POCT

AyTouMMyHHbIE 3a0071€BaHUST

4.3. CoyeTaHHbIe COCTOAHMUA
4.3.1. 3nokayecTBeHHble 3aboneBaHnA

3nokayecTBeHHble 3aboneBaHMs Yalle BO3HUKAKOT Y NaUMEHTOB C HaNMuMem AnuMTernbHO
TeKywen HenevyeHHon knaccnveckon L. AgeHkapunHoMa TOHKOW KULLIKK, nuwiesoda nnm opo-
hapuHreanbHas NIOCKOKNETOYHast KapuMHOMa N HEXOMKKUHCKAs NIMMcoma BO3HUKAKOT Y
naumneHToB ¢ Ll yawie, yem y 300poBbIX KOHTPOMbHbIX MHAMBUAYYMOB. CunTaeTcs, 4To
Oe3rnTeHoBas AMeTa 3aluLlaeT OT pa3BUTUS 3rTIOKAaYECTBEHHbLIX 3aboneBaHnin, XOTS 3TO U
He OTHOCUTCS K pa3BUTUIO 3aBUCALLMX OT SHTeponaTumn T-KNeToYHbIX NMMMAOM Y NaLNEHTOB C
Lennaknen, AnarHoCTMpPoOBaHHbIX B Bo3pacTe cTaplle 50 ner.

4.3.2. Octeonopos



lMpoBeaeHne nccnegoBaHns MNIOTHOCTU MUHEPANOB KOCTM PEKOMEHAYETCS B Cryvae
yCTaHOBNEHUs anarHosa L, Tak kak CHmKeHMe NIOTHOCTU KOCTWN XapakTepPHO Kak s B3POCHbIX,
Tak u anga geten ¢ L. CHW»KeHne NIoTHOCTM KOCTU BblpaXKeHo B HonbLuen CTeNneHn y
CUMNTOMATUYHBIX MALMEHTOB, YEM B Crlydasix 6€CCUMNTOMHOIO TedeHnsa 3abonesaHns u
COMpPOBOXAAETCH MOBLILLEHHBIM PUCKOM 00pa3oBaHUs NnepenomMoB. NoTHOCTL MMHEpanoB
KOCTU NoBbILaeTcs nocne ynotpebneHns 6e3rnoTeHOBON AUEThl, O4HAKO, MOXET He
BEPHYTbCHA K HOPManbHOMY YPOBHIO.

4.3.3. PepTUNbLHOCTb

L| MoXeT NpnBoanTb K 3aepXKke MEHCTpyaLUuid, NpexaeBpeMeHHo MeHonayse, ameHopee,
NoBTOPSIOLLMMCS abopTam 1 CHUXKEHUO hepTunbHocTU. MccneaoBaHusi coobLuatoT kak o
6ecnnoaHOCTW Y OTAENbHbIX NaUUEeHTOK, a Takke U 0 HopMmaribHOM Yucrne 6epeMeHHOCTeN U
KONnuM4yecTBe AeTen y Apyrux naumeHTok. [JanbHelwme ncecnegoBaHms Heobxoanmbl Ans
YTOYHEHUS 3TOM Npobrembl.

CoobLuaeTcs Takke, YTO AETU Y NaUMEHTOB ¢ L| umenu npu poxaeHny HU3Kuii Bec,
YBENUYEHHYI0 NepuHaTarnbHyl0 CMEPTHOCTb M YKOPOYEHHbIN NepMoa NUTaHUS rpyabHo.
CoGnitoaeHne 6e3rnoTeHOBON ANETLI COMPOBOXAAETCHA BO3BPaLlEeHMEM K HOpMarnbHOM
cUTyauuu.

L| KnMHMYeCKN BNepBble MOXET NPOSIBUTLCS BO BpeMsi GEPEMEHHOCTU UMK B NOCHEPOA0BOM
nepuopae. He gnarHoctupoBaHHas Ll MoxeT GbiTb BbisiBNieHa y 6€CcrniofHbIX XEHLLMH npu
NpoBeAEHUM CKPUHMHTa Mo noBoAy 3aboneBaHusi, ogHako, 06 3TOM roBOpUTCS He BO BCEX
nccnegoBaHusX.

Becnnogne y myxunH Takke moxeT 6biTb 06ycrnosneHo L. bonee Toro, y My>4uH ¢ 3TUMm
3aboneBaHMeM TakKe NMeeTcs TEHOEHUMS K TOMY, YTO UX AeTN POXOATCA HEAOHOLEHHbIMU U
nmetoT 6onee HM3KMI BEC TeNa Npu POXAEHUN NO CPaBHEHMUIO C AETbMU OT 340POBbIX
poaunTenen.

4.3.4. AyTOMMMYyHHble 3aboneBaHus

[lo HacTosiILEero BpeMeHU ocTaeTcs HESICHBIM, iBNsAeTcs Nu Ll BocnanuMtenbHbIM
pacCTPOMCTBOM CO BTOPUYHBIMW ayTOMMMYHHbIMWU peakuUsaMn Uin e oHa npeactasnseT
cob01 NEPBUYHYIO ayTOMMMYHHY0 60ne3Hb, NHAYLMPOBAHHYIO N3BECTHLIMU hakTopamu.
AyTOMMMYHHbIE HAapyLUEHMA BO3HUKAIOT B AECATb pa3 yalle y B3pocnbiX NauneHTos ¢ LI, yem
B obLen nonynauuum.

OTK paccTponcTea BKMOYaoT:
NHcynuH-3aBUCUMMbIV caxapHbin gnabet 1 Tuna
MaTonoruno WNTOBUAHOW Xenesbl
Cwungpowm LerpeHa
Bones3nb AgancoHa
AYyTOMMMYHHYO NATONOrMIO NeYeHn
Kapavomuonatuio
HeBpornorunyeckne pacctponcTsea

B Tom cnyyae, ecnu y nauueHTa umeeTcs ayToMMmyHHoe 3abonesaHue v L, To L yacTo
npoTekaeT 6eCCUMNTOMHO U U3-3a 3TOro ayToMMMyHHOe 3aborieBaHne 06bIYHO AMarHOCTUPYOT
nepBbIM.

4.3.5. FTepneTucopMHbIN AepMaTUT

eprneTndopMHble AepMaTUTbI pacCcMaTPUBAIOTCS KaK KOXHbIE NPOSIBNEHUSI MMIOTEHOBOWM
YYBCTBUTENbHOCTM Y NaumneHToB ¢ Li.



