e

AnbMaHax KnvHudyeckom MeauumHbl. 2016 ABrycT-ceHTAOpb; 44 (6): 661-688 @

BcepocCMNCKUM KOHCEHCYC
N0 OMArHOCTUKE N NIeYEHUIO
Lenuaknum y oeTen u B3pocbix

(MpUHAT Ha 42-11 HayYyHOW ceccum LleHTpanbHOro
Hay4YHO-MCCNenoBaTEe/IbCKOro MHCTUTYTA
racTpo3HTeponormu:; Mockea, 2-3 Mapta 2016 )

CocTaB pa6oueii rpynnbi: MapdpeHos A.U., Maes W.B., BapaHoB A.A., bakynux W.T., CabenbHunkosa E.A., Kpymc J1.M., Benbmep C.B., bopoBuk T.3., 3axaposa V.H., iImutpuesa l0.A.,
Pocnasuesa E.A., KopHuerko E.A., XaBkuH A.U., Motanos A.C., PesHoBa M.O., MyxuHa tO.T, LLilep6akos M.J1., ®epopos E.[., benoycosa E.A., Xanud W.J1.,, Xomepwuku C.I., Potun 1.,
Bopob6besa H.I., MuBH1K A.B., yakosa Pb., BbikoBa C.B., YepHuH B.B., BoxmaHuHa H.B., Myxnukosa T.B., Aertapes A.A., Jamynux U.B., MkpTyman A.M., Dxynan I.C., Tetpyawsunu H.K,,
BapaHoBckuit A 0., HazapeHko J1.U., XapuTtoHos AT, JlopaHckas U.A., AkoseHko .M., CainpyTtauHos Pr., JInszaH M.A., Abpamos [.A., Ocunerko M.®., Opelwuko J1.C., TkaueHko E.N.,

CutknH CWN., Ebpemos J1.U.

[lenapTameHT 3apaBOOXpPaHeHNsA roposa
Mocksbi; 127006, r. Mocksa, OpyxeiiHbiii
nep., 43, Poccuiickas Oepepauns

I'BY3 . MockBbl «MOCKOBCKUI KIIUHW-
YeCKMN HayYHO-NPaKTUYECKNI LIEHTP
[JlenapTameHTa 34paBoOOXpaHeHNA

r. Mocksbl»; 111123, r. MockBa, Wwocce
SHTy31acToB, 86, Poccuiickas Oepepauns

LleHTpanbHbIN Hay4YHO-UCCnefoBaTenb-
CKWI MHCTUTYT racTpPO3HTEPONOrim;
111123, r. MocKBa, LOcce DHTY3MacToB,
86, Poccuinckan Oepepauyms

KoHceHcyc pa3paboTaH BegyLwMmn sKkcnepTamm —
racTposHTeponoramn u neaunatpamu Poccun,
OCHOBaH Ha  METOAMYECKMX pPEeKOMEHAALMNAX
«[noTeHoBasA 3HTeponaThA — MeXAUCLUMAHaP-
Haa natonorus» (2006) n «[uarHocTnka n neyve-
HuWe uenvakun y aetei» (2010), pekomeHzaLmnax
O6LwecTBa AETCKMX racTpo3HTeposioroB Poccumn
«[lJnarHocTMka M neyeHve uUennakum y peten»
(2010), ®epepanbHbIX KANHUYECKUX PEKOMEHAa-
LMAX NO OKa3aHMo MeAULMHCKON NOMOoLYM AETAM
c uenuakuen Cow3sa nepguatpos Poccum (2015),
KpUTepuax AnarHoCcTuKm Lenvakum EBponerickoro
oblecTBa AETCKUX racTPO3HTEPOSIOroB, renato-
NOrOB U HYTPULMONOrOB («NepecMOTPEHHble Kpu-
Tepun» ESPGHAN, 1990), PekomeHpaumax no gu-
arHOCTMKE U NeYeHunio Lenmakum AMepuKaHcKom
Konnernn ractposHTeponoros (American college

of gastroenterology clinical guideline: diagnosis
and management of celiac disease, 2013),
PekomeHpaumax Mo neyeHWio Lenvakum B3poc-
nbix bpuTtaHckoro obulecTBa racTposHTeposio-
roe (Diagnosis and management of adult coeliac
disease: guidelines from the British Society of
Gastroenterology, 2014) n yTBepxAeH Ha 42-in
Hay4yHOn ceccumn LleHTpanbHOro Hay4Ho-uccne-
[OBaTeNbCKOrO WHCTUTYTa FacTPO3HTEPONOrnn
(UHUWT) «MpuHUmMnbl gokasaTeNbHOW MeAULUHDI
B KJIMHUYecKylo npakTuky» (MockBa, 2-3 mapTa
2016 r.). KoHceHcyc ny6nmKyeTca B COKpalleHHOM
BuAe: NpefCcTaBNeHbl pa3ferbl JOKYMeHTa no ana-
FHOCTUKE U NeYEHMIO LeNNaKnm y B3pOoCbix .

doi: 10.18786/2072-0505-2016-44-6-661-688

"Pa3penbl KOHCEHCYCa, OTpaKaloLme BOMPOChl JUArHOCTUKM U NeYeHA LIeNMaknm y aeTel, onybnnkoBaHbl paHee
B Npunoxexun «Mepunatpuax K xypHany Consilium medicum: BcepoccncKmni KOHCEHCYC MO ANArHOCTUKE U IeYEHIo
Lenvakum y fetein v B3pocnbix. MpUHAT Ha 42-1 HayuHoi ceccumn LUHUAT (2-3 mapTa 2016 r.). Consilium medicum.
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Metogonorusa

IMouck [OKA3aTE/NbCTB OCHOBHBIX IOJIOKEHMIT KOH-
CeHCyca IIPOBORMIICA B 97IEKTPOHHBIX 6a3aX HaHHBIX.

IIpu cocTaBleHNM pPEeKOMEHAALMIT OCHOBHBIM
UCTOYHMKOM SABMANNUCh NyONIMKanuy, BOLIEA-
mue B KoxpaHoBckyio 61611M0TeKy, 6a3bl JaHHBIX
EMBASE, MEDLINE u PubMed. I'mty6una nmoucka —
10 ner.

Jl/Ist OLeHKM KadecTBA M CUJIBI [JOKA3aTeTbCTB
MCIIO/Ib30BAJIUCH CIIE YOI /e METO/bL:
¢ KOHCEHCYC 9KCIIEPTOB;

o OIleHKAa 3HAUYMMOCTY B COOTBETCTBUU C PENTHH-

TOBOI CXEMOIL.

[Ins aHanu3a [OKasaTeNbCTB MCIIONb30BAJINUCh
METOHBIL:

o 0030pbI OIYONMKOBAaHHBIX METaaHAN/30B;
o cucreMaTudYecKye 0630psI ¢ TabMMIaMm goKasa-

TENbCTB.

Onucanue memodos, UCNONL308AHHBIX OIS aHa-
nusa dokasamenvcme. Ilpu orbope mybnmkanuii
KaK [TOTEHI[MATbHBIX MCTOYHMKOB HOKA3aTe/lbCTB
VICIIONIb30BAHHAS B KAXX[JOM MCC/IEOBAHUI METO-
JONOTMS M3Y4daeTcsl LI TOTO, YTOOB ybemuThcs
B ee BAJIMAHOCTHU. Pe3ynpTar M3ydeHus BAUsET Ha
ypOBeHb [OKa3aTe/lbCTB, IIPUCBAMBaeMBblil IyO/u-
KaI[uu, 9TO, B CBOIO OYepefb, BIMUsIET Ha CUIY pe-
KOMEHIaI Ui,

Tabnuypt 0oxkasamenvcme 3aIONHSINCh ABTO-
paMu KIMHUYECKUX PeKOMEeH AL MIL.

Memoovt, ucnonv3osauHvie Ons GOPMYynUposa-
HUA pexomeHIayuli: KOHCEHCYC 9KCIIePTOB.

Hnouxkamopuvt 000poxauecmeenHoll NPpaKmuxu
(Good Practice Points — GPPs): pekoMeHyeMas [O-
OpokadecTBeHHas NpaKTUKa 0asupyercss Ha KIu-
HIYeCKOM OIIbITE€ aBTOPOB Pa3pabOTAHHBIX PEKO-
MeH/Tall A,

SxoHomuueckuil ananu3: mybaukaguu mo gap-
MaKOSKOHOMUKe He aHaIM3MPOBAINCh; aHAJIU3 CTO-
MMOCTM He IIPOBOJVIICSL.

Memo0 eanudayuu pexomeHOayuti: BHEIIHIS
Y BHYTPEHH 51 9KCIIEPTHASI OL[EHKIL.

Onucanue memoda 6anudauuu pekomeHOAUuU.
Hacrosammue pexkoMeHJanuyu B IIpefBapUTEIbHON
BePCUM PELieH3VPOBAaHbl HE3aBUCUMBIMI IKCIIEp-
tamu. [onmocoBanme mpoBefeHo no [lenbduitckoit
cucreme. VIToroBoe rojmocoBaHme B OJUH TYP
IpoBefeHO 1O 6-6amnpHoit mKane JlaitkepTa:
«1 6a1» — MOMHOCTBIO cormaced (A+), «2» — corna-
ceH ¢ HebonmpiMMu 3aMedanusamu (A), «3» — corna-
CEeH CO 3HAYMTENbHBIMY 3aMedaHMAMY (A-), «4» — He
COIJIaCeH, HO IIPY 9TOM CO 3HAYUTETbHBIMU 3aMeda-
Husamu (D-), «<5» — He cornaceH, HO IPU 3TOM C He-
6onpinmu 3amedanusmu (D), «6» — kaTeropmieckn
He cornaceH (D+). IIpu cornmacum c monoxeHuem
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(A+, A, A-) 6onee % akcnepToB (TO eCTb 67% U 60-
Jlee) cOITIallleHNe CUUTANIOCh JOCTUTHYTHIM. B uto-
TOBOII CTaTbe IIPUBEHEHBI Pe3yIbTaThl UTOTOBOTO
FOJIOCOBAHNS IO KaXK[JOMY U3 MOTIOKeHMIT (YKa3aH
IPOLIEHT MIPOrOIOCOBABIINX O KaXK[OMY W3 IIYH-
KTOB LIKaibl JIaitkepTa).

OcHosHble pexomeHOayuy: CUIa peKOMEHAALNIT
(1-2) Ha OCHOBaHMM COOTBETCTBYIOLIMX YPOBHEIl
mokasarenbcTB (A-C) u GPPs npuBopATcs npu us-
JIO)KEHUM TeKCTa peKOMeHaluiL.

BeepeHne

B Poccum OTCYTCTBYIOT e[MHbBIE pPEKOMEHJALNM
(mns meTeit M B3pOCTBIX), ONpefensiollie TaKTHu-
Ky BefieHNUs OONbHBIX C ueanakuerr. Hacrosiuii
Bcepoccuiickuit KOHCEHCYC TO [MAaTHOCTUKE U Jie-
YeHUIO JleTell ¥ B3POC/AbIX C Le/IMaKuell ABIAeTCA
PYKOBOACTBOM i1 TPAKTUYECKMX Bpadei, OcCy-
LIEeCTBAIOIINX BelleHle U JIeueHle TaKuX MHalieH-
ToB. PexoMeHJanmm mOJIeXaT PerylsApHOMY IIe-
pecMoTpy B COOTBETCTBUU C HOBBIMU HaHHBIMU
Hay4HBIX MCCIeJOBaHNIT B 9TOI 00/IacTH.

OnpepeneHune

Hennakma - MMMYHOONOCPEJOBaHHOE, T'€HETMYe-
CKM JeTepMUHMPOBAaHHOE CUCTEMHOe 3ab0JeBaHIe,
BO3HIJKalolllee B OTBET Ha ymorpebeHMe ITIOTEHA
UM COOTBETCTBYIOUIMX IPOTAMUHOB M XapaKTepu-
3yioleecs pasBUTHEM aTpoduIecKoil SHTEpONaTHIL,
HOSIB/ICHNEM B CBIBOPOTKE KPOBU CIEIM(UIecKUx
AHTUTEN M MIMPOKUM CIEKTPOM ITIIOTEH3aBUCUMBIX
KIMHUYECKUX MPOABICHUI.

YpoBeHb [OCTUTHYTOTO COINAIIEHMUA IO pe-
3yJAbTaTaM TO/IOCOBaHMA 47 3KcnepToB: A+ 89,4%;
A 10,6%.

nuaemuonorns

CerogHsA pacIpoOCTPaHEHHOCTb IeIMAKUUM  BO
B3POCIION IO/ IAL MM OONIBIIMHCTBA CTPAH MUPa CO-
crapyseT npubnusnurensuo 1:100-1:250, unn 0,5-1%.
CooTHolIeHNe MeX]y TUarHOCTUPOBAaHHBIMU U He-
IOUATHOCTUPOBAHHBIMMY CITy4asAMU MOXKeT JOCTUTATh
1:5-1:13. O6 yBenMYeHMM 4YacCTOTBHI 3a0o0jeBaHUA
CBUJETENbCTBYIOT MCCIeIOBAaHMA, IIPOBeJeHHbIE
B cTpaHax bmkaero Bocroka, CeBepHoll Adpuky,
IOxnoit Amepuxu, Muaunu, Asctpanuu n Hosoil
emaumun [1-4].

B Poccuiickoit @epmepanuyu  KPyHHBIX 3Nupe-
MUOJIOTMYECKMUX MCCIeJOBAaHMUI [O HACTOAIIEro
BpeMeHU He mpoBopunocb. OThenbHbIE [aHHbBIE
U3 PErMOHOB CBUJETENbCTBYIOT O 4acToTe 3ab0-
neBaHusA or 1:85 B rpynmax pucka B Pasanu [5] mo
1,2:1000 B Tomcke [6]. IIpegnomaraeMas 4acToTa 3a-
6oneBanus B Poccunm mosket coctaBnaTh 1:100-1:250.

PyKOBOACTBa 1 pekoMeHZaumm
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STuonorunsa n natoreHes

Benymuiast ponb B aTvo/moruy 3a6oeBa s IpUHALTE-
XKUT IIMAJMHY, BCe YeThIpe ppakxiiym KoToporo: a-, 3-,
Y- U W- TOKCUYHBI [i71s1 GOZIBHBIX Lie/TMaKIell, OMHAKO
O-IJIMAJVH, COEepKaluii 33-MepHbIIi ENTU, UIeH-
TU(UIMPOBAH KaK MHULIMATOP MMMYHHOTO OTBETa
npu 601e3HM. DTO CBSA3AHO C YCTONYMBOCTHIO JAHHO-
ro MOMMUIIENTH]A K BO3JENCTBUIO BCEX XKEMYOYHBIX,
MaHKpeaT4eCKX U KUIIeIHbIX poTenHas [7, 8].

B nacTosmee BpeMsa HOKa3aHO, YTO B ITaTOTeHe-
3e LeMMaKuM yIOTpeO/reHye [TI0TEHCOJePIKALINX
IPOAYKTOB SBISETCSI HEOOXOAMMBIM, HO He efMH-
CTBEeHHBIM (akTOopoM. B X0fle MHOroO4YMCIIEHHBIX
UCCIIeOBaHMNII MOKa3aHa accoumanus IeTnaKkum
C aHTUTEHaMU TJIABHOTO KOMIIJIEKCA TUCTOCOBMe-
ctumocTy yenoBeka (Human Leucocyte Antigens —
HLA). Cnenyer OTMeTHUTb, YTO TeTepORVMMEpPHI
HLA-DQ2 n HLA-DQS8 BcTpevaroTcs B HONYAALUN
¢ gactoTolt 30-53%o, a 4acToTa 3aboneBaHUA Iie-
nuaxkuen cocrapnsaer 1% [9]. [eneTmdeckue mccie-
ZOBaHMsI IOCTENHUX JIeT BBIABUIN MOMUMOPDU3M
T€HOB, UTPAOIINX pONb B IIaTOTeHe3e IIeNIMaKuy
[10]. B pasBuTme manHOrO 3ab07€BaHMS BOBJEYe-
HbI T€HbI, PACIIO/IOXKEHHbIE Ha 5-, 2-, 19- n 4-i1 Xpo-
MOCOMaX, PeTyIUpYIOlue BBIPAOOTKY LIMTOKIHOB
(bakTop Hekpo3a omyxosnell, nHTepdepoH, MHTEP-
neiikun (MJI) 15, MJI-21), aKTUBALMIO0 €CTECTBEH-
HBIX KUjtepoB, T-knerok u B-numdountos [9, 11].
MyTanuu B pasnMYHBIX PEryIATOPHBIX ydacTKax
YaCTO BBISAB/ISAIOTCS IPU BOCIATUTENBHBIX 3a6071e-
BaHUAX KMIIEYHUKA, PEBMATOUJHOM apTPUTe, UH-
CYIMH3aBUCIMOM CaXapHOM AuabeTe, YTO JIEXUT
B OCHOBE 9aCTOJ acCOUMALNM Le/TMAKU C Ay TOUM-
MYHHOJ IIaTO/IOTUEIL.