"epnetTndopMHblie AepMaTUTbI pacCMaTPUBAKOTCS KakK KOXHbIE MPOSIBIIEHMS TIOTEHOBON
YYBCTBUTENbBHOCTU Y NaumeHToB ¢ L. Mepnetudopmubin gepmatut (ML) npegctaenseT cobomn
TSDKENYIO KOXKHYH0 ©0Mne3Hb C pasBUTMEM BbIpaXXeHHOW 3yasLuen cbinv 1 nysbipei. Chinb
0ObIYHO BO3HMKAET Ha JTOKTSAX, KONEHNAX M arogmuax. XoTsa y nauneHToB ¢ [ 1 oTCcyTCTBYHOT
CUMNTOMbI CO CTOPOHbI MULLEBAPUTENBHOIO TPaKTa, Y HUX 0ObIMHO MMEETCS NopaKeHue
KULWEYHWKa, XapakTepHoe ans L

'l oMarHoCcTMpyT C NOMOLLLIO KOXHOW Buoncuu. JleyeHne NnpoBOANTCA Ha3HAYEHMEM
6e3rntoTeHOBOW ANETHI U NpenapaToB AfS YCTPAHEHWS CbINW - HAaNpUMep, AancoHa unm
cynbdannpugnHa. Takoe nevyeHne MOXeT MPOAOIMKATLCA HECKOSTbKO NeT.

KoxxHast 6onesHb 1 nopaxeHne TOHKOrO KULIEYHUKa ABNSAKTCS MMI0TEH-3aBUCUMbIMA 1 CBA3AHDI
¢ HLA-DQ, npu aTOM reHeTn4eckme pasnnumsa ans obbacHeHns AByx (OeHOTUMNOB OTCYTCTBYIOT.

5. lnarHo3s uenuakumu

5.1 BBepgeHue

KnnHundeckas knaccudpumkaums Ll nogsepriacb M3aMeHeHUsM; B HacTosiLee Bpems
OONbLUMHCTBO 3KCMEPTOB COrMacHO CO crieaytoLlen Knaccuukaumnen:

Knaccuyeckas
B OCHOBHOM racTpOWHTECTUHASbHbIE CUMMTOMBI
ATnnnyHas
B OCHOBHOM He racTpOMHTECTUHAIbHBIE CUMMTOMbI - OObIYHO OAMH NN HECKOJSTLKO
CUMMTOMOB
BeccmmnTomHas
OTcyTCcTBME CMMNTOMOB, HECMOTPS Ha HanM4yme XapakTepHOro NOPayKeHUs KULLIKK

5.2. QudhcepeHumanbHbIN guarHo3

Ll npeactaeneHa o4eHb LLUMPOKOWN N MMEKOLLEN CBONCTBO MEHSTL POPMY KIMHUYECKOM
KapTUHOW; MMeeTCst MHOro 3aboneBaHnin C N3MEHEHMAMUN CIIU3UCTON, aHanNorMyYHbIMU TeM,
KOTOpble BO3HMKaKOT npwu L.

Tabn 2 CocmosiHUSI ¢ U3MEeHEeHUSsIMU criu3ucmou, aHano2u4HbiMu ¢ L

Tponuueckas crpy

BUY sureponatus

CMenraHHble IMMYHOAS(HIIUTHBIE COCTOSHHS
PasmanyoHHbIe TOBPEXKICHHS

HenaBHo npoBeeHHass XUMHUOTEPAITHS
Bose3Hp TpaHCIUIaHTAT-IPOTUB-X035IMHA
XpoHHuUecKas HIIEeMHUs

JIam6nno3

Bbonesns Kpona

D03MHOGUIIBHBII FACTPOIHTEPUT

Cunzpom 30iIHHTepa-JIIICOHA
AyTHUMMYHHas SHTEPOIATHS
AccorupoBaHHas ¢ sHTeponaTtiell T-kinerounas tumdoma
Pedpakrepnas cnpy

Konnarenosas cpy

( Yemvipe nocneonux 3a601e6anus 03MONCHO cea3anbl ¢ 1].)



5.3. lnarHocTn4yeckue TecTbl

Tonbko 3HOOCKONUS C BMONCMEN TOHKOIO KULLEYHUKA B COYETaHMM C NONOXMTENbHON Ha L
cepornornen gatwT onpeaesieHHbI gnarHo3. Takom noaxo cuMTaeTcs 30/10TbIM CTaHAapTOM.

Tabn. 3.[JuaecHocmuka uesnuakuu.

KnuHuyeckoe npeanonoxeHve
(He Ha GearnioTeHoBOM AneTe)

Mano gaHHbIX

IgA TKaHeBas T%aHCFJ'HOTaMVIHa3a
nnm
IgA 3HOoMM3nanbLHble aHTUTENa
+
OO ypoBEHDb CbIBOPOTOYHOTO IgA
(MCKNIOYNTBL CENEKTUBHYH HELOCTAaTOYHOCTDL IgA)

Bce TecTbl HeraTuBHbIe \KaKOﬁ—TO TEeCcT

MO3UTUBHbIN

v v

[narHos ncknovaetcs Broncust TOHKOWM KULLIKK

" oTcyTCTBME annenei, koaupyowmx DQ2 u DQS
AernaeT LUenvakuio ManoBeposiTHOW

MHoro AaHHbIX

Buoncus TOHK*FO KMwe4vHnKa
+
|gA TKaHeBaA TpaHCrinioTaMmnHasa nnm
QHAOMU3MAIbHbIE aHTUTENNA

1.Ceponorus nos. + rMcTonorus Her.
MepecmoTp nnmn noBTopHas dbuoncus vYepes 1-2
roga
HabntogaTb nauneHTa

2.Ceponorusa nos. + rucronorusi nos.
OunarHocTtupyeTcs uennakus

3.Ceponorusi Her. + rMCTOIOrUA NO3
PaccmaTpuBatoTcs Apyrue npuydmHbl 3HTEpUTA
Ecnu ppyrve npuunHbl He HaxoasaT, To nevar L
MNpoBogAaT reHoTUNMpoBaHne HLA

4.Ceponorusi Her.+ rMCTONIOrMsl Her.
[unarHo3s nckniovarT

Ponb aHpockonuu npv noao3peHnn Ha uennakmro

XoTsa aHOoCKOMNA MOXeT npeaoctaBuUTb AaHHbIE ANA NpoBeaeHUA ouoncuun, cama oHa He
ABnAeTCcd 40CTaTO4YHO quCTBI/ITGJ'IbHOVI OnA BbidABEHNA BCEX I'IpOFIBJ'IGHMI7I Ll B nonynauunn.