Ponp Monmexyn raBHOrO KOMIIJIEKCA TMCTOCO-
BMECTMMOCTH B IIATOTeHe3e Lje/Inakuy 06ycIoBIeHa
UX y4acTMeM B IIpoljecce MpefCTaBIeHNs aHTUTe-
HOB aHTUTEHPACIO3HAIOIMM KJIeTKaM B CJIU3UCTON
ob6omouke Toukoit kumkyu (COTK) (menmpurHbIe
K1eTKu, Makpodary, T-nuMdoruTer), KOTOpble Ha-
YMHAIOT BBIPabaThIBATD MHOXKECTBO OMOMOTMIECKN
aKTUBHBIX BEleCTB, BKaw4ad VJI-15, obnagaonux
MOBPEXAAMIMM AEeICTBMEM HAa KUIIEYHbIN SINUTE-
NI ¥ TONAJaomUX B CUCTEMHYI IUPKYIALNIO.
Kpome Toro, MJI-15 cmocob6CTByeT COequHEHNIO
NeNTUJOB INMajVHA C JeaMUBVpylomuM dep-
MEHTOM - TKaHeBOil TpaHcrayrammuasoit (r1T),
B pe3y/ibTaTe CO3[al0TCSI MOLIHbIE UMMYHOCTUMY-
UpyIol[/e aHTUTeHHble JeTePMUHAHTEL. ITU KOM-
TIJIEKCHI CTAHOBATCS MePEeKPEeCTHO-PearnpyomumMn
U JeaMUAVPYEMBIMH, NIPe3eHTUPYI0TCS T-KiIeTkaM
yepes HLA-DQ2 nnu HLA-DQS8 Ha AeH[pUTHBIX
U SNUTeNMAaNbHBIX KJIeTKaX. AKTMBMPOBaHHbIE
AHTUTEHIIPE[CTABIAIINE KIeTKM BIIOCIEACTBUA

aktuupyor T-mumdonursr (CD4-Thl-xnerkn)
U OPOAYUMPYIOT I[JIABHBIM 00pasoM I[MTOKMHBI
THIa NHTepdepoHa-y u GaKkTopa HeKposa OMyXo-
MM-a. OTU IPOBOCHAJIUTEIbHBIE LUTOKUHBI BbI-
3BIBAIOT aKTUBanuio pubpoOracToB U BBHIAENEHNE
MaTPUKCHBIX MeTannonporensHas (MMPs 1, 3, 12),
KOTOpBble IPUBOJAT K JieTpajjalilui ¥ peMOJe/Iupo-
Baunio COTK u arpodunu BOpcrHOK.

ITony4yeHHbBIe B IOCIEeZHME TOAbBI HOBbIE JaH-
Hble O IaTOTeHe3e I[e/IMAKUYU CBUJETENbCTBYIOT 00
U3MEHEHMAX B KOMIUIEKCHOM IIpOIecce 3alUThl
opranmsma. IIpu nenmakuy HapylleHa peryaanusa
BPOXIEHHOIO M aJJalTUBHOIO MMMYHHOIO OTBETA.
B COTK B oTBeT Ha npsAMoOe TOKCUYECKOe BO3JIeNl-
CTBME IIOTeHA IIPOMUCXORUT IpeobrafaHue TpaHCc-
dopManuy MeX3IUTEeNNANbHBIX T-1uMpOnnTOB
B €CTeCTBEHHBIE KIUIEPBHI, M3MeHseTCsl (PeHOTHI
SHTEPOLMTOB U aKTUBUPYIOTCS AeHJPUTHBIC KIIET-
Ki, ycunmsaercsa npopykumsa WJI-15, Koropsli
TIOBBINIAET paclo3HaBaHMe OeTKOBBIX MOJIEKYIL.
PasBuTie aganTMBHOrO OTBETa CBA3AHO C AHTHU-
rencnenudunyeckoit akruBanuein T-numdornTos,
C TpPOBOCHAJUTEIbHBIMU ILUTOKMHAMU, IIOBpe-
KIAIOMMMY SIUTEIMOLVTH CIU3UCTON 060/I0YKY
KUIIKY; CTUMYIUPYIOTCA B-nuMoumtsr K BbI-
paboTke crmeuuduuecKux aHTUTEN: K I[IMASUHY,
K TTT, K eaMuMpoBaHHBIM IENTUAAM IIMAJNHA,
k crpykrypaMm COTK (kambpeTuxynmey, SHAOMU-
3110). AHTHUTeNa Pa3nUYHON CIeUPUIHOCTU U3
TKaHM U JIOKAJIbHBIX MMMYHHBIX OpPraHOB IIOIa-
JAOT B CUCTEMHYI0 LUPKYIALMIO ¥ BBIABIAIOTCA
B CHIBOPOTKE KPOB) IIPM MMMYHONOTMYECKMUX WC-
cnemoBaHMAX [12-14].

CormacHO cOBpeMeHHBIM IIPefCTaBlIeHUAM Iie-
IMAKUI0 MOXHO CYUTATh MY/IbTU(PAKTOPUATbHBIM
3aboneBaHMeM, Ijfie HapAAY C TeHeTUYECKOl Ipef-
PacCIIONIOXKEHHOCTBI0 UM TOKCUYECKUM [eliCTBUEM
ITII0TeHa OTlpefie/IeHHOe 3HaueHMe MeIOT CpeJjOBble
(hakTOpBI, PO/Ib KOTOPBIX B PasBUTUM 3a060/IeBaHMs
TpebyeT anbHellIero N3y YeHn .

Knaccudumkaymsa

B cooTBeTcTBUM C KIMHUYECKON KAapTUHON U pe-

3y/AbTaTaMM TabOPAaTOPHBIX MCCIE[OBAHMII paHee

6BITIO IPVMHSATO BBIAE/ATH ClIeRyolue Gpopmsl 3a60-

nesanus [15]:

o munuumylo (K1accu4eckyro) uenuakuio, Xxapakre-
PUSYIOLIYIOCA Halmu4yeM B KIMHUYIEeCKOI KapTu-
He CUMIITOMOB ManbabCopOIMi: XPOHMYECKOI
[VMapeu, UCTOLIEHUs, «TeDUIUTHBIX» CUMIITO-
MOB KaK CIeICTBIS HAPYLIEHN S BCACBIBAHNS MU-
HepabHBIX BELIECTB U BUTAMIHOB;

o AMUNUYHYI0 Uenuaxuio, TPU KOTOPOI TracTpo-
VHTECTUHAJIBHbIE CUMIITOMBI OTCYTCTBYIOT W/IN

Bcepoccnickinic KOHCEHCYC Mo ANarHOCTUKE U NIEYEHNIO LeNNaKknv y eTe U B3POCSIbIX
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c1abo BBIPaXKEHBI, B TO BpeMs KaK B KIMHIYe-

CKOJI KapTuHe Ha IepPBOe MECTO BBIXO[ST BHe-

KMIIIeYHbIe IPOsABIEHN, TaKMe KaK OCTEOIopos,

aHeMus1, 6eCIUToOfiVe, HEBPOIOTUYECKIE CYUMIITO-

MBI 1 JIp.

B HacToOsilee BpeMs paspeneHye Lenakuy Ha
«TUNVYHYIO» U «aTUIMMYHYIO» He MOXeT CUMTATh-
41 1[e/1eco0OPas3HBIM, TaK KaK «aTUIIMYHbIEe» (HOPMBI
3a00/1eBaHM I BCTPEYAIOTCS 3HAYNTENBHO Yallle «TH-
MIMYHBIX».

[enmecoobpasHO BBIAENATh CUMNIMOMHbLE, VN
manugecmuuie (C TACTPOIHTEPONOTNYECKMMIU CUMII-
TOMAaMM ¥ BHEKUIIEYHBIMM TIPOSBIEHUSAMMU), U Oec-
cumnmomuoie GOpMbl 3abomeBaHMs. Y MALMEHTOB
¢ 6eccuMnTOMHOI (CKPBITOIT) POPMOIT LieMaKuu OT-
CYTCTBYIOT Kakyue-Iub0 IpOsABIeHMs 3abO0TeBaHMS.
JluarHo3 B 3TOM C/Iydae yCTaHaBIMBAeTCSA B XOfe
CKPUHMHTOBBIX 00C/Ie[OBaHMIT MK IpU 06CIeoBa-
HUU POJCTBEHHIKOB.

Bompoc o BbIfieeHUN HOMEHUUANLHOLU Yenu-
axuy (Haau4due MOBBILIEHHOTO YPOBHS clienndu-
YeCKMX QHTUTEN M XapaKTEePHBIX TeHeTMYeCKUX
MapkepoB npu HopmanbHOI cTpykType COTK) Ha
HACTOSIIMII MOMEHT OCTaeTCH HVUCKYCCUOHHBIM.
B oTrcyrcTBMe KIMHUYECKMX CUMITOMOB IIpeX-
jlaraeTcs He HasHayaThb TAaKUM NaLMeHTaM Oe3-
[JIIOTEHOBYIO AMETY, HO IPORO/KUTDH HaOMIOfeHNe
¢ IMHAMMYeCKUM KOHTPOJIEM 3a YPOBHEM aHTUTEII
U IIpOBefeHNeM ITOBTOPHOJ Ouoncuy B cnydae mo-
SIBJIEHVSI CUMIITOMATUKI (CmeneHb d0CmosepHoCmU
pexomendayuii 2C) [16-18].

Pepaxmepras mennakms xapaKTepusyeTcs oT-
CYTCTBUEM OTBeTa (KIMHUYECKOT0, CePOIOTMYeCKO-
ro, MOp(dOIOrNIecKoro) Ha 6e3rMIOTEHOBYIO AMETY.
Pedpaxrepnas ¢opma nenmaxkym (mpy 6e3ycioB-
HOM MCKJIIOYEHM]M HapyIueHuil 6e3r/TI0TeHOBOM A1-
eThl) COBEPILEHHO He XapaKTepHa s JieTell U Tpe-
6yeT MPOJOI>KeH NS [UATHOCTUYECKOTO MTOMUCKA.

LlenecoobpasHo BBIEIATH MEPUOABI 3aboeBa-
HU: JIATEHTHBINM, KIMHMYECKOV MaHUpecTanun
(QaKTMBHBIIL), pEMUCCUMN, e KOMIIEHCAL[ M.

JlamenmHuiii nepuod NPOJO/KAETCS OT MOMEHTA
BBefIeHIS IMIIOTEHA [0 Hadaja KIMHUIECKUX HPO-
SIBTIEHUIT 3a007IEBaHMS M MOXKET IPOJO/IKATHCS OT
HECKOJbKMX THEN J0 MHOTUX jeT. Yale He AMarHo-
CTUPYeTCs, MOXKeT OBITb BBISABIICH IIPH Ile/leHalIpaB-
JIEHHOM [JMaTHOCTUYEeCKOM IIOVCKe B TPYIIIIaX PUCKa.

Axmuenuiii nepuod — MepUOLK KINHINYECKO Ma-
Hudectauuy 3aboneBaHus.

ITepuod  wenonmoii  pemuccuu  (HauanvHAas
pemuccus) HacTymaeT, KaK IIpaBMIO, CIYCTA
3-6 MecsmeB MOCTe Ha3HAUeHWUs CTPOroi 6Ges-
[JIIOTEHOBOII AMeThbl; OTMEYaeTCsl YMeHbLIeHUe BbI-
PaXXEHHOCTM OCHOBHBIX CHMIITOMOB, CHVDKEHNE
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TUTPOB CIENUPUUECKUX aHTUTeT HpU HATUYUU
oIlpefie/IeHHBIX IPU3HAKOB aTpoduuecKoll sHTepo-
natun B COTK.

ITepuod nonwnoti pemuccuu (KAUHUKO-CePOLO2U-
Yeckas, MOPPOnoUHeckas pemuccus) BO3IMOXKEH
He paHee 4eM 4epe3 1-1,5 rofa oT Havama cTpoOron
0e3I/II0TEHOBOI AMETBl U XapaKTepU3yeTcs OTCYT-
CTBMeM crenuUIecKuX aHTUTET ¥ HOPMaIu3aIu-
eit Mmopdonorngeckoit crpykTypsl COTK.

ITpu HecobnrofeHNM 6E3TTIOTEHOBOI AMETHI 3a-
0ojeBaHMe BHOBb LIEPEXONUT 68 AKIMUBHDIL NEPUOOD
(Oexomnercavuu).

YpoBeHb [OCTUTHYTOTO COTNAIIEHMA IO pe-
3y/nbTaTaM ronocoBaHus 47 skcnepTos: A+ 72,3%;
A 27,7%.

KnuHunueckasn KapTUHa

B xnmHuYeckoit xaptuHe (Tabn. 1) MOryT HOMMUHM-
POBaTh raCTPOMHTECTUHA/IbHBIE IPOSAB/IEHNS, TAKUe
KakK pyapesi (OOMIBHBIN 3I0BOHHBIN CTYII), CTEATO-
pes, 601 B XMBOTE, METEOPU3M, YBelTUUYECHNUE XKU-
BOTa, pBOTa, HapyuleHue anmeruta [19-21]. K He-
criennUIECKNM CUMIITOMAM OTHOCSTCS 3ajiepiKKa
bu3nIeCKOro pasBUTHS, TOTEPS B BeCe, MbIIIEYHAS
TUIIOTOHM S, aIIaTHA.

Knuandyeckume CUMITOMBI I[€IUMAKUU TIOSIB-
JSIIOTCSL B OONBIIVMHCTBE C/Iy4aeB ITOCTENEHHO.
OTMevaeTcs HapylIeHMe alIeTUTa, OeCIpUIMHHA L
PBOTa, MOTEPsA MACCHl Tenma. Pomurenu o6pamaoT
BHMMaHMe Ha HapyIIeHNUs IOBefieH N — MOSBIseT-
CSl PasEpaXKMTENbHOCTD, HETATUBN3M, AlaTHs, Ha-
PYLIaeTCs COH, cYe3aeT MHTEPeC K OKPY KaIoIeMy.

KnnHnyeckuMm TpOSBIEHUSAMM CUHAPOMA Ha-
PYLIEHHOTO BCaChIBAaHUA Y B3POCTIBIX SABISAIOTCS: 06-
mas cmaboCTh, CHIDKeHe paboToCIIOCOOHOCTH, IPO-
rpeccupymomias moreps Maccol Tena or 5 mo 30 KT,
CUMIITOMBl TMIIOBUTAMMHO3a, HApPYLIEHUS MUHe-
panbHOTO 0OMeHa, JKene30oepUIMTHAS aHEMUSL.

3aboneBaHMe MOXKET HAUMHATHCA B JETCTBE, HA
dboHe BBeIeHMsI IPUKOPMOB, HO HEPETKO OHO [I/IN-
Te/IbHO MIPOTEKaeT CYOKIMHMYIECKN U IPOSIBISIETCSA
BIIEpPBBIE Y B3POC/BIX WM [aXke B IIOKMIOM BO3-
pacrte. PakTOpaMy, IPOBOLVPYIOLIVIMIY NTOSIBTIEHNUE
HEePBBIX KINHUYECKUX CUMITOMOB, MOTYT OBITH
6epeMeHHOCTD U popbl (Y )KeHIMH), KYIIeYHbIe VH-
(exiuu, CTpeccoBble CUTYaLNN ¥ AHTUOMOTIKOTE-
pamus [4].

3aknoyenne: 6onbHBIE ¢ KIMHHUKO-Tabopa-
TOPHBIMM TPOSBIEHUSAMN CHHEPOMAa Manbal-
copOnun, TAKMMK KaK Juapes, CHIDKEHIE Beca,
creatopes, 60MM M B3XyTHE B KMBOTE, CUHPOM
N36BITOYHOTO0 GAKTEPUATHHOTO POCTa, JOIKHBI
ObITh 00CIeTOBaHbI AAA BbIABIEHUA LEeTUaAKUM
(Cremenp focTOBepHOCTHU pekoMeHaanuit 1A).
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YpoBeHb [OCTUTHYTOTO COINallleHuA IO pe-
3y/lbTaTaM ronocoBaHus 47 skcrnepToB: A+ 93,6%;
A 4,2%.

LleJ'II/IaKI/IFI B rpynnax prckKa
Hesponoeuueckue npossneHus npu ueruakuu
Cpenu HeBpONOTMYECKUX HapyIIeHUN, KOTOpble MO-
TyT BO3HMKHYTb y 9TOM KaTeropuy OONbHBIX, HaU-
6ojIee 4acTO YIIOMUHAIOTCSA IIIOTEHOBas aTakcyA (1o
HEKOTOPBIM JJaHHBIM, OTMeYaeTCs YMeHbIlleHJe KO-
yecTBa KeToK IIypkmHbe B MO3XKedKe B COYeTaHUU
¢ aTpodueii ¥ IIM030M MO3KEUKa) ¥ CEHCOMOTOPHAS
aKCOHa/IbHas IojMHeBpomnarus [22-27]. Cpeny Bcex
OOTIBHBIX IieNMaKyell MPU3HAKY aKCOHAIbHOI TIOTN-
HEBPOIIATUM OTMeYaloTcA noutn B 40-50% ciydaes,
MHOT/Ia COPOBOXK/IASICh M3MEHEHMAMMU TMKBOPa (I0-
ABJIEHME OJIUTOK/IOHA/IBHBIX aHTUTeN) [25, 28].
VimeroTcss HabNMIOfeHNA, CBUJETENbCTBYIOLVE
0 CBS3Y LleTMaKUy C TMMQOMOII [IeHTParIbHOI HepB-
HOW CUCTeMBbI, MUOIIaTMelN, MUACTEH e, MIeToIIa-
THell, leMeHIIuell, CUH[]pOMOM PUTMIHOTO 4e/loBe-
Ka, pacCesHHBIM CKJIEPO30M, a TaKXKe C dNUIencuen
(B mocmemHeM crnydae HepPeOKO BM3YalIU3UPYIOTCH
BHYTPMKpAHUaIbHble KanbluguKarel, a 3abomesa-
Hlle Bce Xe B OOJIbIleli Mepe IPUCYIle AeTsAM) U He-
KOTOPBIMM ICUXUYECKMMMU paccTpoiicTBaMu (ay-
TU3M, leipeccus, musodpenns) [24-26, 29, 30].
Boicka3biBaeTCss MHEHUE, YTO aITIOTEHOBAS [1e-
ta (AT'T) momoraet 90% 60nbHBIX [28].
3akmrouenue: 60NbHBbIE C MO3K€YKOBOI aTak-
cuell 1 JMCTaIbHOM CMMMETPUYHON CEHCOMOTOP-
HOJ NONTMHEeBpoONaTueil HesICHOTO reHe3a TOMKHBI
OBITH 00CIIEmOBAHBI NI MCKIIOUYEHN LeImaKmmu
(Cremenp 0CTOBEPHOCTHU peKoMeHaanuii 2B).
YpoBeHb [OCTUTHYTOTO COTNAIIEHMUA IO Ppe-
3y/lbTaTaM ronocoBaHus 47 sxcneprtos: A+ 89,4%;
A 4,2%; D- 6,4%. Vitoro 93,5% mo/M0XXUTENTbHBIX OT-
BETOB.

Temamonozuueckue nposeneHUs uerUuaKuu

AHeMusl sABIAETCA ONHUM M3 Haubomee 4YacThIX
CUMIITOMOB IIeJIMAKUU U €€ eNMHCTBEHHBIM K/IU-
HUYeCKUM TposiBieHreM [31-36]. Y GompimHcTBa
GONBHBIX OTMEYAETCS JKee30iePUIIMTHAS aHEMUS,
KOTOpast 00yC/IOB/IEHA CHVKEHEM COflep>KaHuMsI XKe-
ne3a n GpeppuTHHA B CBIBOPOTKE KpoBu. [IpmamHoii
Keme3oneUIIMTHOI aHEMUN ABAETCS HapylleHue
BCAChIBAHMS JKele3d, KOTOPOE IPOVCXORUT B IBe-
HaJLaTUIIEPCTHOI M IPOKCUMA/IbHBIX OT/e/laX TOH-
KOVl KUIIKW, B HAaMOOJIBIEI CTENEHN CTPARaoIuX
Opy Uenrakuu. Y HeledeHbIX GOMbHBIX IeTMaKueit
BO3MOXXHBI OC/IOXXHEHMsI B BHJE IPO3UBHO-SI3BEH-
HBIX IIOPa)XEHMIT TOHKOJ KUIIKY, KOTOpble MOIYT
IPUBECTY K OKKY/IbTHBIM, @ B HEKOTOPBIX CIy4asx

Tabnuua 1. KnuHuyeckrie NpoaBneHns Lenvakum

e

@

KnnHnueckne nposasneHns co MpusHak
CTOPOHbI Pa3NNYHbIX OPraHoB
N cnctem

KnuHuyeckne ciMntombl XpoHuyeckas ycTanocTb
CnabocTb, yToMNAemMoCTb

Pa3n PaXXUTENbHOCTb

[acTpouHTECTHANbHbIE CUMMTOMbI Peungusmpyiowme 60nu B XnBoTe

B3pyTue xmBota
Lnapesn
TowHoTa
3anopsl

MoBblWweHMe neyeHoUHbIX TpaHCaMMHa3

M3mMeHeHnA CO CTOPOHbI KOXMN lepnetTndopmHbIN gepmaTtuT
W CIM3NCTBIX Anoneuns
Butunuro
Atonunuecknii sepmatut
ADTO3HDBIV CTOMATUT, XEANNTbI

M3meHeHnA co CTOPOHbI KOCTHOM Bonwn B kKocTAx

cucTembl OcTeonopo3s, ocTeomanaLusa, NOBTOPHbIE NEPenombl

ApTpuTbl, 601 B CyCTaBax

MHoXecTBEHHbIN Kapuec, AedeKT 3y6HOI SmManu

Hwuzknn poct

lemaTonornyeckue nNpoABIeHUs
B,,-aeduunTHan aHeMuA
KposoTeueHusa

TonosHble 6011
HapyweHunsa cHa
Henpeccua
Mo3xeukoBas aTakcma

HeBponormquKme npoAasneHnAa

CeHCOMOTOpHaH aKCOHallbHaA nonnHeBponaTna

HapyLweHuna penpogyKTnsHon
byHKUMM Becnnogne

MpuBbIUHOE HEBbIHALLMBaHME GEPEMEHHOCTY,
CMOHTaHHble abopPTbl, MEPTBOPOXKAEHUA

3apepkKa NonoBoro pa3BuTUA

PedpakTtepHas K Tepanuu xenesopedunumTHas nnm

MaCCMBHBIM KPOBOTEYEHMSIM, YTO TAK)Ke MPUBOJUT
Kk aHemuu [37]. [IpumeHeHMe IIpemapaToB >Keje3a
oKasbIBaeTcA HeadHeKTVBHBIM Y O0JIBHBIX C HEyCTa-
HOBJIEHHBIM [MATHO30M LIETMAKUU U, CIIEOBATENb-
HO, He cobmomaromux AT]] [36]. ®onueBas KucioTa
AB/SIETCS OJHUM U3 HEOOXONMMBIX KOMIIOHEHTOB
IJIsI HOPMaJbHOTO reMoroasa. BcaceiBanue onu-
€BOJ KMCTIOTHI TaKXe OCYLIEeCTBACTCA B IPOKCU-
MaJIbHBIX OTHeNaX TOHKOM KMUIIKK. Y MHOIUX GO/b-
HBIX OTMedaeTcsa Aepuuut ¢omnatoB. OTCyTCcTBUE
¢dbonmeBoit KMCIOTHI MPUBOAUT K MeraaobmacTmde-
ckoyl a"Hemmu. BurammH B,, B ABeHapuarumepcr-
HOJI KMIIKe CBSI3BIBATCs C BHYTPEHHUM (paKTOpoM
M B [JasbHeIeM BCacbhIBa€TCsl B AUCTATBHOM OT-
Iere MOAB3HOLIHON KuIuky. TouHas mpuymHa fge-
¢uuura Buramuna B;, mpu umenmakum HeusBeCTHa.
[Ipepnonaraiot, 4T0 B),-meduiurHast aHeMus MOXeT
PasBUBATbCA IIPY CHIDKEHUY JKeTyOYHON CeKpenn

Bcepoccnickinic KOHCEHCYC Mo ANarHOCTUKE U NIEYEHNIO LeNNaKknv y eTe U B3POCSIbIX

665



e

®

666

MU TIpY TOTaTbHOM HOpa>keHU! Bcell TOHKOM KMII-
Ky 1pu TspKenon uenuakuu [38]. Takum o6pasowm,
MOYXHO CYITAaTh, YTO Y OONBHBIX Lie/IMaKueil B Iofa-
B/ISIIOIEM OONBIIMHCTBE CIy4aeB PasBUBAETCS JKe-
nesopmeduunTHan aHemus. IIpu cTporom cobmrone-
Hun ATl ypoBHM reMOIZOOMHA ¥ CBIBOPOTOYHOTO
JKere3a B KPOBU IIPUXOAAT K HOPMe.

3aknouenue: GonbHbIE C Kene304ePUIUTHON
aHeMMell HEYCTAaHOBIIEHHOW 3THOTOTUM JKOMKHBI
O6bITH 00CIeTOBaHbI JNA BBHIABIEHUA LEeTUMAKIN
(CremeHnp OCTOBEPHOCTY peKOMeHFaL it 2A).

VYpoBeHb [OCTUTHYTOTO COIJAlIeHuA IO pe-
3y/nbTaTaM ro0COBaHMA 47 sKcmepToB: A+ 95,7%;
A 2,1%; D- 2,1%. Vtoro 97,8% mOMOXUTENbHBIX OT-
BETOB.

[MNepTpaHCamrHa3eMmna 1 LeNnakms
ITeyeHp Mrpaer LEHTPAJIbHYI0 POIb B OOecliedeHnn
XMMMIYECKOTO TOMEOCTasa opraHmsma. B nurepary-
pe MMEeTCsT COOOIIeHNs O IIOBBIIIEHNN AKTUBHOCTI
TpaHCaMMHA3 Y 4acTy OONMbHBIX Lenuakueir [39, 40,
41, 42]. Y 6onplunHCTBA OONBHBIX B Pe3y/IbTaTe CO-
onrofenns AI'T] mpoucxopuT HopManu3alus ypoBH:
IeYeHOYHbIX aMUHOTpaHcaMmHa3 [40, 43]. Pexe 1e-
NIMAKMA MOXKeT ObITh acCOLMMPOBaHa ¢ 6ojee TaxXKe-
JIBIMM OPaKEHMSIMM [Ie4eHM — IEPBUIHBIM Ounnap-
HBIM IMPpo3oM (3-7%), ay TOMMMYHHBIM I'elIaTUTOM
(3-6%), HepBUYIHBIM CKIEPO3UPYIOLI UM XOTAHTMTOM
(2-3%) [44, 45].

3akiIo4yeHue:  IOBBIIICHNE  IE€YEHOYHBIX
TpaHCAaMUHA3 ABIAETCA NMOKa3aHMeM K o0cneno-
BaHIIO Ha IeTMAKMIO, €CIN HET APYTrUX MPUYINH,
BBISBIBAIOIIMX IIOBBIIIEHNEe LIMTONUTIIECKUX
depMeHTOB, CBA3aHHBIX ¢ 3a00/TeBaHNEeM ITeYEHN
(CtemeHb OCTOBEPHOCTHU peKOMeHAAL i1 1A).

YpoBeHb [OCTUTHYTOTO COT/IAlleHMA IO pe-
3y/lIbTaTaM ronocoBaHus 47 sxcrneprtos: A+ 91,5%;
A 4,2%; A- 4,25%.

HapyuieHne penpoayKTUBHON QYHKLIMN Y XKeHLLIWH

n uenmakma

PerpopyKTuBHBIE HAapyLIeHNUs Y OOIbHBIX LieMNaAKI-
ell TIPOABJIAIOTCA B BUJE 3alep>XXKM MOJIOBOTO pas-
BUTUA, HEPETYIAPHOTO MEHCTPYa/lIbHOTO IIMKJIA, He-
BBIHAIIVMBAaHMS OepeMEeHHOCTH, OeCIUIORNsI, PaHHeIl
MeHoray3sl. Hekotopbsle uccnenoBarenu [46, 47] cun-
TAlT, YTO CBsA3bIBaHMe aHTUTEN K TIT (aHTU-TIT)
¢ TpodobIacTOM MOXKeT NPefCTABIATh K/IHYeBO
MeXaHWU3M B HapyLIeHUM MMIUIAHTALuu 3MOpMOHa
U Pa3BUTUM IJIALEHTHI, OT KOTOPOTO 3aBUCUT UCXO,
OepeMeHHOCTM Y >KeHIUMH ¢ Iennakueit. Jeduiut
BUTAMIHOB ¥ MMKPOHYTPMEHTOB, Pa3BUBAIOLINII-
cA BCIEACTBME HapyIIEHHOTO BCAChIBAaHMA, TaKXKe
MO>KeT VIMETb OIIpefie/IeHHOe 3HauYeHUe B PasBUTUN
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HapyLIeHNIT PeIpOAYKTUBHOM QYHKIUY ¥ HOTBHBIX
nenuakueit [48]. ITo maennio K. Rostami u coasr.,
PeNpORYKTUBHBIE HAPYILIEHNS MOTYT OBITH MOCIIEN-
CTBMeM SHIOKPUHHBIX PacCTpONCTB, OOYC/IOB/ICH-
HBIX CeJIeKTMBHOI ManbabcopOiyeit HYTPUEHTOB
[49]. HakorreHHbIe B OCIeNHIE TObI JaHHbBIE CBU-
IeTenbCTBYIOT O TOM, YTO cTporoe cnegoaHue AT]]
CIIOCOOCTBYeT IOCTEIIEHHOMY BOCCTAHOBJICHUIO Jie-
TopopHoIt pyHKuuu [50, 51, 52].

3akn0vYeHMe: >KEHIIMHAM C PenpOxyKTUB-
HBIMM HapyLIeHUAMM (3afiep)KKa IOI0BOTO pas-
BUTHS, aMeHOpes, GecrIofue, HeBbIHANINIBAHE
OepeMeHHOCTHU), 0COOEHHO MPU HATMYIUU TACTPO-
HTEPONOTUYECKUX Kanoh, B IIaH oOcCiemoBa-
HUS HEOOXONMMO BKIHYATH JUATHOCTUKY Ha
menuakuio (CTemeHp JOCTOBEPHOCTU PeKOMEH/a-
uuii 2B).

YpoBeHb JOCTUTHYTOTO COTTIAIIEHM S [I0 Pe3yib-
TaTaM TOJI0COBaHMUA 47 skcnepToB: A+ 97,9%; D+
2,1%. Vitoro 97,9% monoXuTenbHbIX OTBETOB.

AyTOMMMYyHHble 3ab0neBaHwA (CaxapHbli
AvabeT 1-ro TMna, ay TOUMMYHHbIA TUPEOUANT,
repneTMOPMHbIN 1epMaTUT JIOPUHra) U LeNnaKkms
Caxapnouii Ouabem 1-20 muna u yenuaxus
ITo MHeHMIO HEKOTOPBIX y4YeHbIX [53, 54, 55], 1e-
NMAKMsI CYLIeCTBEHHO dYallle BCTpedaeTcsi y 6oib-
HBIX C CaXapHbIM AnuabeToM l-ro Tmma, 4eM B 00-
mieil monynAnuyu. JacTora menmakum BapbUpyeTcA
ot 3 go 10% [55, 56]. BonbHBIM ¢ caxapHBIM Auabe-
TOM 1-TO TMIIAa IPU HATUYIUM TACTPOIHTEPOIOTHYE-
CKUX CUMIITOMOB IIpM HaIIpaBJIeHMUM Ha SHJJOCKO-
NUYeCKOe MCCAefoBaHMe HEOOXOAMMO MPOBOLUTH
6moncuto COTK [mmsa UCKIIOYEHUA ILeTMaKuiL.
Heo6x0numocTb CKpyHMHTa 6€CCUMITOMHBIX O0/Tb-
HBIX C CaXapHbIM fuaberoM 1-ro TuIa SBISIETCA
cropHoll. VlccnemoBarenu ms IIBenum mnokasanmm
MOBBIIIEHHBII PUCK Pa3BUTUSA JuabeTmdecKoi pe-
TUHOIIATUY ¥ GOTIBHBIX Lie/INaKMelt C CaXapHbIM [ua-
6erom 1-ro Tuna. [TanneHTsI ¢ CaXapHBIM AMabETOM
1-ro TuIIa M HEIMArHOCTUPYEMOI LjeIMaKMeil MUMen
6o7lee BBICOKYI0 PacCIpPOCTPAHEHHOCTb PETMHOIA-
tun (58% mpoTus 25%) n Heppomartuu (42% npoTUB
4%). B atux cnyuasx 6onbHbIM HasHawaeTcsi AT
[57, 58].