XapaKTeprle OHOOCKONMNYECKMEe HaxoaKn BKIHO4YatoT:

e Cknagku B Buae rpebeLukoB, TPeLUMHbl U MO3anyHy0 KapTUHY

¢ YNnoweHHble cKnaaku

e YMeHbLUEHNE pa3mepoB n/vnn ncyesHoBeHME CKagok npu MakCUManbHON VIHcbeJ'IFILI,I/II/I

MHTecTMHanbHaa 6uoncus

MHTecTnHanbHast bnoncmnsa BMecTe ¢ NONOXUTENbHbLIM Cceposiorm4eCknMmM TeCToM ABIAETCA

30J10TbIM CTaHOAPTOM OUNArHOCTUKN LelmMaknn.

MHoecTBeHHble Buoncumn 6epyTcsa N3 BTOPOM UM TpeTben YacTu ABeHagLaTMnepcTHoOm
KMULWKW. QHOocKonusa cTana Hambonee yaobHbIM METO4O0M NostyYeHnst GUONCUn Crim3ncTomn




TOHKOM KuwKkK. MeTon npucacbiBatowern duoncum (kancyna Kpocbu) odbecneumsaet
nosnydeHne Hauny4wmnx oopasuos.

l'ucmonoauyeckas xapakmepucmuka 3Hmepornamuu rpu uenauakuu.

LI nopaxaeT crnmancTyto 060M04Ky NPOKCUManbHOM YacTu TOHKOW KULLIKKU, TSXKECTb
noBpeXxaeHnsa NOCTENEeHHO YMEHbLLIAETCH N0 HanpaBeHUIo K AUCTanbHOM YacTy TOHKOW KULLIKU,
XOTS1 B HEKOTOPbIX Cry4asix MOBPEXAEHNE MOXET PAacCnpPOCTPAHATLCS M HA MNOAB3LOLUHYHO
Knwky. CTeneHb NPOKCMMAanbHOro NoOpaXxeHusi BapbmpyeT B 3HAYUTESNbHOW CTENEHN B
3aBUCMMOCTU OT TsKeCTu 3aboneBaHust. [IpokcMManbHOe NopaXXeHUe MoXeT ObITb OYeHb
YMEPEHHbIM NPU 6ECCUMNTOMHbBIX CIy4asx 3aboneBaHnsi C HE3HAYUTENbHBIMU UIK Jaxe
FMMCTONOrMYECKN HE BbISIBIISIEMBIMN N3MEHEHUAMM B CPEAHEN YACTU TOLLEN KULKA. B HEKOTOPLIX
cny4asx MOryT UMeTb MECTO M3MEHEHUS CIU3NCTON 0O0MNOYKM XXenyaKka u NPSAMON KULLIKK.
M3peaka noBpexaeHne B ABEHAAUATUNEPCTHON/BEPXHEN YACTM TOLLEN KULLIKA UMEIOT XapakTep
Onsiwek, nx xapakrep SOMmKeH bbITb MCCrieaoBaH HEMEAIEHHO NPU NOBTOPHOW Bruoncun y
OTAENbHbIX NAUMEHTOB C HaNMYMeM NO3UTUBHbLIX 3HAOMMU3MaNbHbIX aHTuTen (OMA). OgHako,
ANSA 3TOro MMEKTCA OCHOBaHUSA TOMbKO B TOM Cryvae, ecriv BO BCex Tpex obpasuax, B3ATbIX
npw nepeon duorncun, onpegensanack HopMarnbHasi TMCTONOrn4yeckasl KapTuHa.

Knaccugukauusi nospexdeHuli moHkoU Kuwku Mapuwa:

Cragus 0 IlpenHpunbTpaTHBHBIC H3MEHEHHUS CIM3UCTOI; Yy 5% narmenToB ¢ '] BbIABIsSeTCS HOPMallbHAs KapTHHA OHOIICHU
TOHKOTO KHIIEYHHKA

Cranus | YBenmuueHHOE KOJIMYECTBO HHTpa’uTeNHaabHbIX JuMponntoB (MDJI) - 6omnee uem 30 Ha 100 3HTEpOLIUTOB.

Cragusa Il  T'wnepruiasust kpunt, BoOaBOK K yBeiandeHHIo konndectBa VIDJI yBenuuuBaercst TiryOuHA KpHIT 0e3
YMEHBIIEHHS BBICOTBI BOPCUHOK. | TIOTEH MOJKET BBI3BIBATH 3TH H3MEHEHMS, KOTOPbIE BBIABIIOTCS y 20%
HeJleueHHBIX nmamueHToB ¢ '] u L.

Cramus Il Atpodust BopcuHoK; A-yacTuyHas, B-cyGToTansHas, C-rotanpHas. Tak mpeacTaBiieHO KIacCHYECKOe MOpakeHue,
ero HaxoaaT y 40% c '/l u y 10-20% poxcTBeHHHKOB nepBoii cTenenu 6onpHbIX L. HecMoTpst Ha BeIpakeHHBIE
W3MCHEHUS CIIM3UCTOM, y MHOTHX MHIMBHYYMOB CUMIITOMBI 3a00JICBaHUsI OTCYTCTBYIOT, H TaKHE CITy4an
PACLICHUBAIOTCS KaK CYOKIMHUYECKHUE WM CKPBIThIC. YKa3aHHbBIC H3MEHEHHUS CITM3UCTO MPEACTABIIIOT CO00i
XapaKTepHCTHKY, HO He quarHo3 L, Tak Kak OHU BEISBIISIOTCS TIPH TSHKEIOM JIIMOJINO3€, IeTCKOH MHUIIEBOH
YyBCTBUTEIHEHOCTH, OOJIE3HN TPAHCILUIAHTAT-TIPOTUB-X035IMHA, XPOHNUCSCKOH HITIEMHUH TOHKOTO KHIICYHHKA,
TPOMUYECKOH CIIPY, IMMHHOIJIOOYJIMHOBOH HEJOCTATOYHOCTH U APYTUX MMMYHHBIX Ae(HIMTaX U OTTOPKEHUH

TpaHCIUIaHTaTa.
CTa}lI/ISI ToTanbHast anO(bI/IH BOPCHUHOK. OTH U3MEHEHUS MOT'yT pacCMaTpuBaThCA B KAYECCTBE KOHEYHOU CTaIuu
v TOBPEKACHHUSA Y OUCHD HEeOOJIBIION TpynIibl Malfu€HTOB, KOTOPHIC HEUYBCTBUTCIIbHBI K OTMCHE I'IIOTEHA, Y HUX

MOTYT Pa3BUThCS 37I0KAYECTBEHHbIE OCIIOKHEHUS. MOTYT IPUCYTCTBOBAaTh OTIOKEHUS KOJIareHa B CIIM3UCTON U B
MOJCIU3UCTOM ClIo€ (KOJIJIareHO3HOE CIIpy-HapyIllleHHe, KOTOPOe MOKeT uMeTh oTHomeHue K L). [Tammentst ¢ [V
CTaaneH MOPaskeHUH CIIM3UCTOH OOBITHO HETYyBCTBHTEINBHBI K JICUCHUIO CTEPOUIAMH, HIMMYHOCYTIPECCHBHBIMHU
IpenapaTaMy I XUMHAOTEPAITHH.

5.4. Ucnonb3oBaHue CbIBOPOTOYHbLIX aHTUTEN AnAd ANarHOCTUKU Uernnakmmn

IgA sHOoomu3nanbHble aHTMTeNa (IgA OMA; HamBbICWasa gnarHocTU4eckas TOYHOCTbL)
IgA TKaHeBble TpaHcrnoTaMuHasHble aHtutena ( IgA 1TIn)

IgA aHTUrNnMagmHoBble aHTutena (IgA AlrA)

IgG aHTUrnuaguHossle aHtuTena (Ilg G ArA)

Ceponorw-lecme ncenegoBaHua npn anarHOCTuKeE uernmakmm AOoJ1KHbl ObITb pasgeneHbl Ha
ABe rpynnbl B 3aBUCUMOCTU OT LeneBbiX aHTUreHOB:

e Tectbl Ha aHTU-TTI aHTUTENna
e TecTbl HA aHTUINAgMHOBbLIE aHTUTENA.

IgA OMA - IgA sHOOMM3MAarbHbIE aHTUTENA, NPUCOEANHSIIOLWMECH K SHOOMU3NYMY,
COeIMHUTENBHON TKaHW BOKPYT rNagknx MblLlL, KOTOpble NPOAYLMPYIOT XapakTepHO



oKpalwnBaeMble NPOAYKTbl, KOTOPbIE BU3yanu3npytoTCa C MOMOLLbIO HENPSAMOW
UMMYHONopecLeHLnN.

PesynbTaTbl TECTA OLEHMBAKOTCS NPOCTO - KaK MO3UTUBHbBIE UM HEFATUBHLIE, MOCKOITbKY
Aaxke HU3KNe TUTPbl CbIBOPOTOYHBIX IgA aHAOMU3NANbHBIX aHTUTEN ABNAOTCA
cneunuynbiMm anga L. OnpegensemMblii aHTUreH naeHTUULMPYIOTCSA Kak TkaHeBas
TpaHcrniotammHasa (TTI unu TpaHcrnioTaMmmMHasa 2).

TecT Ha IgA aHOAOMM3MAnNbHbIE aHTUTENa YMEPEHHO YyBCTBUTENbHbLIA U BbICOKO cneundunyeH
npu HeneveHHoM (akTneHoM) L.

AHTU-TKaHeBble TpaHcrnioTaMuHasHble aHTuTena ( IgA TTI). TTI aBnseTca aHTUreHoM,
NPOTUB KOTOPOrO HamnpasrieHbl aHTUAHAOMMU3NAsbHbIE aHTUTena. AHTU-TTI aHTUTena BbICOKO
YYBCTBUTESbHbI U cneundunyHbl Ang gnarHoctuposaHus L.

OH3UM-CcBsI3aHHbIe MMMYHOCOpOGeHTHble Habopbl (ELISA) anga onpeaenenus IgA aHTn-tTI
aHTUTEN NPUMEHSIIOTCA B HACTOSILLEe BPEMSI O4YEHb LUMPOKO, OHN NPOCTLI B yNOTpebneHnn n
CTOAT Aeluesne, YeM MMMYHOpoopecLeHTHbIE HAbopPbI, UCMONb3yeMble ANg BbiBrieHns IgA
3HOOMMU3MANbHbLIX aHTUTEeN. narHocTuyeckas TOMHOCTb UMMYHOJTOTMYECKMX aHanmn3oB IgA
aHTU-TTT Obina noBbllLEeHa 3a CYET UCMNOMNb30BaHUA ANA U3rOTOBMEHUsS YenoBevyeckoro T11
BMECTO paHee npumeHsitoerocs TTI OT XXMBOTHbIX.

Habopbl ons onpeaeneHna aHTurnuagmHoBbix aHTuTen (IgA ArA m igG Ar)
MnagnHbl ABNAIOTCA OCHOBHLIMU OenkamMu HakonneHus MNweHuLbl, HocAaLwMMmK obLlee
Has3BaHWe rMITEH.

OunLLEHHBIV MMaguH rOTOB K NPUMEHEHMIO 1 UCMONb3yeTcs Kak aHTureH ang tectos ELISA
ANs1 onpeaeneHnst CbiIBOPOTOYHbIX aHTUMMNAAUHOBBLIX aHTUTEN.

YpoBeHb CbIBOPOTOYHbIX aHTUINIMAAUHOBBLIX aHTUTEN YacTo GbiBaeT NOBbILEHHBLIM Y
HeneveHHbIX NauneHToB ¢ L, B CBSI3M € 3TUM aHTUIMMaanHoOBbIE HAbOPLI YXKe HECKONBbKO NeT
NCNornb3ylTCA B ANArHOCTUYECKMX LensX.

XOTS 3TV TECTbl U AEMOHCTPUPYIOT YMEPEHHYIO YYBCTBUTENBHOCTb U CNELUNEPUYHOCTb
(ocobeHHo IgA) ux LLeHHOCTb Kak nHaukatopa 3abonesaHus B obLien nonynsumm
OTHOCUTENBbHO HU3Kas.

Al'A TecCTbl B HacTosLee BpeMd He peKOMeHOYTCA K NpUMEeHEeHUo BCrieacTeme nx HN3KON
YyBCTBUTEJ1IbHOCTU U cneu,wcbquocm.

5.5. 'naBHble CUMNTOMbI

B3pocn ble: raCTPOUHTeCTUHallbHble CUMNTOMbI

o XpoHu4yeckas anapes

. MoTeps Beca

. AHemMuns

) BaagyTtue xusota

o YTOMnsaemMocTb U HeJoMOraHue

[eTun: racTpoMHTEeCTUHalNIbHbI€ CUMNTOMbI
o HapylieHune ckopocTu pocTa, NoTeps Beca, CHUKEHNE BECOBbIX UM POCTOBbIX
nponopuuin, cnaboe TenocnoxeHune
. TowHoTa.
Ounapes
Peungunsumpytowme 60nm B xxmBoTe
MbiweyHas cnabocTb
CvHApPOM pasfpakeHHOW KULLIKK
'MnonpoTenHemusi



. BosbyanmocTb 1 auckoMdopT

B3pocnble U AeTU: HeracCTPOMHTECTUHaNIbHbIe CUMNTOMbI
. HepocTaTouHOCTb Xenesa/aHemMus

"epneTudopMHbIN AepMaTuT

Mepudepunyeckasa HenponaTtumsi

Hedununt honneBon KUCnoTsl

CHWKeHne NoTHOCTU KOCTEN

HeobbsAcHnmoe becnnoane

Ll Bo3MOXHa B cny4asx:
. HeobbsicHMmoro gedouumta onmeBon KUCNOThI, xenesa unn B12.
CHWKeHUs CbIBOPOTOYHOIO anbbymMuHa
HeobbsicHMMON runepTpaHcaMmMHaseMmnn
OcTteonoposa n octeomMansiumm
Peuungmeupytowmx 6onen B XXMBOTE NN B34yTUS XKUBOTA
KoxxHo cbinn

Mo4yemy uenuakusa TpyaHa ans AUarHOCTUKU?