3aknoyeHMe: MAIMEHTHI C CaxXapHbBIM [U-
abeTroM 1-r0 TMma MOKHBI 00CIETOBATHCA Ha
IeTNaKNI0, B OCOGEHHOCTM NPM HATUYIUM Ka-
KHMX-TNOO0 TacTPOIHTEPOTOTNIECKUX Kamob min
Ta6OpaTOPHBIX M3MEHEHUII, TO3BONAIOUINX 3a10-
mo3puth Hanuuue nenuakum (CreneHs JOCTOBEp-
HOCTU peKoMeHpganuit 1A).

YpoBeHb [OCTUTHYTOTO COTNAIIEHUA IO pe-
3ynbTaTaM To/l0ocOBaHUA 47 akcmepToB: A+ 85%;

PyKOBOACTBa 1 pekoMeHZaumm



AnbMaHax KnvHudyeckom MeauumHbl. 2016 ABrycT-ceHTAOpb; 44 (6): 661-688

A 10,6%; D- 2,1%; D+ 2,1%. Vtoro 95,6% momoxu-
TeIbHBIX OTBETOB.

Bonesnu wjumosuoHoti scenesvt U UenuaKus
CBa3b 60e3Hel WUTOBUIAHONM >Kejle3bl C IieIMaKu-
eil B cpegHeM BbIABIAeTcA ¥ 10-15% 60mbHBIX [59,
60]. Yerkas cBA3b LieIMaKUY C ayTOMMMYHHBIM TH-
peouputoMm nopTBepxpena D. Larizza u coasrt. [61],
KOTOpPble HALIUIM LeMNaKuIo y 7,8% feTeit ¢ ayTonM-
MYHHBIM TUPEOUIUTOM U runepTupeosom. IIpn ue-
JIMAKUY OYeHb YaCTO pa3BMBaeTCA CYOKIMHUYeCKas
¢dopma runotupeonpnsma. C.L. Ching u coaBT. BbI-
ABVIY TeNuakuio y 3,4% OGOMbHBIX C ayTOMMMYHHBI-
MM 3a607IeBaHMAMM LIV TOBUTHON >KeTe3bl, YTO OBLIO
CYLIECTBEHHO Yallle, YeM B KOHTPOIbHBIX I'PYIIax
(0,6 m 0,25%) [62]. VccnemoBarenyu OOHApPYXWUIN,
YTO OpTaHHBbIe ayTOAHTHTeNA (HaIpUMep, aHTUTeNa
K TKaHM LIMTOBUJIHOI >Kejle3bl) IpY ayTOMMMYH-
HOM TUPEOUIUTE, aCCOLUMIPOBAHHOM C Lie/IMAKUeEIL,
MCYe3aI0T y>Ke oT 3 10 6 MecsueB cobmoaenusa AT
Cobmionenne AT/l mo3BOINIIO 3TON TPYyIIIIe OMBHBIX
ayTOMMMYHHBIM THPEOVUAUTOM YCTPAHUTD CYMIITO-
MBI ¥ OTPAaHMYUTD PUCK PasBUTUSA IPYTUX ayTOUM-
MYHHBIX 3a00/eBaHuUi1 [63].

3akmoyeHne: GOIBHBIX C AYTOMMMYHHBIMU
3a00/IeBaHNAMY IIMTOBUIHON >Kele3bl Heo0Xo-
BUMO 00CTegoBaTh A/IA UCKTIYEHNA HeTnakum,
B 0COOEHHOCTM IPU HATUYMHI TaCTPOIHTEPONIO-
TUYeCKUX >Kamo0 ywinm mabopaTOpHBIX OTKIOHE-
HUIi, TNO3BONAIOIINX 3alOJ03PUTh IeTUAKUIO
(CremeHnp 0CTOBEPHOCTHU peKOMeHAanui 2B).

YpoBeHb [OCTUTHYTOTO COI/TallleHus IO pe-
3yJabTaTaM ToM0COBaHMA 47 sKcnepToB: A+ 95,7%;
A 4,2%.

Hepmamonozuueckue nposenenus (Oepmamum [io-
puHea)
Hepmatut JJ1opMHra 4acTo OTOX/AECTBIAIOT C KOX-
HOM 1enuakmenn [64]. Takoe TOXIeCTBO BechbMa
OIIpaBJaHO, IIOCKOIbKY, TaK JXe KaK U Ie/MaKus,
mepMatuT JJIOpMHra XapakTepusyeTcsl 4eTKO OIIpe-
TEeTICHHOM TeHEeTNYeCKOJ IPenpacIioosKeHHOCTBIO,
o6a 3aboneanma OGomee yem y 90% IaleHTOB
nMeloT accoumanuio ¢ HLA-kmacca Il-anTurenammn
DR3/DQ2; 6onee 1eM y 70% mauieHTOB MMeeTCs ra-
mnotun HLA-AI, B8, DR3. Yacrora coyeTanus e-
NVAKUY U TepIeTn(OPMHOTO ePMATUTA COCTABIAET
7,8% [65, 66].

3akmouyeHue: GonbHbIe C repmeTudOPMHBIM
AepMaTUTOM JO/DKHBI OBITH 00CIegOBaHbBI s
uckaovyenns uemnmakuu (CremeHb FOCTOBEPHO-
cTH pexoMeHgauuii 2B).

YpoBeHD JOCTUTHYTOTO COTTIAIIEHNA IO Pe3y/ib-
TaTaM rosiocoBaHus 47 akcrepTos: A+ 91,5%; A 8,5%.

Llenrakmna y poCcTBEHHMKOB NEPBOW NINHNN

YacToTa LemMakuy CyLieCTBEHHO YBeIMYMBAETCS
Y POACTBEHHMKOB IepBoii nuHuu [67, 68, 69]. Camblit
BBICOKUII PMUCK 3a060/IeBaHMS Y OZHOKIETOYHBIX
67MM3HEIOB, HVDKE — Y POIUTENel! U ieTell Al IeHTOB
¢ nenuakmuei (67, 70].

B Hekoropmix cTpaHax EBpombl pekomeHpyeT-
Cs1 IPOBOANTD TeHeTHYeCKoe oOC/IejoBaHNe U -
HaMu4ecKoe HaOJIofeHUe POJCTBEHHMKOB IIepPBOI
NVHUM, HE MMEIUMX TacTPOIHTEPONOTMYECKUX
cumntomMoB. OTMe4YeHO, YTO IPM TIIATETHBHOM
paccripoce ypaeTca BbIABUTH HEKOTOpble HecIle-
nudndeckyue Xamobbl, Ha KOTOpble 0OCIeyeMble
He obpamany BHuMaHusA. OfHAKO IIPY IMAarHOCTHU-
Ke n cobmopennn ATl 6onpHbBIE OTMEYAIN Cyliie-
CTBEHHOE y/Ty4llIeHNe KayecTsa X13Hu [71].

3akmo4eHue: POACTBEHHNKN NepBOil TMHUM
poACTBa GOIBHBIX IeTHaKMeil JOKHBI 00CIeNo-
BAaThCA Ha I[eTMAKNIO, 0COOEHHO eCTU OHM MMEIOT
TaCTPOIHTEPOIOTHMYECKMe >KamoObl Mau aabo-
PaTOpHble OTKIOHEHMN:A, MO3BONAI0NINE 3al00-
3puTh nenuakuio (CTeneHb JOCTOBEPHOCTHU PEKO-
MeHganuii 1A).

YpoBeHb [OCTMTHYTOTO COIJNAIleHNA IO pe-
3y/IbTaTaM TONOCOBaHUA 47 3KcmepToB: A+ 93,6%;
A 4,2%; A- 2,1%.

[Tpu gMarHocTuKe LeIuakuy He06XOAUMO ITOM-
HUTb O BBICOKOJ YacTOTE e€e acCOIMalMM C PANOM
ayTOMMMYHHBIX ¥ TeHeTMYeCKMX 3abo/eBaHMI
(Tabm. 2).

[TanmeHTBI C ayTOMMMYHHBIMM U SHJOKPWH-
HBIMIU 0O0JIE3HSIMU MOTYT OBITH OTHECEHBI B TPYII-
Iy pUCKa IO Pa3BUTHUIO LEIMAKNM ¥ HYXJFATCI
B TIPOBENEHMM CKPMHUHIOBBIX CEPONOTMYECKUX
MCCIeIOBAHUIA.

CBoeBpeMeHHOE BBbIABJICHNME LleNMAaKUM ¥ Ha-
3HayeHNUe Oe3rTIOTEHOBOM [JUETHI MOXET IIpefioT-
BPaTUTh KaK NPOrpeccupoBaHye OCHOBHOTO 3a60-
JIeBaHMUA, TaK ¥ Pa3BUTHE TKENTbIX HeoOpaTMMBbIX
OCTIOKHEHMII IjeIMaKuy, BKIo4Yad T-KIeTOUHYIO
nM¢$OMY U [pyrue BUABI 3T0Ka4€CTBEHHBIX HOBO-
06pa3oBaHUIL.

[dunarHocTuKa uennakum

JuarHocTuka 3aboneBaHus MHO/DKHA OBITH KOM-
IJIEKCHOM M OCHOBBIBATbCS HAa COBOKYIIHOM OLI€HKE
KIMHUYECKMX NAHHBIX, Pe3y/NbTaTOB CEPOIOTHNYe-
CKOTO ¥ MOPGONOTrMYecKOTo MCCIefOBAHUII U MPU-
CYTCTBUA B T€HOTUIIE TUIIMYHBIX aJI/IETIEN.

Ceponornyeckan IMarHoCT1Ka

Hau6ozzee uuéopmamusﬂbtmu HeUHB8A3UBHLIMU MemOo-
adMu 8 6uaz;~tocmw¢e uenuakuu ABIAKTCA UCCIENO0-
BaHNA CHENUPNUIECKUX CEPONTOTMIECKUX MapKepoB.
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Tabnuua 2. bonesHn, acCoUMMpPOBaHHbIE C LienMaKmei

3aboneBaHusA pasnUYHbIX opraHoB  bonesHb/cnHApPOM

N cncTem

DHAOKPUHHOW CUCTEMbI

HeBponoqueCKme

CepaeyHO-coCcyamnCTomn CUCTeMbI

lenaTobunvapHoO cmcTembl

XPOMOCOMHble

Hpyrue

CaxapHblii agnabet 1-ro Tuna

AyTOMMMYHHblEe 3a6051eBaHUA LWUTOBWAHON Xene3bl
BbonesHb AgamncoHa

HapyLeHua penpogyKT1BHOM GyHKLMM

Mos3eukoBas aTakcma
HelponaTua
Snunencua

Mparonatnyeckas gunatauoHHas KapavomuonaTtus
AYTOUMMYHHbI MUOKapanT

MepBuryHbI GAapPHDIA LMPPO3
AYTOMMMYHHbI renatut
AyTOUMMYHHbIN XONaHTUT
CuHapowm LLlerpena

CuHppom layHa
CuHapowm LLlepewesckoro - TepHepa
CrHapom Bunbamca

PeBMaTomgHbIV apTpUT
bonesHb KpoHa

A13BeHHbIN KONUT
CeneKkTuBHbIN aedpuuut IgA
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B CBIBOpOTKE KpOBM IALVEHTOB, YHOTPEOISIOIINX
IJIIOTEH, BBIABAAIOTCA 4 BMAa cHeluduIecKux aH-
tuTen: aHTU-TII, aHTMTena K [eaMMUAVPOBaHHBIM
nentugaM ravaguba (auTu-IIIT) [2, 72], anTurena
K sHpomusuo (aHtu-EMA). Hanbonee sHaumMbIiMu
B IMATHOCTUKE ABIAIOTCA aHTUTeNTa Kimacca A (MM-
MyHOIToOyIMH Kaacca A — IgA), Tak Kak o6pasyiorcs
B-mumdounrammu cobcrBennoit maactuaku COTK.
ITpu HusKOM copiep>KaHuu o61ero IgA nuarHocTnye-
CKOe 3HadyeHye VIMEIOT aHTuTena knacca G (MMMyHoO-
rnobynux knacca G - IgG) [2, 73, 74, 75].

Anmu-mTT (IgA unu IgG) obpasyroTcsa K Kajb-
LMI13aBUCKMOMY pepPMEHTY, KaTaTU3UPYIOLEeMY pe-
aKIIVIO leaMUAMPOBaHUA ININaiINHA; POPMUPYIOTCA
OTpHUIjaTebHbIE AIMUTOIDI, 00Pa3yITCA MIMMYHHbIE
KOMIIJIEKCBI, aKTUBUPYIOTCs T-mumbornutst u dpop-
MUPYETCA  MMMYHOBOCIIAJIMTENbHBIN  IIPOLIECC
B COTK. KoropTHble uccnefoBanms ¢ UCIONb30Ba-
HyeM TecTupoBaHus avTu-TI T IgA, HanpaB/eHHbIE
Ha JMAaTHOCTMKY IeJIMaKuM, IO3BOMMUIN OIpefe-
MUTDb YyBCTBUTENbHOCTb aHTU-TTI-IgA mns Herne-
4eHOl! LjeMaKuy, KoTopas coctasnsaer 89-95% |2,
72], cneyuduanocts — Hyke 85% [2, 76]. Menbuias
crenudUIHOCTD METOfA CBsI3aHa C BBISBIEHUEM
aTux antuten (kmacca IgG) mpm ayTOMMMYHHBIX,
TeHeTMYeCKNUX U SHIOKPUHHBIX 3a6071eBaHMAX [77].
AYTOMMMYHHBII OTBeT 3a IpefelaMy KMIIeYHU-
Ka ocyllecTBiaseTcs Inpu B3ammopmerctsum TIT
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C leaMUAVPOBAaHHBIMI INENTHUAAMU ITIMAfNHA, KO-
TOpbIe MMEIOTCA B CTPYKTYPaX pa3iINyHbIX OPTaHOB
U TKaHell. B pesynbrare HEOAHTUTEHBI ¥ TKAHEBbIE
ayTOAaHTUTEHBl PaCHO3HAKTCSA  eCTeCTBEHHBIMU
kntepamu n T-muMeonntamu, a Tak>Ke CTUMY/IN-
PYIOT B-mumMponuTs u npoBOLMPYIOT BEIPAObOTKY
cnenuduyeckux aHtuten (74, 78].

Aumu-[III' obpasylorcsa k smuromaM (¢ppar-
MeHTaM) IIMafuHa, feaMUAMPOBAHHOIO TKaHEBOII
TPaHCITIyTaMMHA30i, 1 MOTYT OBITb JOIOTHUTE/Ib-
HBIMM crenubudeckuMy Mapkepamyu K aHTu-TIT.
BrIcokue TUTPBI B TeCTe YKa3blBaIOT Ha OOJIBIIYIO
BEPOSITHOCTD UCTUHHOTO ITOJIOKNUTETbHOIO Pe3yIIb-
tara [78]. ViccnemoBauust antu-JIII" MHOrOYMCITEH-
HbI, MeTaaHanu3 nokasain, uto auTu-IAIII' He oTnu-
YaI0TCS 110 YYBCTBUTEIBHOCTU U CHELUPUIHOCTU
ot autu-TIT n antu-EMA [12, 79, 80]. IIpu cpas-
HeHMM /1abOpaTOPHBIX XapakTepmcTuk aHTu-AIIT
B pasHBIX BO3PAaCTHBIX KaTerOpUsAX IOKa3aHO, YTO
y meTeil 4yBCTBUTETbHOCTb MeToAa aHTU-IIIT (IgG)
cocraBnsger 80-98,6%, antu-AIII' (IgA) - 6omnee
80,7-95,1%, cnenuduunocts antu-AIIT (IgG) - 86—
96,9%, antu-JIII' (IgA) - 86,3-93,1%. Y B3pocnbIx
gyBcTBUTeNnbHOCTh aHTU-IIIT (IgG) cocraBmseT
56-94%, antu-[III (IgA) - 84,3%, a cmeuuduy-
HocTb coctapnser anst antu-JAIIT (IgG) 90-99,3%,
a png antu-JI0T (IgA) - 79,8% [81].