° AnbTepHaTMBHbIe gmarHoabl (4acto CPK)

o 3aboneBaHne MoXeT OblTb ManoCUMNTOMHBLIM UM 6ECCUMNTOMHBLIM

o 3aboneBaHne MOXeT MMETb NaTEHTHbIE Nepuoabl

. KnuHnumctbl "He No4o3peBatoT ee Hanmyune", CyLecTBYyeT HECKONbKO "MndoB" 06 aTtoun
BonesHu:

- Ll-peakoe 3abonesaHne

- LI BO3HMKaeT TonbKo y eBponeonaoB

- Ll Bo3HuMKkaeT rmaBHbiM 0bpasom B EBpone un CLUA

- Ll BO3HMKaET TOMbKO B 4ETCKOM BO3pacTe

5.6. PaKTOpbI pUCKa

MNMoBbIweHHbIN puck L cywecTByeT npu:
. Y poacTBEHHUKOB NepBOKM U BTOpon cteneHun poactea (5-15% y ocHoBHon maccbl, 10-
30% npw Hannum DQ2 nnbDQ8, cmoTpu pasagen 3.1)
. Mpu cuHgpome JayHa (12%)
AyTOMMMYHHOW NaTonornn WMToBUAHOM xernesbl (5%)
AKTVBHOM XPOHWYECKOM renatute
1 Tune caxapHoro guabeta (5-6%)
NumdouutapHom konute (15-27%)
CunHapome xpoHuyeckomn yctanoctu (2%)
CvHaopome pasgpaeHHON KULLKK

3aboneBaHusA, pUCK NOABIIEHNA KOTOPbIX YBENTMMUBAETCA NMPU ANMUTENbHO Herne4YeHHOMU
L:
Pak (puck 1.3:1.0)

3nokayecTBeHHbIE NTMMAOMbI

Onyxornb TOHKOW KWLLKN

PoTornoTto4yHble onyxonu

HeobbscHumoe 6ecnnoauve (12%)

OcTeonopo3s (NoBbILLEHHbIN PUCK AN NALMEHTOB C KIacCUYeckon cMMmnTomaTukon L)

5.7. F'nobanbHbIe acneKkTbl

Anungemmnonorus



Ll BcTpeyvaeTcsa no Bcemy Mupy 1 nopaxaet npumepHo ogHoro n3 100 - ogHoro n3 300 n3
obLLero yncna HaceneHus.

Moxoxe, uTo Ll pacnpocTpaHeHa ogMHaKoOBO B PasfMYHbLIX PErMOHax Mupa - Tak, 4To pa3mMepbl
arnicbepra BO3MOXHO OCTaKOTCH OOANHAKOBLIMU, XOTH BaTEPNMHUS HAXOAUTCA HA pa3HOM YPOBHE.
BaTepnuHusa onpenensieT OTHOLWEHNE OUarHOCTMPOBAaHHbLIX CryvaeB 3aboneBaHus K He
ANarHOCTUPOBaHHbLIM. JTO OTHOLLEHWE 3aBUCUT OT: 1) ocBegoMMeHHOCTU o L, 2) gocTtynHoCTH
ANarHOCTUYECKNX PECYpPCOoB, 3) BapMaHTOB KITMHUYECKOrO NPOSIBNIEHMS 3aboneBaHus
(Hanpumep, pesynbTarta MHANBMAYaNbHON OUETHI).

B pasBuBatomuxcsa ctpaHax obnactb Haf BaTepnvHuen - BepxyLuka ancbepra (T.e.,
KONMNUYECTBO KIMMHUYECKN OMarHOCTUPOBAHHbLIX CITy4aeB) BO3MOXHO ropa3fo MeHbLue. 30ecb
ancbepr NoYTK NOSTHOCTLIO NOTPYXKEH B BOAY.

2

[wnarHocTurka Ll B pa3HbiX 4acTsix Myupa MOXeT ObITb BbIMNOSIHEHA C UCMONb30BAHNEM Pa3ITUYHbIX
TEXHOMOMNIN B 3aBMCUMOCTU OT AOCTYMHbLIX PECYPCOB, HO CNELNPUYHOCTb U JOCTOBEPHOCTb
pe3ynbTaToB MOMyT BapbMpOBaTh B TEX Cry4vasix, KOraa McnosibdyeMble MeTobl Xyxe Tex,
KOTOpble NPUMEHSIOTCA ANS NonyyYeHus "30nN0Toro ctaHgapTa” AMarHoCTUKK.

B 3aBMCUMMOCTM OT OOCTYMHbLIX PECYPCOB, ANArHOCTUYECKNE NPUEMbBI MOXHO NMPEeACTaBUTb B
BMAe Kackaja, HaumHasi C Hauny4dlen cutyaumm, npm KOTOPon MoOXeT BbITb UCNONb30BaH
"3onoTon ctaHaapT" ANarHOCTUKM - 3HOOCKOMNUS, BUONCUS TOHKOW KULLKW 1 cneuudundeckne
Ceposornyeckmne TeCTbl, UCNONb3yeEMble AN NOATBEPXKOEHUS UIK BbIsIBIEHMs1 3aboneBaHus -
A0 cuTyaummn, Npy KOTOPOM MOXET BbITb MCMOSMb30BaH TONTIbKO MUHUMYM OMarHOCTUYECKMX
npUeMoB.

Ecnu 6roncust He AOCTyNHa, TO TONMbKO CEPONOrns OCTaeTCsi MpMemMremMbiM cnocobom ans
AvarHocTuku Ll elle n noTomy, YTo Ceponornyeckne TecTbl AeLleBre, YeM 3HAOCKONMS 1
Buoncug, a ux ctaTucTmyeckas LeHHOCTb B 3HaYUTENbHOW CTEeNeHn cxoaHa.