Anmu-EMA B KauecTBe aHTUreHa umenT TIT
MEXK/IETOYHOTO MAaTpPUKCA, OKPYXKAIOUIYI0 I/Naf-
KOMBILIIEYHbIe KIETKM COOCTBEHHO IITaCTUHKU
COTK. B recT-cucTeMax MCIONB3yeTca CybcTpar
TKaHell NMNIeBOfa 3eJIeHbIX MapThIIIEK MM IYIIO-
BUHBI 4YelloBeKa. MeTon HempsMoil MMMYHOQII00-
pecueHI MY TO3BOMSET BBIABIATH CHenuduieckme
anTurena B 100% cnyyaes 1enuakuu, Ho aHTU-EMA
peKe MCIONMb3YIOTCA B AUATHOCTMKE, TaK KaK IIpu-
MeHeHMe 6MO/IOrMYecKIX CyOCTpaToB B HACTOsIee
BpeMA Pe3KO OTpaHMYeHO. B HemaBHUX MCCIeNo-
BaHMAX HanmoHanpHON cmy>kObl BHeLIHeN OLieH-
Kn KadecTBa Bemuko6puranum (United Kingdom
National External Quality Assessment Service) ycra-
HOBJIEHO, UTO He BCe TeCThI I/Is Lie/INaKIY, BKII0Yast
IgA-1TT, HageXXHBI, HOITOMY IIpefAaraeTcs coxpa-
HATb PYKOBOfsIMe NpUHUUIBI EBpomerickoro 06-
IIeCTBa AEeTCKMX TacCTPO3HTEPOIOTOB, T€NaTO/NIOTOB
u Hytpunuonoros (European Society for Paediatric
Gastroenterology, Hepatology and Nutrition -
ESPGHAN). V B3pocCnBIX 3Ta CTpaTerus IMPOBO-
IWUTCS, OfHAKO MMEIOTCA O4YeHb BeCKMe JOBOJBI [/
TOTO, YTOOBI COXPAaHUTH OMONCKIO KaK «30/I0TOM
CTaHJapT» A/ fMarHosa Lennakun [82, 83].

B HacTosIee BpeMs aHTUTeNa K InuaguHy (ATA)
IJI AMATHOCTYIKY IIeTIMaKUU He MCIIONIb3YI0TCA, TaK
KaK OHU BBIAB/IAIOTCS He TOJIBKO IPU Ie/TMaKUy, HO

PyKOBOACTBa 1 pekoMeHZaumm
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U y HaIlVIeHTOB C BOCIIA/NTEIbHBIMY 3a060/IeBaHM -
MM KMIIEYHVKA ¥ NPy NuieBoit ajuteprun. OgHako
ATA IgA 3HauMTeNPHO CHIDKAIOTCA HpU CcOOMI0Ofe-
HUY [UeThl 6e3 I/II0TeHa B TedeHNe 4—6 Hefesnb, 4To
MO03BOJIAET VX PEKOMEH/IOBATD [/ OLleHKM 3 dek-
TUBHOCTH JICYCHMA.

B cBA3M ¢ TeMm, YTO BCe M3BECTHBIE HA CETOJ-
HA CBHIBOPOTOYHbBIE MapKepbl MMEIT HeJBOCTATKI,
TPYAHO BBIAEIUTH U3 HUX Hambomee MHPOPMATUB-
Hble. JI3BeCcTHa 3aBUCUMOCTb 4YBCTBUTEIBLHOCTHU
CBIBOPOTOYHBIX MapKepoB (TTT) oT creneny mnopa-
>xeansa COTK (ta6m. 3) [81].

OTcyTcTBME MM HE3HAUYMTETbHOCTb BOCHAIN-
TenbHBIX (MMMYHHBIX) npoueccoB B COTK, koto-
pble MOTYT HAabIIOHATHCS MPU JTATEHTHBIX (HOpMax
IeMnakuy, ITPOTeKAIoUNX ¢ He3HAYMTENbHBIM II0-
paxxennem COTK, cHmKaoT BBIPabOTKY aHTUTENT
3a cyeT HM3KONM akTMBHOCTM TIT 2-ro Tumma, 4to
ABNAETCA TNPUYVHON JIO)KHOOTPUIJATE/IbHBIX pe-
3y/IbTaTOB NPy 00C/IeOBaHNUY HAljieHTa Ha ChIBO-
poTouHbIe MapKepbl. [Ipy 3TOM KOM4IecTBO T0XKHO-
OTPUIIATE/TbHBIX PE3y/IbTaTOB MOXXET BApbMPOBATh
oT 6 10 22%.

Ceponozuueckue mapkepuvl uenuaxuu y Oemeil

Y mereit yacto BoaMoxeH jebuuut IgA, mosromy
B JJAHHOJI CUTyal[Mu HeoOXOIMO oIpefeneHme 06-
mero IgA. AnbTepHaTUBHBII IOAXOJ PV OCHOBHOM
TeCTMPOBaHUY MALMEHTOB C HU3KMM IgA miu cenek-
TUBHBIM feduiutom IgA no/mKeH BKIOYATh U IgA-,
u IgG-antu-tTT. B obcnemoBanmm pereil MOMOXe
ABYX JIeT /I AMATHOCTVKIY Lie/TMAaKMM JOTKHBI OBITH
ucnonb3oBaHbl TecTbl: IgA TIT ¢ amtu-[JIII' (IgA
u IgG) [84].

OdnumanpHbIl TPOTOKOI AMATHOCTUKMY 1ieIna-
KU y fereit, npeanoxenHslii B 2012 r. ESPGHAN,
BKJ/TIOYN/I HOBbIe PYKOBOJAIINE IPUHINIIBL. Y CUM-
NTOMaTUYECKUX e MaTPpUUeCKUX Nal[MeHTOB, Y KO-
TopbIX YypoBeHb aHTU-TTT IgA mpesbimaer B 10 pas
BEpXHUII Ipefien HOPMBI, a TaK)Ke NpPU HaIUUUU
MOBBLIIIEHHOTO TUTPA aHTUTEN K S3HAOMU3NIO U IO-
noxurenbupix HLA-DQ2 unu HLA-DQS8 mapke-
pax mpepiaraeTcsi AMAarHOCTUPOBATh 3abo/meBaHume
6e3 mpoBepeHus1 6uoncuu. JJaHHBIT TPOTOKONI JIO
HACTOAIETO BpeMeH! NMPOXOAUT KIMHUYeCKoe Te-
CTHpOBaHNE B XOfle¢ KPYIIHOTO MHOTOLIEHTPOBOTO
uccnenosanus B Espore.

Ceponozuueckue mapkepot 6 2pynnax pucka

Hna rpynmbel pucka B OTCYTCTBUE KIMHUYECKUX
nposasnennit akcunepramu ESPGHAN paspaboran
OT/Ie/IbHBII IPOTOKOJ SUMATHOCTUKM, BK/IIOYAIOLNIL
TeHeTMYeCKoe MCCIefJoBaHMe C OIpe/ie/ieHNeM Map-
kepoB HLA-DQ2/DQ8 [77]. IlamueHTs, nMemoLIe

Ta6nv|L|a 3. LB/BCTBI/ITE‘J'IbHOCTb CbIBOPOTOYHbIX MapKepoB B 3aBUCMMOCTI OT CTeneHn

NopaxeHnA CNV3NCTOM 0OONOUKM TOHKOW KILLIKM

e

@

CreneHb aTpoduUn BOPCMHOK YyBCTBUTENBHOCTD 95% poBepuTenbHbIN
CIM3UCTON 06ONOYKU CbIBOPOTOYHbIX MapKkepoB, % NHTEpBan
TOHKOW KULLKWN
YactnyHasa 42,9 27,7-59
MonHana 70,1 60,8-79,2
TotanbHas 920 79,5-96,2

TUNNMYHbIE aj/lIeN, OOCTIeNyI0TCs Ha Halmudue aH-
tu-TIT ¢ mapajlesIbHON OLIeHKON YpOBHS 0O0Iero
IgA. ITpu HopManbHOM YpoBHe IgA 1 oTcyTCTBUM aH-
TUTEN LeJIMaKUY HeT, HO 3ab0/IeBaHye MOXKeT IIposi-
BUTbCA 03T HEE, IO3TOMY CEPOIOTMYECKOe UCCTIENO-
BaHIe uenecoo6pa3Ho IIOBTOPATD KaXK[ble 2-3 ropa.
B cnydae momoXuTeNbHOrO MOBBIMEHNMA aHTU-TIT
IgA 6onee 3 HOpM HEOOGXOAVMO SHFOCKOMMYECKOE
U Mopdonorndeckoe MUCCIefOBaHue OMONTATOB U3
HUCXOJALIEN 4acTV JBEHAALATUIIEPCTHOM KUILKMU.
B cnyvyae ymepenHoro mosbimeHusa aHtu-TIT IgA
MeHee 3 HOPM U OTpUIIATeNbHBIX aHTU-EMA manu-
eHT HOJJIeXXUT HAOMIONEHUI0 M KOHTPOIIO YPOBHA
aHTu-TIT IgA kxaxpgble 3-6 MecsAleB [0 IpeBbIlle-
HUA 3 HOPM.

Jna mepBMYHOTO CKPMHMHTA LeTUAKUN B TPYI-
Iax pucka OONBUIMHCTBO 3KCIEPTOB IpeJIaraioT
ucnonb3zoBarb aHTU-TIT IgA B KauecTBe mepBOTO
nrara ZMardHOCTUKY LeTMaKUM BBULY OTHOCUTENIb-
HOJI IPOCTOTHI METOJA U HEBBICOKOJ CTOMMOCTH.

Huaznocmuueckass yeHHOCMb «ObICMPLIX 1ECHOB»
0715 NePBUUHO20 CKPUHUH2A

Vcnonb3oBaHye HOBOrO CyOcTpara — 9H/OTEHHOII
TTT, momy4eHHON Npy nusNuce COOCTBEHHDBIX 9PU-
TPOLNTOB TNAI[MEHTa, ONIPERENsIO KOHKYPEHTHOE
HPEeVMYILEeCTBO IKCIPecc-MeTOfA, CBA3AHHOE C JIC-
HO/Ib30BAHMEM HOCTYIIHOTO, YHOOHOTO M CIleLu-
¢duuHOro cybcTpara, KOTOPBIIT BliepBble PelinI Ipo-
6meMy OBICTpOIT MOCTAHOBKM LUATHO3a M MOT Obl
MCIOIb30BAThCS KaK CKPUHUPYOLNiT TecT. OfHaKO
[POBeJleHHbIE K/IVHIYECKVE MUCIBITAHUSI VMMYHO-
XpomarorpaduIeckoro sKCIpPecc-MeTOfa BBIIBUIN
CYOBEKTUBHOCTD B OLlEHKE Pe3y/IbTaTOB, HEM30EeX-
HYIO [P UX KAaYeCTBEHHOI XapaKTEPUCTUKE, OCO-
GeHHO INpM MOTPAHMYHBIX WIM He3HAUYNTEIbHBIX
npepbimeHnsax TIT, a Tak)ke HEJOCTATOYHYIO IYB-
CTBUTEJIBHOCTD TECTA, IPUBOASIIILYIO K IPOIYCKY I10-
JIO)KVUTENBHBIX PE3y/NbTaToOB. B HACTOALINIT MOMEHT
3TOT TECT MOXKET JCIIONIb30BATbCS IIOCIIe IIpeBapu-
TebHOr0 00y4eHNus [Isl IPaBUIbHOI MHTEpIpeTa-
LVIM TIO/Ty4eHHBIX Pe3y/IbTaToB. TecT He MCKIIOYaeT

Bcepoccnickinic KOHCEHCYC Mo ANarHOCTUKE U NIEYEHNIO LeNNaKknv y eTe U B3POCSIbIX
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OOITIOJTHUTEIBHOT O O6CTICJIOBaHI/[FI IIpM HEOIIpENE/IEH~
HOM p€3yJIbTaTe€ ¥ BO3MOXXHOCTD ITOTYyI€HM A I0JKHO-
TIO/IOKUTENBbHBIX PE3YNbTAaTOB, YTO CO3AET HeoO0-
XOAVIMOCTD paclINpEeHNA HI/IaFHOCTM‘IeCKOﬁI IIaHEe/INn
C II€/IbI0 X UCK/TIOYCHU A.

Cenexmusenuiti depuyum IgA npu nepsuuroii ouazHo-
cmuxe

JlaHHOe COCTOsIHMe BCTpedaeTcsl C 4acToToil 1 Ha
400-800 uenoBek B 061Ielt OMy/IALUY U Y 2-3% ma-
L[MeHTOB, CTpajaromux uennakueir [82]. ITpu BbI-
SIBICHUM CeTIeKTUBHOTO fAedpuuura IgA pexomeH-
IlyeTcs UCIONb30BaTh aHTUTena Knacca IgG. Tak,
B PeKOMeHAauusaXx AMepMKaHCKOro ofIjecTBa ra-
CTPO3HTEPOJIOTOB IIpefiTaTraeTcsa OIpefieNIATb ypo-
Benb aHTU-EMA IgG n/mmu autu-tTl IgG, npu
9TOM OTMedaeTcs 6ojee HM3Kasi YYBCTBUTENTBHOCTD
9TUX TeCTOB IO cpaBHeHMI0 ¢ IgA-tecramm [82].
BpuraHckoe 001IeCTBO TacTPOIHTEPOTIOTOB PEKO-
MeHJyeT NCIIoNb3oBaHMe Tonbko aHTU-TIT IgG.
B cBOEM OTUeTe aBTOPHI CCBITAIOTCS Ha My OIMKALUY,
B KOTOPBIX YYBCTBUTE/IBHOCTD 3TUX aHTUTEN B [JU-
arHOCTHKe LieMMakuy He mpesbimana 30% [12, 84].
AMepuKaHCKas KOJUIETMSI TacTPOIHTEpPOTIOroB, Ha-
IpOTUB, paccMaTpuBaeT BblsABaeHMe aHTU-TIT IgG
KaK MeTOfl, 9yBCTBUTE/IBHOCTb KOTOPOTO JOCTUTAET
75-95%, 1 peKOMEHYeT UCIIONb30BaTh 9T aHTUTE-
na BMecte ¢ JIIT IgG (ayBcTBUTeIBHOCTD — 80-88%)
[75]. BmecTe ¢ TeM 3KCIIepTHI AMEPUKAHCKOro o6iie-
CTBa TaCTPO3HTEPOJIOTOB OTMEYAIOT OTPAHNYEHHYIO
HOCTYIIHOCTb TecTOB A omnpepenenus EMA IgG,
HECMOTPsA Ha YJOBIE€TBOPUTENbHYI0 YyBCTBUTENb-
HOCTb MeTopa (75%).

Ceponecamuenas uenuaxus. MexaHusmvl 603HUK-
HOBEHUS JIONCHONONONUMENIbHbIX U JIOHHOOMPULA-
MenbHbLX UMMYHONI02UYECKUX Mectos

[InarHO3 CepOHETaTVMBHOJ LeMaKUU MOXET OBITh
YCTQHOBJIEH IIO pe3y/IbTaTaM TIIATENBHOTO H006-
cnefgoBaHuA. Tak, Ipy TUIIOraMMarno0yIMHeMuUn
anTu-TTT MOryT He 06pa3oOBBIBATHCA [ake NMPU Ha-
JINYUY KIMHUYECKUX U MOP(]OTOTNIecKnX n3MeHe-
HMIL, XapaKTepHBIX I nenuakuu. CepoHeraTuBHasA
Lennakusa BcTpedaeTca B 6-22% ciydaes [12, 85,
86]. B cnyuyasx cepoHeraTMBHBIX TeCTOB aHTU-TIT,
aHTU-EMA u anTu-JIIT MOryT OBITH He BBISABIIEHBI,
HO NpU Ha/IM4MUM SABHBIX KIMHUYECKUX CUMIITOMOB
U TIOJJO3PEHMM Ha eTNMAKNIO PEKOMEHyeTCs BBIIIOI-
HATH OMOIICUIO TOHKOI KUIIKY ¥ TeHETUYECKMI TeCT
Ha HLA-DQ.

JIBa mpolleHTa MallMeHTOB C Lje1MaKueil UMeroT
meduuut IgA (0,2% ot obuieit HOMYIALUN), K IIPK
onpenenennu IgA-TTT m EMA IgA moxHO momy-
YUTh JIOXKHOOTpUIlaTe/lIbHble pe3ynabTaTel. Eciau
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U3BECTHO, YTO y NAHHOTIO IAlVIEeHTa MMeeTCs Jie-
¢umut IgA, HYXHO OIpefeATh UMMYHOIIOOY/IN-
Hpl knacca G (IgG-tTT wnu IgG-IIII) unm mpo-
BOOUTb OMOIICMI0O TOHKON Kuiuku. KoMmMOumHanms
ompepenennsa IgA-tTI m IgG-IIII mpakTmdeckm
[O7Ie3Ha Y MAaIMeHTOB ¢ IgA-meduunrom, Tak Kak
onpepenenye Tonbko IgA-TTT 6b710 OBI TOXXHOOT-
puniaTenbHbIM [12]. V cepoHeraTMBHBIX MalMEHTOB
IpY Ha/IM4YUU CUMIITOMOB ManbabcopOuun (Takux
KaK aHeMMs MM fuapesi) M CEMEHOI IpeapacIo-
JIOXKEHHOCTU HEOOXOMMMO BBIMIONHATD OUOIICUIO
COTK [83].

Crnenyer oTMeTUTb, uTO aHTU-TIT MoryT mpu-
CYTCTBOBAaTb B TKaHM TOHKONM KMIUIKM WIN [pYy-
TMX TKAaHAX y CEpOHETAaTVBHBIX MalMeHTOB [87].
OrpunartenbHble pe3y/nbTaTbl ONpefie/leHNs aHTU-
Tell B KPOBU MOTYT HAaOTIOATHCA Y JIUIL C TepHeTH-
(HOPMHBIM epMaTUTOM, IIOC/Ie YMEHbIIEHU KON~
YyecTBa IVIIOTEHA B Jl/eTe, B TeYEHME U ITOCIIe IpyeMa
MMMYHOCYIIPEeCCHBHBIX IIPENapaToB.

Ecnn antu-tIT IgA oTpunartenbHble pu HOp-
Ma/nbHOM ypoBHe obrero IgA (uwnu antu-JIIT IgG
HeraTMBHBbIE), TO Lje/IMaKMs KaK MpUYMHA CUMIITO-
MOB MajIOBE€pPOATHA. PAJ cOCTOAHMIT MOTYT JJaBaTh
JIOXKHOOTPUIIATe/IbHbIE Pe3y/bTaThl OIpeleNeHNs
antu-TIT: HM3KOe comep)kaHMe INIOTEHA B HAUETE,
9KCCYZlaTVBHAsA 9SHTEpOIaTUs C IOTepell Oenka,
HpyeM MMMYHOCYIIPEeCCUBHBIX IIpemaparos [80].

3aknoyeHne

1. BBuay OTHOCHTENBHON IPOCTOTHI MeTO[a
M HEBBICOKOJ CTOMMOCTM B KadyecTBe INEepPBOro
HIara npy NpoBefeHNN CKPUHUHTOBBIX UCCIENO-
BaHMII B TPYNIIaX PUCKa PeKOMEHYeTCA UCHOTIb-
30BaTh ompegenenue aHTU-TIT ¢ Henrp0 orGopa
NAIVIeHTOB /15 JaJIbHelIIero SHA0CKOMNIeCKO-
ro ob6cnenoBanusa (CremeHb KOCTOBEPHOCTH pe-
KoMeHganumit 1A).

YpoBeHb [JOCTUTHYTOTO COIJallleHus IO pe-
3y/lbTaTaM rojocoBaHus 47 axcrneprtos: A+ 89,4%;
A 2,1%; A- 8,5%. Vtoro 100% 1mOM0OXUTENbHBIX OT-
BETOB.

2. Y perteil MonmoXe 2 €T ONpefelieHNe aH-
tH-TIT IgA m0/MKHO codeTaThcs ¢ ONpefeneHeM
antu-JIIT IgA n IgG (CremeHp FOCTOBEpHOCTH
pexomeHpmanuii 1B).

YpoBeHb [OCTUTHYTOrO COIJAIleHNsA IO pe-
3yJIbTaTaM TO/OCOBaHMA 47 akcnepToB: A+ 87,2%;
A 10,6%; A- 2,1%. Vtoro 100% mOIOXUTETbHBIX
OTBETOB.

3. BBuay HemoCTaTo4YHOI CHeNMPUIHOCTH
METOfA, a TaKKe HM3KOM IPOTrHOCTHYECKOI
IIEHHOCTY MONOKUTENBHBIX U OTPULIATETbHBIX
pe3ynbraToB ompepeneHue ypoBHsa AI'A B Ha-
cTosAIlee BpeMs He PeKOMEHAYeTCs B KOMIIIeKce

PyKOBOACTBa 1 pekoMeHZaumm



AnbMaHax KnvHudyeckom MeauumHbl. 2016 ABrycT-ceHTAOpb; 44 (6): 661-688

AMATHOCTUYECKMX MepONpUATHUII NP MOJO3pe-
HuM Ha Henuakuio (CremeHb JOCTOBEPHOCTU pe-
KoMeHganuit 1A).

YpoBeHb [OCTUTHYTOTO COTNAIIEHMUA IO pe-
3y/lbTaTaM TO/OCOBaHMA 47 3KcnepToB: A+ 83%;
A 14,9%; D- 2,1%. Vitoro 98% mOM0KNTENbHBIX OT-
BETOB.

4. Ilpu BBIABIEHUU CeNeKTUBHOrO gepunura
IgA pexomenpyerca onpepenenne anTu-tIT IgG
B codetanuu ¢ aHTu-JIIII IgG (CremeHp mocTo-
BepHOCTHU peKoMeHgaimit 1B).

YpoBeHb [OCTUTHYTOTO COT/NAllleHMA IO pe-
3yabTaTaM TO/IOCOBaHMA 47 akcnepToB: A+ 91,5%;
A 8,5%. Vtoro 100% momoXuTenbHbIX OTBETOB.

5. «9KcIpecc-TecTbI» MOTYT OBITH MICIIONIb30-
BaHBI [/ NEPBUYHON AMATHOCTMKM IeTUAKUU
B CTy4Yae HEJOCTYMHOCTM OCTAIbHBIX CEpONOTN-
YeCKNUX METOJ0B M 00513aTeTbHO MOLTBEPKIEHbI
TUCTONOrMYecKuM nccnegopanuem (CremeHp mo-
CTOBEPHOCTU peKoMeHaanuii 1B).

YpoBeHb JOCTUTHYTOTO COT/IALIEH N 110 PE3Y/Ib-
TaTaM ro0CcoBaHuA 47 skcnepToB: A+ 96%; A 2,1%;
D+ 2,1%. Vtoro 98,1% momoXXuTenbHbIX OTBETOB.

6. OO6A3aTenbHBIM TpeGOBaHUEM ABIAETCA
NpoBefieHNe CepPONOTNYeCcKOil AMAarHOCTUKM [0
Ha3HayeHUs nedyeOHOI AueThl Ha ¢GoHe ymoTpe-
6/meHNsT 0OBIYHOTO KOMUYECTBA ITTIOTEHCOAEPHKa-
IUX NpoAYKTOB. OTpaHMYeHNe U UCKTIOUeHIIe
ITTIOTEHA B PaI[MIOHE MOXKeT IPUBECTH K OBICTPOMY
CHIDKEHUIO TUTPA clenuPuIecKuX aHTUTEN, YTO
clenaeT MAaAbHEMIIMIA TMArHOCTUYECKUIT MOMCK
3aTPYAHUTEIbHBIM, a VIHOTAA UM HEBO3MOKHBIM
(CremeHnp 0CTOBEPHOCTH peKoMeHaanuit 1A).

YpoBeHb JOCTUTHYTOT'O COTJIALIIEHN I TIO Pe3yib-
TaTaM ronocoBaHus 47 skcnepToB: A+ 100%. Vtoro
100% 1OMOXKUTENbHBIX OTBETOB.

7. Ilpu cUIbHOM NOJO3pEeHNM Ha LeTMAKUIO
TO/KHA ObITH BBINMOTHEHA OMOIICHA TOHKOM KIII-
KM fa’ke IPM OTPUIATENBHBIX CepPOTOrMYECKUX
tectrax (CTemeHb JOCTOBEPHOCTM pPeKOMEH[a-
uuii 1B).

YpoBeHb [OCTUTHYTOTO COT/NAIleHMsA IO Ppe-
3y/lbTaTaM rojocoBaHus 47 skcnepros: A+ 91,5%;
A 6,4% A- 2,1%. Ntoro 100% MmMOMOXNUTENBHBIX OT-
BETOB.

SHOOCKONMYeCKaa AMarHOCTMKa

CrangapTHas 330(aroracTponyofieHOCKONNS AB/A-
€TCS ONITUMAaIbHBIM METOAOM SHIOCKOINM. [I/151 BbI-
[OTTHEHMsI Ka4eCTBEHHOTO MOpP(domornyeckoro uc-
ClIefOoBaHMs B XOfe 930(aroracTpofyoneHOCKOINN
He0OXOMMO IIPON3BeCTH 3ab0p He MeHee 4 O6uomnTa-
TOB (2 U3 cpefHeit, 2 U3 FUCTATIBHON YaCTy [BeHA[-
LATUIIEPCTHON KMIIKY), a Iy 4lle IATH.

SHJO0CKONMYeCKMe IPU3HAKY LieTMaKNUM BeCbMa
HecrelpUYHBI. 3alI0Z03PUTh LieINaKNIO IPY IPO-
BeJEeHUM S3HIOCKONNYECKOTO MICCTIETOBAHNA MOXHO
Ha OCHOBAHMM TAKMX MaKPOCKOIMYECKUX IpPU3Ha-
KOB, KaK YIJIOLUIEHME WMIM JMCYE3HOBEHME LMPKY-
JISIPHBIX CK/IAlOK CIM3UCTON JBeHALATUIIEPCTHON
KMIUKY, TOABJIEHME IONEPEYHON MCUEPUYEHHOCTH
CKJIAZIOK, AYENCTOr0 PUCYHKA MM MUKPOHOAYIAP-
HOVI CTPYKTYPBI CTU3UCTON 000/I09KN.

OpHako MakpocCKoIMuyeckass KapTMHA CIU3U-
CTOl 00OJIOYKM MOXKET OCTaBaTbCsA HOPMAJIbHOIA,
YTO He [03BOJISAET UCIOb30BATh 3HAOCKONNYECKOE
UCCIe[oOBaHMe B KayecTBe OCHOBHOTO AMArHOCTH-
yeckoro Metoza [88]. IIoBbBICHTD AMATHOCTUIECKYIO
LIEHHOCTb SHJOCKOINM y TAIMeHTOB C ILelNaKnen
CTazo BO3MOXXHBIM C MCIIONb30BAHMEM COBPEMEH-
HBIX 3H/IOCKOIIOB, MMEWIINX BBICOKYIO pa3pella-
IOLIYI0 CIIOCOOHOCTD, a TaK)Ke MyTeM IIPUMeHEeHMUs
MMMEPCUOHHON TEXHUKY BU3yalN3al Uy BOPCUHOK
CITUBUCTOV — KOHPOKATBHOI 9HITOCKOIIN.

B coorBeTcTBUU C OPUIMATBHBIM IPOTOKOTIOM
AVIATHOCTUKY LEeMMaKUN Y fieTell, IpeaIo>KeHHBIM
B 2012 r. ESPGHAN, y cuMnromMaTuyecKux maunu-
€HTOB, Y KOTOPBIX ypoBeHb aHTU-TIT IgA mpeBbI-
maeT B 10 pa3s BepXHUIi IIpefe/l HOPMBI, IIpU HaIu-
YU TIOBBIIIEHHOTO TUTPA AHTUTEN K SHAOMM3UIO
u nonoxurtenbHbix HLA DQ2/DQ8 mapkepax nua-
THOCTHPOBATh 3a60/1eBaHIe BO3SMOXKHO 6e3 IpoBe-
neHus ouoncuu [80].

I'my6oKasi MHCTPYMeHTa/IbHO-aCCUCTUPOBAHHAS
SHTEPOCKONNA VM BUJI€OKAIICYIbHAA 9HTOCKONNA
IIPOBOAIATCA TONDBKO C Lenblo AuddepeHnanibHoM
AMATHOCTUKY LeMMaKuM € JPyruMM 3abojeBaHU-
AMHU, XapaKTepU3YIOUIMMUCA CXONHOM KIMHUYe-
CKOJI CMMIITOMAaTMKOJ B OTCYTCTBYME KaKUX-TUOO
SHIOCKONMYECKUX Y TMCTOIOTMYECKUX MI3MEHEHU
B IBEHAJUATUIIEPCTHON KMIIKe (HaIpumep, Ipu
Hof03peHNy Ha 60/1e3Hb KpoHa TOHKOI KMIIKY, JT0-
KaJIbHYI0 TMM(paHIMO3KTa31I0, OIIYXONIb U T.J.).

3akmioYeHNe: B3ATHE He MeHee 5 GUONTATOB,
B TOM 4MC/Ie 13 TYKOBUIIbI IBeHaALATUIIePCTHOI
KUIIKY, TIOBBINIaeT TOYHOCTH MOPOTOTrNIeCKOI
puarHocTuky uennakuu (CremeHsp KOCTOBEpPHO-
cTH peKoMeHganmit 1A).

YpoBeHb [OCTUTHYTOTO COIJNAllleHnsA IO pe-
3yJbTaTaM ronocoBaHusA 47 skcnepToB: A+ 89,4%;
A 10,6%.

Mopdonornyeckas amMarHocTvKa

Kommnekc mopdomornvecknx usmenenmit COTK,
CBOJICTBEHHBIX Lie/IMAKNY, BK/IIOYAaeT YBelN4YeHMe
KONMMYECTBA MEXKSMNUTENNATBHBIX  ITUMGOIUTOB,
PasIMYHYIO CTelleHb aTpoduy BOPCUHOK M TMUIIEp-
masuio Kkpur [18, 80, 83].

Bcepoccnickinic KOHCEHCYC Mo ANarHOCTUKE U NIEYEHNIO LeNNaKknv y eTe U B3POCSIbIX
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Ta6bnuua 4. [McTonornyeckas Knaccudukauua Lenmakmm

MapameTp Tvn 0 Tvn 1 Tvn 2 Tun 3A Tun 3B Tun 3C
Mex3anuTenuanbHble <25 >25 >25 >25 >25 >25
numouunTsl
Kpuntbi Hopma Hopma Tuneptpodusn TunepTtpodusn TunepTtpodus Tuneptpodus
BopcunHkn Hopma Hopma Hopma YmepeHHas aTpopua  BbipaxeHHas OTcyTcTByIOT
atpodus
B Hacrosimee BpeMms 075 namomopgonozude- — KOMMYECTBA MEXIMUTENNATBHBIX TUMQOLUTOB
cKoli OuazHocmukuy ucnonvsyemcss knaccugurxayus  (tun 1 mo Marsh — Oberhuber) e Mmoxer cnyxuTs
cmeneneti anmeponamuu no M.N. Marsh (1992), ocHOBaHUEM [JIsI OUATHOCTUKM IETUAKUU. ITO
B COOTBETCTBUM C KOTOPOI BBIJENAIT 3 TUIA IIO-  CBA3AHO C T€M, YTO IOBbIIIEHME KONMYECTBA MEX-
Bpexxpenuit COTK: I-ii mun (Marsh 1) - «ungunp-  sunrennanbHbIX TUMQOIMTOB MOXET OTMeYaThCs
mpamueHblii», 2-ti mun (Marsh 2) - «eunepniacmu-  OpyU PasAUIHBIX IATOMOTMIECKUX COCTOSHUSX,
veckuti» u 3-ii mun (Marsh 3) - «decmpykmuéHuviti» B 9aCTHOCTM IIPYU HUIEBOI a/JIEPIUU, BUPYCHBIX
[89]. KMIIEYHbIX MHPEKUNAX, TIMOIM03e, ayTOUMMYH-
B 1999 r. G. Oberhuber npegnoxun mogudu- HbIXx 3a060/1eBaHMSIX, BOCIHANNTEIbHBIX 3abo/meBa-
Kauyioo kraccuuxanum Marsh, ykasaB Ha He-  HUAX KUIIEYHMKa 1 Ap. [91].
00XOMMOCTb OIpefie/IeHNsA KOMUYECTBa MeX- OTnnuuTeIbHONM O0COOEHHOCTBIO NUMQOIUTO-
SMUTEeNNaNbHBIX TUMPOLNTOB (B IlepecdyeTe Ha  3a IPU LeJIMAKUK SBASETCSA TO, YTO OOMBUIMHCTBO
100 smuTeMManbHBIX K/IETOK), a TAaK)Ke BBIAENEHNS  KJIETOK HeCyT Ha CBOeil IOBEPXHOCTU creunudu-
Tpex cremeHeil arpoduveckux usmeHeHui [90]. weckuit T-knerounsii penenrop (y6-TCR). Ota
OpHako mocnefHMe peKOMeHJalMM ¥ HAKOIIEH-  0COOEHHOCTD MCIIONb3YeTCSA IpU NPOBEJeHNN VM-
HBIIl OTIBIT CBUAETEIBCTBYIOT O HEOOXOMMOCTI IC-  MYHOTVMCTOXMMMYECKOTO MCCIIEOBAHMSI, TO3BOISI-
HO/Tb30BaTh KPUTEpUY, IPUBEIECHHDBIE B COBPEMEH-  IOLIETO ONPeReNnTh npeobmagammuit Tum nuMdo-
HBIX PYKOBOJCTBAaX, UCXOAA U3 TpaHul HopMbl 1:25  nuros B COTK [92].
(Tabn. 4). Kpome 3Toro, arpodus BOPCHH TaKKe MOXET
BoisiBIeHMe IpM MMKPOCKONMYECKOM McCCle-  HaOMIofaThCs Y LieJIoM psfie 3ab0meBaHuiL: nIIe-
[OBaHUMU TUIIOB HoBpexfieHuA 2, 3A-C aABngerca  Boit ayutepruu (x 6enKam Msica, MOIOKa, UL, PHIOHL,
JIOCTaTOYHBIM OCHOBAaHMeM [d JMArHOCTUKM Ile-  pUca, COM), ayTOMMMYHHOI SHTepONaTUM, KOJIa-
JIVIAKUN Y CEPOIIO3UTUBHBIX IIALIEHTOB, JaXke B OT-  TE€HO3HOI CIIpy, obuieM BapuabenbHOM MMMYHO-
CYTCTBUeE Y HUX KIMHWYECKMX IPOsABIeHNIT 3abome-  meduiuure, rMIoraMMarnioOyInHeMIIeCcKOil CIIpY,
BaHNA. MIIEMUYECKON 3HTEPONaTUM, Ty4eBOii Tepannu, 3H-
IIpy nepBUYHON [MAaTHOCTUKE YyMEHDIIEHME  TepOIATUM, ACCOLNMUPOBAHHOI C T-K/I€TOYHOI TNM-
BBICOTBI BOPCHUH, yInyO/leHMe KPUNT M yBenude-  ¢GoMoli u cuHgpoMe 3o/umHrepa — dycoHa [91].
HUe COflep>KaHMA MEXSNMUTeNMaNbHbIX TUMQOLN- 3aknioueHne
TOB NPEACTAB/IAIOT COO0I paBHBIE IO 3HAYUMOCTU 1. JI14 HOCTaHOBKM AMAaTHO3a IleTMaKMM IOI0-
kpurepun. B ycnoBusax cobmonenus AI'Jl cOOTHO-  >KUTeTbHBIE Pe3yIBTATHI CEPOTOTNIECKOTO KCCTTe-
IIeHMe BOPCMHA/KPUIITA XapaKTepusyercsi Gonee  [OBAaHMS JO/KHBI HOZKPENIATHCSA Pe3yIbTaTaMu
BBIPa)K€HHOJ IIONOXUTENbHON AMHAMMKON, TOTA  I'MCTOMOTMYECKOro MCCIefoBaHUA Ouonraros
KaK KOIM4YecTBO MexsnurenuanbHbix mumdonu- COTK (c mogcueTroM KommvecTBa MeKINMTENN-
TOB JOCTAaTOYHO [OJNTO OCTAeTCs IOBBILIEHHBIM. anbHbIX TuMdonutos (25 Ha 100) (Cremens mo-
ToYHBINI KOMMYECTBEHHEIN y4eT MeXSMNUTeNManb-  CTOBEPHOCTH peKOMeHpaunuii 1A).
HBIX JTUMQOLUTOB C BBIBEJEHNEM CPEeJHEro 3Ha- YpoBeHb [OCTUTHYTOTO COIJIalleHus IO pe-
YeHUsA TNMOBbINAaeT 3GPeKTUBHOCTb JUATHOCTUKM,  3y/AbTaTaM rOMOCOBaHuUs 47 sKkcrmeptoB: A+ 89,4%;
TOTAa KaK TOuHble UM(PHI TTyouHsl KpUntT u Bel- A 10,6%. Vtoro 100% momoXXnuTenbHbIX OTBETOB.
COTBI BOPCHH He UIMEIOT KIMHNYECKOI 3HAYMMOCTI 2. BoiaBieHme npu MUKPOCKONMYECKOM MC-
(BOCTaTOYHO yKasblBaTh INPUMEpPHOE COOTHOILIe-  caegoBaHuyu 2, 3A-C THIOB HOBpEXAEHWUs sB-
HHUe pa3MepoB 3TUX CTPYKTYp). BbisiBleHMe mpyu  NAeTCA HOCTATOYHBIM OCHOBAaHMEM [/ AUATHO-
CBETOBOIl MMKPOCKONNM TONbKO IIOBBIIIEHHOTO  CTUKM IeTMAKNM Y CEPONO3UTIBHBIX MALMIEHTOB,
672 PyKoBOACTBa 1 pekoMeHAaL M
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Ja’ke B OTCYTCTBYE Y HUX KIMHNYECKNX NPOsABIIe-
HUit 3a00TeBaHNA.