B cnyyae oTcyTCTBMS BO3MOXHOCTM NpoBeAeHUs G1oncmMm ncnonb3yoT cnegyroLime Kputepum:
e [lpucyTcTBUE ayTO-aHTUTEN
e [TIIOTEH 3aBUCUMbIN TUTP ayTO-aHTUTEN
e KnnHuyeckne CMMMTOMbI, €CIIN OHU UMEIOTCS
e YnyyweHne CUMNTOMATUKN U CHUXKEHNE TUTPa aHTU-TTI aHTUTen npy NpUMEHeHUM
0e3rntTeHoBOM ANETHI

CambIM MPOCTbLIM U eLleBbIM CePONnornyecknm Tectom moxeT ctatb ELISA. Korga-Hnbyab IgA
aHTU TTT TecT cTaHeT JOCTYMNHbIM, AOCTAaTOYHO YyBCTBUTENbHLIM U cneunduyHbiM. OH ByaeT
naearnbHbIM NS PErMOHOB C OFPaHNYEHHbIMW pecypcamMu.

Ecnu reorpa(bmquKaﬂ obnacTb UMeeT O4YeHb orpaHn4eHHble pecypcCbl, TO KIMMHU4YECKNEe
acnekTbl CTaHOBATCA Hanbornee BaXXHbIM ANAarHOCTUYECKNM cpeacTtBoM. OcHoBaHHas Ha puce
nnn KyKkypyse OesrnoTeHoBas gMeTa aBnseTcs pewarownm n XM3HEHHO BaXXHbIM LLArom B
nogreepXxgeHnn gnarHo3a |_|,



Tabn 4 Kackad duazHocmuku L

—

AyToaHTHUTENA U SHAOCKOIHNS C UHTECTHHAIBHON OnoIcuelt (3010Toi CTaHaapT)
2.  DHIOCKOMHS C HHTECTHHANBbHOU Onorcuen
3. AmntHTeNa

- OMA wiu antu-TTT, niu e u gpyrue (Ipy HaJIMYUY BO3MOXKHOCTH U OTIBITA)
- muaH Habop ELISA

4. JlmarHocTHKa, OCHOBaHHAs Ha "KIMHUYECKUX acliekTax', ¢ KIMHUYECKUM YJIyUlIeHHEM I0CIe Iepexo/ia Ha
OCHOBaHHYIO Ha KyKypy3€ WM pUce OC3TIFOTCHOBYIO JIHETY.

XoTS 3HOOCKONUSA U ABNAETCH OYEeHb NONe3HbIM MeTOAOM BbisiBreHus L, oHa He MOoXeT
pacueHBaTbCS B Ka4ecTBe e4MHCTBEHHON AMarHOCTUYeCKon npouenypbl. Hanvune mapkepos
aTpodumn Cnn3ncTon obonoYkn MOXeT ObiTb O4YEHb XapakTepHbiM s L| B panoHax, rae ata
0ones3Hb 06bIYHA, HO B APYIMX panoHax Mupa Takme MmapKkepbl MOTyT YKa3bliBaTb Ha pa3fiMyHble
Apyrve 3abonesaHus - Hanpumep, TPONUYECKoe CNpy, HapyLeHNe NUTaHnsa, Bone3Hb TSKEeNbIX
uenen n T.4.

Mexay Tem, 3To nccriefoBaHMe OYeHb MOMe3HO B TeX Cryvasix, kKorga MapKepbl BbISIBNAOTCS
npu NpoBeAeHNN SHAOCKOMUIA, NPEANPUHATLIX ANs ANarHOCTUKK OpYrux 3abonesaHuii. Toraa
9HAOCKOMUCT AOMKEH HACTOPOXNUTLCS M NMPOBECTM UHTECTUHAMbHYIO GUOMNCUIo.

6. JleyueHue uenuakmu

6.1. BenpeHne 60onbHbIX

CoBpeMeHHble NpuHUMMbI ledeHuns LI ocHoBbiBatoTCA Ha 6e3rntoTeHOBOM ANETE B TeYEHUne
BCEW XM3HK, 6e3rnoTeHoBas gueTa npegnonaraet 0Tkas OT NeHUUbl, sSYMeHst, pxu. OBec He
ABNAETCH TOKCUYHbIM AN 95% naumeHToB ¢ L| unv repnetMdopmHbIM AepMaTUTOM, XOTS U
nmMeeTca MmaneHbkas nogrpynna - 5% naumMeHToB, A5 KOTOPbIX OBEC HE ABNSeTCS
Oe3BpeaHbIM.

Kpome Toro, nmetotcsi konebaHns B HEKOTOPbIX CTpaHax OTHOCUTENBHO COBETOB CBOBOAHOIO
MCMoNb30BaHNS OBCa, BBMAOY TPYAHOCTU rapaHTUPOBAHUS TOrO, YTO KOMMEPYECKN AOCTYMHbIN
oBecC He ByaeT cMellaH ¢ ApYrMMU 3epHOBbIMU KynbTypamnu. PUc 1 Kykypy3a MoryT GbiTb
YyacTblo 6e3rnTeHOBOV ANETDI.

HavanbHble pekoMeHaaumm:

. HasHaveHune "HaTypanbHon" 6e3rnoTeHoBOW AneThbl
BuibpaTb AgneTonora wu/unuv rpynny noaaep>ku (CMOTpu CNMCOK BeEO CanToB HUXKE)
[MpoBeCTM CKPUHUHI HEAOCTATOYHOCTM Xernesa n honaTos
lMocoBeToBaTb NPOBECTM UCCNEAOBaHUE MITOTHOCTU KOCTEN (B HEKOTOPLIX Cryyasix)
Ecnu BbisBNEH ocTeonopos, To Ha3Ha4YMTb OONOMHUTENBHO BUTaMUH D v kanbuui
MNMocoBeToBaTh NPOBEAEHNE CEPONOTMYECKOrO CKPUHUHIA ANs POACTBEHHMKOB NEPBOM U
BTOPOW CTENEHMN.

Y GonbLlUMHCTBA NauneHTa MMeeTCsi OMeHb ObICTPbIN KIMMHUYECKUA OTBET Ha 6e3rnioTeHoBYHO
aneTy (4Yepes 2 Hegenu), XoTa 3TOT CPOK MOXKET BapbupoBaTh. [launeHTam ¢ KpanHen
CTeneHblo 3aboneBaHus MOXeT NOTpeboBaTbCA rocnuTanmaawums, BBeaeHne JONOSTHUTENbHOMo
KonuyecTBa XWOKOCTEW U SNEKTPONUTOB, BHYTPUBEHHOE NUTAHNE W, B OTAENbHbIX Cryyas,
ctepoungpl. MNaymeHTam HeobXxoaANMO YyCUIEHHO pekoMeHO0BaTb yNoTpebnsaTe HaTyparnbHyo



MULLLY C BbICOKUM COZepXaHneM xenesa u onaToB, 0COGEHHO B TeX crnyyasix, koraa geduumt
3TUX MUHEpPASIOB YCTaHOBIIEH.

MaumeHTbl AOMKHbI NONyYaTb KOHCYNbTaUUM ANEeTornora, XopoLwUo 3HatoLero 6e3rnioTeHoBYHO
avety. OgHako, He BCe AMETONOM XOpoLLO OPUEHTUPYIOTCA B Be3rnioTeHoBOW AneTte, No aTon
nNpu4MHE MECTHbIE NN HaUWOHarbHbIE FPynnbl NOAAEPXKKN O0SDKHLI 06ecneynTb nonyyeHmne
Heobxoanmon nHdopmauuu.

Y B3pocrnbix 6e3rnioTeHoBas AveTa ynydlaeT KauyecTBO XU3HU Jaxe Y Tex, Ybe 3aboneBaHue
ObINo BbISABIEHO NPU NPOBEAEHUM CKpUHMHIa. [leTun, Haxogswmecs Ha 6es3rnioTeHoBoN aneTe,

COOOLLAKT O TOM, YTO KA4YECTBO MX KMN3HU CpaBHMMO C Ka4eCTBOM XNU3HW 300pOBOIro
HaceneHus. Y noApOCTKOB BO3HMKAKT TPYAOHOCTU C NepexoaomMm Ha AneTnyeckoe nnutaHue.

6.2. besrnoTeHoBaa gueTta

Tabn 5. PaspeweHHas nuwa npu besanomeHogol dueme.

Puc Bo0Os1, ropox AmMapaHTt Msico
Kyxkypysa KBunoa Tad Pri6a
Copro Kaprodensb Opexu Siina
ITpoco Cos DpyKTHI Osgec
I'peunxa(kama) Tanunoka MoJ10KO U CBIPBI

CambIM 3dhheKTMBHbBIM NleveHnem siensieTcs ctporasi 6esrnoteHoBas (BII) B TedeHne Bcen
Xn3HWU. Takas aveTta o3HayaeT OTKa3s OT MNeHUUbl, pxu n sumeHs. OBec obecneunsaeT
6e3rntoTeHOBYIO ONETY, €CIM OH OYULLEH U HE CMELUaH C APYrMM 3epHOM (Jaxe MUHUMAIbHbIM
KONMUYECTBOM MLLEHMLbI, PXU U S]MMEHS), OH MOXET 6e3onacHO ynotTpebnateca B nuuly 6onee
yem 95% naumeHTOB.

O6bI4HOE MsACO, pbiba, puc, PPYKTbI 1 OBOLLM HE coaepKaT rnioTeH. HanmeHoBaHue
NPOAYKTOB, KOTOpble 6Ge3onacHbl Ana ynoTpebneHns n Tex, KOTopble HENb3a yNnoTpebnsThb,
MOXHO HanTu online. Micnonb3yemble aAnsa nonyvyeHnsa nHgopmaumm o Ll caintel npuseaeHbl B
pasgenax 8 n 9.

B GesrntoTeHoBON OMETE COOEPKUTCS Mano BONMOKOH. MNauneHTam Heobxoammo NocoBeToBaTb
ynoTpebnAte nuuly ¢ 60MbLWMM KONMYECTBOM BOJIOKOH, COAEPXALLMXCA B LieNIbHOM puce,
Maunce, kaptodene n goctato4dHoe KONM4YeCcTBO OBOLLIEN.

HeobxoamMmo KoppekTMpoBaTb HEKOTOPbLIN AeddnUUT OMETHI B XKenese, (oNMeBON KNCOTE,
Kanbuum n (oveHb peako) B B12.

6.3. NMepcuctnpoBaHne cMuMNTOMOB 3aboneBaHusA

O6Lwwen TpygHocTbio ynoTpebnexus Bl sBnseTcs Hannyne CKpPbITOro rnTeHa B
NPUroTOBASIEMON NULLIE M/UNN MeauKameHTax (XOTa 1 04eHb peako). NepcucreHums cMMNTOMOB
NoYTW BCErfa cBsA3aHa C NosflyYeHneM rmnTeHa ¢ NULLEN.

anI‘-II/IHbI nepcucreHunm CMMNTOMOB:

. MpornaTtbiBaHWe rATEHa NO HEBPEXHOCTU NNKU BecneyHocTn (aBndeTca Hanbonee
YacTOW NMPUYNHON)

. HenpaBunbHasa guarHocTtuka

. HenepeHOCMMOCTb fTakTO3bl MNK PYKTO3bI

° HepoctaTouHOCTb NOAXKENYA0YHOM Xenesbl

° MwuKpOoCKONMMYECKNIN KONUT



MN36bITOYHBIN poCT GakTepui

KonnareHoBble KONUTbI UK KonareHoBas crnpy

CvHAPOM pasfpaKeHHOW KULLIKK

A3BeHHOE NopaxxeHne ToLEN KULLIKU

AccounnpoBaHHas ¢ aHTeponatuen T-kneTovHasa numdoma
PedpakrepHas L

Tpu nocnegHnx COCTOSAHUS MOTYT CHNTATLCS OCITIOXKHEHUAMU ONNTENBHO TeKyLen L.
6.4. PedppakTtepHas uenmakusa

[warHo3 pedpakrepHon L] paccmaTtpumBaeTcsl y naumeHToB ¢ ocobeHHocTsiMu L, npu koTopon
HabnogaeTcs NepcucTeHUns CUMNTOMOB, aTpodUsa BOPCUHOK U OTCYTCTBME NOSNOXUTENBbHOIO
acbdekTa B OTBET Ha ynoTpebneHne 6e3rntoTeHoBON AneThl. Takas cutyauusa MoxeT
BO3HUKaTb Kak B Havane ynotpebnenuns B[, Tak 1 nocne nepBoro NONOXMTENbHOIO OTBETA.
PedpakrepHas L] MmoxeT pacLeHmBaTbCs Kak doopMa crabo BblpaKeHHON
WMHTpasanuTenmanbHon NMMgombI, KoTopast obHapy>XMBaeTCcs BCrEACTBUE TSHKENOon
mManbabcopbuunmn, koTopasi He nc4esaeT Ha 6e3rnTeHOBON aneTe.

Bo3MOXHOCTb Takoro gnarHosa Heo6xogMMOo pacCMOTPETb Y NaUMEHTOB C Liennakuen, kotopas
AnarHocTupoBaHa B Bo3pacTe cTtapLue 50 ner.