YpoBeHb [OCTUTHYTOrO COIJAllleHus IO pe-
3y/IbTaTaM TOIOCOBaHUA 47 3KCIEPTOB: A+ 78,7%;
A 10,6%; A- 6,4%; D- 4,25%. Utoro 95,7% monoxu-
Te/IbHBIX OTBETOB.

3. /isMeHeHMA TUCTONOTMYECKON CTPYKTYpPbI
COTK, coorBercTByromue tuny 1 mo Marsh -
Oberhuber, He MOTYT CTy)XUTh OCHOBaHMEM I
yCTaHOBIIeHMsI RMArHo3a LieAIMaKuu 6e3 mpo-
BefleHNs VMMYHOTMCTOXMMMYECKOTO aHaamusa
M OIKHBI OLIEeHUBATHCSA TONBKO B COBOKYIHOCTN
C CepOIOTNYeCKMMMI, TeHeTMYeCKIMI ¥ KTNHIYe-
ckumu faHHbIMHU (CTeneHb JOCTOBEPHOCTH PEKO-
MeHmanuii 1A).

YpoBeHb JOCTUTHYTOTO COT/IALIIEHM A 110 Pe3YIIb-
TaTaM rojocosaHus 47 skcrneptos: A+ 100%. Vtoro
100% momoXUTEenbHBIX OTBETOB.

4. IIpoBegenne MOp¢OIOrNIECKOrO MCCIENO0-
BaHNA JO/KHO NPOMCXORAUTD Ha poHe ymoTpebdie-
HUSA 0OBIYHOTO KOTNYECTBA ITIOTEHCOEPIKAIINX
NIPORYKTOB. JICK/IIOYeHMe ITI0TeHAa M3 pamyoHa
MO>KeT MPUBECTH K OBICTPOMY BOCCTaAHOBIEHUIO
HOPMAJIBHON CTPYKTYPbI CIM3UCTOI 000M0YKH,
410 cAenaer MOp(oOIOrniecKoe MOFTBEPKIEHNE
IeTMAKUM 3aTPYIHUTETbHBIM, 3 MHOT/A 11 HEBO3-
MOXHBIM (CTenmeHb JOCTOBEPHOCTH PeKOMEH[a-
it 1A).

YpoBeHb [OCTUTHYTOrO COIJAllleHus IO pe-
3y/lIbTaTaM ronocoBaHus 47 skcmepTos: A+ 95,7%;
A 4,3%. Vitoro 100% mom0XUTENbHBIX OTBETOB.

[eHETUYEeCKasa AMAarHOCTMKA

leneTrmdueckoe wmccnaefoBaHMe NpejgHosara-
€T OoIpefeleHNe HaNM4uMA Y TIallMEeHTa Xapak-
tepubpix amrenein HLA-DQ2/DQ8. Tetepopmmep
HLA-DQ2 «xopupyercsi B ILuc-KOHUTypanuu
HLA-DR3-DQA1%0501 DQB1*0201, B TpaHC-KOH-
¢urypanun  HLA-DR11-DQAI1*505 DQB1*0301;
DR7 - DQAI1*0201 DQBI1*0202; rerepomumep
DQ8 xopupyerca DQA1*0301 DQB1*0302 [80, 93,
94, 95].

CymecTByeT MHeHNe psAfa 9KCIIEPTOB, YTO IPO-
rHOCTUYecKoe 3HaueHre HLA-reHoTunmpoBaHUA
MaIVeHTOB M/ IOCTAaHOBKM AMAarHo3a LeTMaKuu
HACTO/IBKO BENMKO, UYTO OTCYTCTBME HEOOXOUMBIX
a/IeNnbHBIX BapuaHToB DQ cBMAeTeNnbCTBYET O He-
BO3MOXKHOCTM pa3BuTus 3abonepanus. Hanpumep,
oTcyTcTBMe TeTepopumepa DQ2 y xmraiines mmm
ANOHIIEB MCKI0YaeT guarHos uenuakuu. OgHaKo
pe3y/nbTaThl MONYAALMOHHBIX MCCIeNOBAHMIL, IPO-
BeJleHHBIX B pAfe CTpaH, YKas3blBalOT Ha TO, YTO
6osbIas 4aCTh 3J,0POBOrO HACE/IEHU I MOXKET HECTI
HLA-DQ2 nu6o HLA-DQ8. PactipocTpaHeHHOCTb

DQ2 B momynsunu xonebnercs ot 0 go 40%, DQS -
ot 0 mo 20% [83], B To BpeMs KaK pacmpocTpa-
HEHHOCTD Lenuakuy Konebmercst B mpepgenax 1%.
B oruere EBpomelickoil acconmanyum racTposHTe-
pPOJIOTOB OTMEYaeTCs, YTO cOUYeTaHMe B TeHOTUIIE
HLA-DQ2 n HLA-DQS8 nospimaeT puck pasBuTuA
uenuakuu 1o 94,6-99,8% [80]. Yacrora BbIABIEHUS
LeIMaKNM CYIIeCTBEHHO YBEINYNBAETCSA Y NTIOAEI,
MMeEIOIIUX IIePBYIO CTENeHb POJICTBA C MAal[MeHTaMMI
C YCTaHOBJICHHBIM AVarHO30M [18].

B pesynbraTe MccrnefoBaHUA TPYIIb B3pOC-
JBIX TAIMeHTOB ¢ KJIMHWYECKMMM IIPOSBIICHUS-
MM IeIMaKuyu He ObII0 BBISBIEHO HU OIHOTO
caydaa 3abomeBanusa cpegu HLA-DQ2- m HLA-
DQ8-orpunarenbubix  manueHtoB.  OcobeHHO
Ba)XHO TeHeTMdeckoe TunupoBanue HLA-reHos
B CIy4asAX BBIABIEHUA 3a00/IeBaHNA Cpefy NIOfel,
OpUHAIeXAMMUX K TpymmaM pucka (pOfCTBeH-
HUKM TIEPBOJ CTENeHM) MIM MMEIINX IPU3HAKYU
aTUNMYHON (OPMBI LeMMAKUU U COMYTCTBYIOLINX
3abonesanumii [80].

HanpoTus, amepukaHCKMe HUCCIefOBaTeNM He
orMmevyaoT HLA-TunupoBanme Kak OCHOBHOI Me-
TOJ, OMArHOCTUKMU IenuMakuu. B mccmemoBaHMAX
AMepUKaHCKON KOJJIETUM TacCTPOIHTEPOJIOTOB Te-
tepopuMeps DQ2 (95%) nu DQ8 (5%) 6b111 BBIsIBIIE-
HbI IPAKTUYECKM Y BCEX MALVEHTOB C LieNMaKMeit,
YTO ITO3BOJIMJIO CHIETIATh BBIBOJ O MaJIOi BepOATHO-
CTU €€ Pa3BUTUA Y JIIOJEN ¢ OTCYTCTBUEM aJlIeNeit,
KOAVWPYOIINX HaHHbIe rerepopmmepnl. HecmoTps
Ha 3T0, HLA-TunmupoBaHue sABnAeTCA [OMONHU-
TeJIbHBIM METOJOM AMAaTHOCTUKY U He MOJIKHO MC-
[I0/Ib30BAThHCS PETY/ISPHO TP CTAPTOBOM 00CIe0-
BaHMU. [I1 TOATBEPXXAEHUS UM OIPOBEPKEHU
AMaTHO3a HeOOXOIMMO IpOBefeHMe OYOICUY U UC-
ClIeJOoBaHUA KPOBM Ha aHTUTENA. TUNMpPOBaHUE
resoB HLA mpepnmaraerca mucrnonb3oBaTb B [oO-
IIOJIHEHME K TUCTONOTMYECKOMY MCCIeNOBaHNIO
IJIA VICKTIOYEeHUs VU IOATBEePKAEeHMs JMarHo3a
Le/MaKUyM y TMalleHTOB C OTPULATe/bHBIMU Ce-
POIOTUYECKVIMM TeCTaMU MM C COMHUTETBbHBIMU
pe3yabTaTaMU T'UCTONOTMYECKOTO MCCAeJOBAHMUA.
[ToMmMMO 3TOrO reHeTMYECKOe TUNIMpPOBaHME BO3-
MOXXHO JCIIONIb30BaTh Npu pedpakTepHOit Ppopme
LeTMaKknm.

3aknryeHne

1. OTpunaTerbHble pe3yIbTAThl TCHETMYECKO-
IO TUNMPOBAHUA NO3BONAIOT UCKITIOUUTD IenHa-
kuwo. Hanuyne gannpix rannorunos y 30% 3sgo-
pOBOro HaceneHUsA He MO3BONAET MCIONb30BaTh
BaHHOE MCCTIeoBaHNe B KaueCTBe CKPUHUHTOBO-
'O METO/IA U He ABIAETCA OCHOBAHMEM /I MOCTA-
HOBKU fuaruosa menunakuu (CremeHp mocToBep-
HOCTH peKoMeHpanmit 1A).
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YpoBeHb [JOCTUTHYTOTO COIJIalleHMA IO pe-
3y/IbTaTaM TO/IOCOBAaHUA 47 3KCHepToB: A+ 78,7%;
A 14,9%; D- 4,2%; D+ 2,1%. Utoro 93,6% momoxxu-
TeJIbHBIX OTBETOB.

2. TeHeTMYecKoe TUNMpPOBaHME MOXKET OBITH
MCNONb30BAHO [N MCKIIOYEeHNMs [MarHosa Iie-
JAVAKUM B CIOKHBIX AMATHOCTMYECKNX CIydasdX.
ITeHHOCThP TeHeTMYeCKMX MapKepoB IpPU 3TOM
omnpeaensAeTcsa TeM, YTO OHM He 3aBUCAT OT TOTO,
HaXOJMTCA TN MaLJeHT B MOMEHT MCCIeJOBaHNA
Ha AT']] unu Her (CTenmeHb JOCTOBEPHOCTU PEKO-
MeHganuit 1A).

YpoBeHDb [OCTUTHYTOTO COIJTAIleHMs IO pe-
3y/lIbTaTaM TO/OCOBaHMA 47 3KkcmepToB: A+ 83%;
A 12,8%; A- 4,2%. Ntoro 100% mOMOXXUTENbHBIX
OTBETOB.

[POBOKALMOHHBI TECT (Harpy3Ka rnTeHom)
CoBpeMeHHbIE TIPOTOKONBI [UATrHOCTUKM IIeJu-
aKMM He BK/IIOYAIOT B Cebsl MpoOBefieHNe IOBTOP-
HBIX MODP(QOIOrMYecKNX MCCIEfOBAHMIL, a TaKXKe
BBINIOJIHEHME HATPy3KM TNIOTEHOM. Poccuiickue
QenepanbHble KIMHUYECKME PEKOMEHIALUM IO
OKa3aHMIO MEIMIMHCKOI IOMOIM JIeTAM C Lie/u-
akyeil (2015) mpepyaraloT BBINOJMHATh HAaTPy304-
Hy© 1poby, ecnu ALl 6pira Havata GONBHBIMMU
B OTCYTCTBME CEPOTOTMYECKOro 1 Mop¢omoruye-
CKOTO IOATBEPXAEHN UM €C/IM Pe3yAbTaThl Iep-
BUYHOrO 00C/IeOBaHNA HO3BONAKT YCOMHUTBCA
B IIPaBW/IbHOCTM AMarHosa. B Takmx caydasx BbI-
ITOJTHEHVE HaTPY3KM ITIIOTEHOM IIpeJilaraeTcs B Ka-
4ecTBe eIMHCTBEHHOTO CIocoba BepupUINpoBaTh
puarnos. Ilepes mpoBeieHeEM Harpy3sku peKOMeH-
AyeTcsl IPOBECTM TEeHEeTHYeCKOe UCCIeJOBaHMue,
KOTOPOE B CIy4ae IOTy4YeHUs OTPUIIATEIbHBIX pe-
3yJIBTATOB MO3BOMUT M30eXaTh IPOBEREHNUs IPO-
BOKaI[ M.

IIpu npoBefeHUM NPOBOKAIMOHHOTO TeCTa pe-
KOMEHJ[yeTcs IpoBefieHNe IBYX 9HJO0CKOIMYECKMUX
MCCIefloBaHNMl ¢ 3abopoM Omomncuit: mepBoe — Ha
¢done AT'], BTOpOe — IIpy NOSABIEHUY KIMHUYECKIX
CUMIITOMOB 3abomeBaHms Ha (oHe yrmoTpebreHms
B IIMIIY ITIIOTEHCOJEPKALIMX IPOAYKTOB UM Yepe3
6 MecALeB B OTCYTCTBME IPU3HAKOB PeluuBa 3a-
6omeBaHuA.