A
W
~ /. CKPMHMHT Uernuakuu

7.1. CKPUHMHT Lenuakum

B03MOXHOCTb COXpaHEHMSI XOPOLLEro 340POBbSA U POCTa, TAKKE KaK U Ka4eCTBa XKNU3HW,
ABMNSAKTCS KITHOYEBLIMU NPUYUHAMM CKPUHUMHTA.
Ll Takke ymeHblIAEeT Npeanonaraemyo NpOAOIPKUTENbHOCTb KNU3HU BCIIEACTBMNE BbICOKOIO
pucKka Takmx onyxonemn, Kak:

e Jlumdoma TOHKON KULLKK

e AJeHokapLuMHOMA TOHKOW KMULLKM

o KapuuHoma nuueBoaa

e  £3BEHHbLIN NEOHUT

e PedpakrepHas L

e AccounmnpoBaHHasi c aHTeponaTuen T-knetoyHas numdcoma

CKPVHWHT NO3TOMY SIBNsieTCs NpuBnekaTenbHbIM W oTBeYaeT NSt kputepusim BO3 ans
onpaBaaHusl NPOBEAEHUS CKPUHUHIA HaceneHus:
e PaHHAS KNMHMYeckas AnarHoCTUKa MOXeT ObiTb TpyaHa
e 370 YacTas NnaToNorMs Co 3Ha4YUTENbHbLIM YPOBHEM 3ab0neBaemMocTu B obLLel
nonynsuum
e TecTbl MMEIOT BbICOKYI YyBCTBUTENBHOCTb 1 CNELMPUYHOCTb
e JleyeHve OOMKHO ObITb N ABNAETCA AOCTYMHbLIM
e Ecnu 3aboneBaHune He AMArHOCTMPOBAHO, TO OHO MOXET MPUBECTU K TSHXKENbIM
OCIOXXHEHUSIM, KOTOpPbIE KpawHe TPyaHO NeYnTb.

OpHako, B peLleHne npobrieMbl BOBNeEKaeTcs (hakTop pecypca - SsBAsSeTcs N faHHbIN
BapWaHT NyYLLUMM UCMONb30BaHNEM OrpaHMYEeHHbIX PecypcoB? Bo3HUKaOT Takke U
3TUYeckue npobremsbi.

CoBpeMEHHbIN B3I 3aKnYaeTcs B TOM, YTO HET JOCTaTOMHOWN NOAAEPXKKN TOYKM 3PEHNS O
HeobX0AMMOCTM NPOBEAEHNSI MACCOBOIrO CKPUHMHIA HacereHus, OTCYTCTBYEeT AOCTaTOYHOe
KONMYECTBO KPUTEPUEB ANS OLEHKU pUCKa He BbisiBNIeHHON L.

7.2. byayuwee



lMocne BbIBNEHUSA KPUTUYECKN BAXKHbIX ANUTOMOB rMnaanHa 1 rmioTeHa U CBA3aHHbIX
NPOTEUHOB, NOSIBIIEHNS MIaHOB CO34aHMs MbIMHON Mogenu LI, nccnegosaHme gokycupyeTcs
Kak Ha BO3MOXXHOCTU MOAUMUKALUN STUX NPOTEMHOB UM MOBbILUEHWM TONEPAHTHOCTM K 3TUM
npoTenHam naumeHToB ¢ L| unu y nuu, Bocnpunmymsbix K 3Ton 6onesnn. Mexay Tem, osec
(6onee, 4yem B 95% cny4aes), KyKypy3a 1 pucC, 1, BO3MOXHO, OYULLIEHHbIW B 3aBOACKMX
yCnoBusix, 6€nokK NweHnLbl 1 Kpaxman MoryT ObiTb MCNONb30BaHbI A5 pacLUMpPeHus
OTHOCcUTENbLHO HebonbLoro accopTumenTa bI.

"eHeTukamu, nccnegyoLwnmMmn Lennakumio, paspabdoTaHbl NPOYHbIE OCHOBbLI AN NAEHTUdUKaL MK
pobaBo4HbIX reHoB L. Kpome Toro, B bnuxanwee Bpemsa nocrne naeHTudukauum anmTonos
rNoTEeHa, CTaHyT OOCTYNHbIMW anbTepHaTUBHbIE, HEANETUYECKNE METOAbl NleYeHuns,
OCHOBaHHbIE Ha paspyLleHUN 3TUX ANUTOMOB C NMOMOLLBIO cneuudunyecknx npoteas u
6noknpoeaHum HLA-DQ2 n DQ8.

)

3. MNonesHble Be6CaNTbI

LleHTp nccnepoBaHns uenuakun (YHueepcuteT MapunaHaa)

http://www.celiaccenter.org/

LleHtp uenuakumn BIDMC, Harvard Medical School

http://bidmc.harvard.edu/display.asp?node id=5449

doHp yenmakum

http://www.celiac.org/

Accouuauus uennakum

http://www.csaceliacs.org/

CTtpaHuua uenvakum n 6e3rnoTeHOBON ONEThI

http://www.celiac.com/

BbearntoteHoBbIN BydeT

http://www.glutenfree.com/

BCGMI/IpHaﬂ opraHmnsauuna raCtTpoa3HTeEPONorm

http://www.omge.org/

HaunoHanbHbIA MHCTUTYT anabeTa, racTpoO3HTEPOSIONMYECKNX M NoYeYHbIX bone3Hen CLLUA

http://digestive.niddk.nih.gov/ddiseases/pubs/celiac/

pynna rnioTeHOBOW HENEePeHOCUMOCTH

http://www.gluten.net/

JINHMA nomoLm Lenuakum

http://www.celiac.co.uk/

30Ha, cBoboAHas OT NeHUL bl

http://www.nowheat.com/grfx/nowheat/index.htm

HaunoHanbHbI MIHHOPMAaLMOHHBIN LIEHTP racTpoaHTeponornyeckux 3adonesanumi CLUA
(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, KOMMEHTapuu YutaTtesrien U CBA3b C HUMMU

MpurnaweHne K KOMMeEHTapPUAM

KoMuTEeT Mo COCTaBNEHUIO HAaCTOSILLIEro PyKOBOACTBA NPUBETCTBYET MoslydeHne KOMMeEHTapues
N npeanoxeHuin ot uutaTenen. Ecnu Bbl cuuTaeTe, YTO HeKOTOpble acnekTbl Mpobnemsbi
OCBeLLEHbl HEOCTaTO4YHO, ecni Bbl 0GnagaeTe XOpoLIMM OMNbITOM B PELLEHUMU 3TUX Npobnem,
TO NOAEenuTeChb UM C aBTopaMu pyKOBOACTBA. BMecTe Mbl CMOXeM caenaTb ero elle nydiue!
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