Harpysky I7I0TeHOM [IeTsIM peKOMEHIYIOT Ipo-
BOJUTD, MOAIChINASA ITIIOT€HOBBIN IOPOUIOK B MUINY,
IOpY 9TOM IALMeHTy He [JAIOT IIIEHNYHOro Xieba
(meyeHbs, BBINIEYKN), TaK KaK B C/Iy4yae HOATBEpXKie-
HISA IMATHO32 L[e/IMAKMUM IIOBTOPHO 3aIIPETUTD YIIO-
TpebneHNe STUX IPOAYKTOB pebeHKy O6yfeT OYeHb
Tpy#Ho. ExXefjHeBHasA [j03a IIpU NpPOBELEeHUN IPO-
BOKaIMM JOJKHA ObITh He MeHee 10 T IJII0TEeHa, YTO
coorBercTByeT 150 r Myku mam 200 r IIIEHUIHOTO
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xne6a. ITopomrok III0TeHa B POCCUIICKMX YCTOBHU-
AX HeJJOCTYIIeH, II09TOMY MBI peKOMEH/[yeM HaBaTh
HalVeHTy eXegHeBHO 1 mopuuio (mpumepHO 250 1)
MaHHOJ KaIlly M/IY BePMUILIEI.

Ecnu 6uorncus, mpoBefieHHasA depes 6 MecsleB
yrnoTpebneHNs ITI0TeHa, He BBIABIAET HUKAKNX U3-
MeHeHMIT, MOP(OIOTUIeCKOe UCCIefOBaHNe HEe00-
XOZMMO ITOBTOPUTH CITYCTA ABa rofja OT Hayasa Ha-
TPY3KMU ITIIOTEHOM. ECM CTpyKTypHBIe M3MeHeHNA
C/IUBKCTOI 0OOTIOUKYM OTCYTCTBYIOT U K 9TOMY Bpe-
MeHH, PEKOMEHJ0BaHO IMHAMIYeCKOe HabTIoieH1e
3a Mal[MeHTaMU C IPOBeJeHNEeM SH/JOCKOTINYECKOTO
UCCNeOBaHNA HpPY IOABACHUU CHMIITOMOB MUK
HOBBIIICHNY YPOBHA aHTUTEL B CBIBOPOTKE KPOBIL.

PedppaktepHasa uenmakua

Pegppakmepras yenuaxus TUaTHOCTUPYETCS Ha OC-
HOBAHMY COXPAaHEHNA WIN IOBTOPHOTO IIOSIBIIEHNS
K/IMHUYECKUX CUMIITOMOB LieIMaKUM IIPU CTPOrOM
co6mopernn AI'l] B Teuenme 6-12 MecAleB B OTCYT-
CTBUE JPYTMX NPUYMH BO3SHMKHOBEHMS KIMHNYeE-
CKMX CUMIITOMOB, B TOM 4YMC/Ie OHKOJIOTMYEeCKNX 3a-
6onesanmii [18, 83, 96, 97].

JIMarHo3 OCHOBBIBAEeTCsI Ha YOe[UTETbHBIX [O-
Ka3aTe/bCTBaX HAIM4MA LeIMaKuy B OTCYTCTBUE
cnocobHocTu pearnposath Ha AT/l. B nepByio oue-
penb crenyeT yOeguTbCsA B TOYHOM COOIOfEHUU
AT[I [98]. HeobxommumMo MCKIOYUTD APYrue Mpu-
YYHBl MaHUpECTaUVV CUMIITOMOB, TaKMe KaK He-
crporoe cobmionenne AI'll, cMHPOM U3OBITOYHOTO
6aKTepuaqIbHOrO POCTa, MUKPOCKOIIMYeCKMIT KOTUT
u .4 [96, 97, 99, 100].

Knunuueckue nposenenus XapakTepusymoTcs
COXpaHEHMEM WIM MOABJEHNMEM CHMITOMOB Iie-
mmakun. Kak mpasuio, 3TO [guapeiHblll CMHAPOM
U TSKETBbII CUH[IPOM HapyIIEHHOTO BCACbhIBaHUA
[101-103].

JIabopaTopHble IOKa3aTenu BKIIOYAIOT B cebs
HU3KUII YpOBeHb TIeMOINOOMHa, 06iero 6Oenka
U anbbyMuHa, a TaKXe IOBBIIICHNE YPOBHA Ilede-
HOYHBIX (pepMeHTOB. OTpHULIaTeNbHbIE IPOTHOCTH-
yeckye GakTopbl: anbOyMuH <3,2 r/mi, reMorsio-
6uH < 11 r/m71, Bo3pacT 2 65 feT, ToTanbHas aTpodus
BOPCUH, MeX3INUTeNNaNbHble TMM(OLUTEL C N3Me-
HEeHHBIM UMMyHO(deHOTHIIOM [104].

Hecmotpss Ha tmarenbHoe cobOmiomenue AT,
ot 19 o 30% manueHTOB ¢ pedpaKTEpHOII Ienna-
KMell MMeIOT IO/IOXUTeIbHbIe CHenuduIecKme ce-
ponoruveckue npo6st (EMA, antu-1TT) [105, 106].

IIpn cTaHpapTHOM M BUAEOKAICY/IbHON 3H-
HOCKONIMM YacTO OOHAPYXMBAKITCA MaKpPOCKO-
Hy4eckye MpU3HAKM aTpoduM BOPCUHOK («MO3a-
MYHOCTb» C/IM3UCTON 00O0TOYKM, 3a3yOPEeHHOCTDb
CK/TaJOK) MU A3BBL. SI3BEHHBINl €IOHUT MM SI3BBI

PyKOBOACTBa 1 pekoMeHZaumm
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6oree 1 cM yallle BCTPEYalOTCs y MALIMEHTOB C ped-
pakTepHoIt Hennakuei 2-ro Tuna [107, 108].

M [UaTHOCTMKM SA3BEHHBIX CIOHUTOB U UX
nuddepeHInanbHON AMArHOCTUKY ¢ T-KIeTOYHOI
MMMGOMOIT MOXKeT NPUMEHATbCA TIMyboKas WUH-
CTPYMEHTa/IbHO-aCCUCTUPOBAHHASL 9HTEPOCKOMNUS
unu KommbioorepHas toMmorpadusa (KT) 6prourHoit
nonoctu ¢ auTeporpadmeir [109].

Marnsiit 06beM cenmesenkn (< 122 cm?®), kumeg-
Hasl HEeIPOXONUMOCTb, YTONIIEHE CTeHKU KUIIKN
U yBenudeHune nuMpaTUIecKux y3jI0B dalle oOHa-
pyxusatorcs npu KT 6prourHoit monoctu y 60/b-
HBIX ¢ pedpaKTepHOI Ienmakyeil 2-ro TUIA WMIN
T-kneTouHoI MMMdOMe, ACCOLNUPOBAHHOI C LIe/TN-
akmeit [110, 111]. Ogxako 6ojee YyBCTBUTETBHBIM
¥ crien M IHBIM METOROM VCCIIEOBAHNS, €M Tpa-
nuunonHad KT, ABnsgeTcsa MO3SUTPOHHO-3MUCCHUOH-
Has ToMorpagus [112].

HnddepeHumanbHo-AnarHoCTUUeCKre Kputepum
pedpaKkTepHO Lennakmnmn 1-ro v 2-ro TMnos
ObHapy>KeHue aHOMa/JbHOTO (EHOTHUIIA MHTPAIIIN-
TeJIVa/IbHBIX TUMQOLMTOB ABJAETCA OCHOBON MJA
HeneHNs1 pedpaKTepHOI IeMaKuMy Ha [Ba TUIIQ,
a TaK>Ke MOXKeT MIMeTb IPOTHOCTMYECKOe 3HAYEHNe.
[Ipn 1-m Tume pedpaxTepHOil LeTMaKuu MH-
¢unerpanya  mumdonuramu  COTK  nopo6-
Ha HenmedyeHolt uenmakuu. Ilpu 2-m tume CD3-
MIOJIOKMTE/IbHbIE MHTPasNNUTeNnanbuble T-KIeTKu
IDeMOHCTPUPYIOT ~ aHOMANbHBII  MMMYHO(dEHO-
TUI AUMQOLNUTOB C IOTEPeil SKCIPECCH MapKe-
poB nuddepeHIMannyM HOPMATbHOIN KIETOYHOI
moBepxHOCTH, Takux kak CD8. O6HapyxeHue
CD3/CD8uabeppanTHOro T-K/IeTOYHOTO peLienTopa

IPOUCXOAUT C HOMOIIBI0 UMMYHOTUCTOXMMUIECKO-
ro uccienoBaHus Ha GUKCUPOBAHHBIX Cpe3ax MU
B CBEXXE3aMOPO>KEHHBIX Cpe3aX TKaHMU C ITOMOILbI0
NIIPOTOYHOM LUTOMETpUU. AHOMAIbHBIN (1)€HOTI/[H
XapaKTepu3yeTcsi YMeHbIIeHVeM HOPMalbHbIX IIO-
BepXHOCTHBIX MapkepoB CD3, CD4, CD8 ¢ moss-
JIeHMeM VHTpPALMTOI/Ia3MaTUYeCKO 3KCIIPeccun
CD3 (CD3¢) B 6onee uem 50% MHTpasIUTETNAD-
HBIX TMMGOUNTOB (IPY UMMYHOTUCTOXMMUYECKOM
UCCTelOBaHMM) ¢ coxpaHeHueM skcmpeccun TCR
(y mnu 6) B 6onee yem 20-25% (c TOMOLIBIO IPOTOY-
Hoit uutoMmerpun). Onpenenenne CD3/CD8 mero-
[KOM VMMMYHOTMCTOXMMMUM BaKHO IJIs I€PBUYHON
OLIEHKM IOTEHI[MANbHOIO pas3Butus pedpakrep-
Holt menmakuu. Kpome Toro, aHanms peLentopoB
T-K7IeTOK MO>KeT BBISIBUTb ONIMT'OK/IOHAJIBHYIO 9KC-
maHcuio T-knetok B npepenax COTK [105, 113-115].

OcHOBHbIE nuddepeHIMaTbHO-FUATHOCTU-
yeckme Kputepum pedpaKkTepHO  LenmMaKkuu
1-T0 1 2-TO TUIIOB IIPeJCTaBIEHbI B Ta0I. 5.

MeankameHTO3Hasa Tepaniis O0MbHbIX pedpakTepHON
Lennakmen
Heo6xozuMo MHpOJOIKaTh CTpOroe cobmomeHne
AT]I, 0coOeHHO y TaLIMeHTOB C peppaKTepHOII LeN-
akmeit 1-ro Tuna. [lonHoe mapeHTepanbHOe MUTAHIE
HeobxoauMo y 28-60% ManueHToB ¢ pedpaKTepHOIL
Le/IMaKueil M3-3a TSDKENIOJ IOTepy Beca, a TaKXkKe
BCIE[ICTBUE MeTaboMmIecKnx nedunToB, pasBuBa-
IOLVIXCS IIPY CUHAPOMe ManbabcopOimu (B TOM 4nc-
7ie TsDKeJolt ruonpoTenHemun) (116, 117].
[Tpepuusonon (0,5-1 mMr/kr/cyT), OymecoHUR
(9 Mr/cyT) wim coueTaHme IpeSHM3ONIOHA M a3a-
TionpuHa (2 MI/KI/CYT) SABSAIOTCS KIVMHUYIECKN

Ta6bnuua 5. JnddepeHumanbHO-AnarHOCTMUECKMe Kputepuy pedpakTepHoN uenmakmum 1-ro n 2-ro Turnos

[lnarHocTnyecknin Kputepumn

PedpaktepHas uenmakua

1-n Tvn 2- TMn
AHOMabHbI UMMYHOPEHOTUMN NHTPa3NUTENMANbHbIX NMMQOLMTOB C NoTepel 6onee Het Ha
50% HOpManbHbIX MOBEPXHOCTHbIX Mapkepos CD3, CD8 n T-KNeToYHOro peLenTtopa,
onpeAeneHHbI C NOMOLLbI0 UMMYHOTUCTOXUMUW, Unn 6onee 20-25%, BbIABNEHHDbII
npw NPOTOYHOW LUTOMETPUU
MATUNETHAA BbIKMBAaEMOCTb 80-96% 44-58%

OcnoxHeHuna

BeposATHOCTb pa3BnTusa numpombl (0Co6eHHO T-KNETOUHOMN NMMQOMBI, accoummnpoBaHHol  Peako

C uenuakuemn)

- AI3BEHHbIN 3HTEpPUT

YacTo (4epes 5 net
y 60-80%)

KnvHnuyecknii nnm rucTonornyecknii oTeet Ha cTepouabl, UMMyHoOAeNnpeccaHTbl Nnn Ha He Bcerpa

6uonornyeckme npenaparbl
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3¢ GeKTUBHBIMY [/ MHAYKUUM PEMUCCUM U KIIU-
HIYECKOTO BOCCTAHOBJIEHNA C/IM3NUCTON 000IOYKM
y 60IBUINHCTBA MAIVIEHTOB C pedpaKTepHOII Ilenna-
Kmelt 1-ro Tuma. OfHaKo y 60/IbIIMHCTBA MAIVIEHTOB
pasBUBaeTCsA TOPMOHANIbHAA 3aBUCUMOCTS [118, 119].

KnuHudeckuii OTBeT Ha CTepOMABl HAOIIO-
faeTcs y OONBUIMHCTBA IMAlMeHTOB (0Komo 75%)
¢ pedpakTepHOIT LemMakuenl 2-ro THUIMA, OFHAKO
C/IU3NUCTast 000JI0YKAa He BOCCTAHABIMBAETCHA M He
MPOUCXOAUT MpefOTBpallleHNs IIPOrpeccCpOoBaHU
B T-xnmetounyto mumdomy [104-106]. Knmangeckoe
M TUCTONOTMYECKOe yiydlleHyue HabIo0ganoch
y 61% manueHToB ¢ pedpaKTepHOI LeNIMaKMell mo-
Crie Te4eHNs UX HUKnocnopuHoM (5 mr/kr/cyT) [120].

ﬂpV]MeHeHI/Ie npenapartos Oronornyeckom Tepanun
Npw pedpakTepHO Lienmakmm

MoskeT IPUMEHSITHCSI GMOMOTMYecKast TePATNsI H-
¢dbnukcumaboM (5 MI/Kr/cyT) u aneMTysymabom (aH-
tn-CD52 MoHOK/TOHanbHOe aHTUTeNo) (30 Mr 2 pasa
B HeJle/II0 Ha 12 HeZlenb) ¢ KAMHMYECKUMU YIy4le-
Huamu [121-123]. EcTb uccnemoBaHus, IOKa3aBIlNe,
YTO a/eMTy3yMal MM COYeTaHUe ero C MEeHTOCTa-
TUHOM (4 Mr/M? Ka>kJble 2 Hefle/Iu B TeyeHne 24 He-
fiernib) U OyeCOHMIOM BI3BIBAET KJIMHUYECKOE U TN~
CTO/OrMYecKoe YAydllleHue, HO He MCYe3HOBEHNe
KJIOHA/IbHBIX MHTPASIUTENNATBHBIX TUMQOIUTOB
(122, 123].

BuyTpuBeHHOE BBeJleHUe KIagpubnna
(0,1 mr/Kr/cyT B TedeHue 5 fHei) Y 60MbHBIX C ped-
PaKTepHON ILeNMakuein 2-To TUIA, paHee IIONy-
YaBIIMX IIPEeIHMU3OIOH U/M/IU a3aTUOIPYUH, MOXET
BBI3bIBATDH KAMHUYECKOE (36%) M TUCTOMOTUIECKOE
(59%) ynyd4iieHme, a Tak>Xe 3HAUUTEIbHOE YMEHb-
IIeHye KOMMYEeCTBA KIOHATbHBIX MHTPAdMUTENN-
anpHbIX MuMdonuToB (35%). OgHaKO KOMMYECTBO
MIOIOKUTENbHBIX HAOMIOAEeH NI HEOCTATOYHO [124].
Kpome sroro, mpo6iemoit mpuMeHeHNA KIagpubm-
Ha U aneMTy3yMaba sBseTCs pa3BuTye nuMQpoMb
y gactu 601pHbIX [105].

[TpoBemeHHOE NMMTOTHOE MCCIAELOBaHME BBICO-
KOJJ03HOJ XMMMOTepaluy C IOCIAeAYIolell TpaHC-
IUTAHTalMell ayTONOTMYHBIX T'eMONO3TUYECKUX
CTBOJIOBBIX KJIETOK Ipu pedpakTepHOIl Iienna-
KUY 2-TO TUIA OKa3ajaoch HeapgeKTUBHBIM [125].
B mepcnektuse 6mokaga VMJI-15 MoxeT HmpencTas-
JATH COOOI HOBBINT BAPUAHT jIeYeHUs pedpaKkTep-
HOIJ Lenmakuy 2-ro Tumna [126].

Taxkum o6pasom, nIpu peppakTepHOIL LeTUaKUN
1-ro Tumna 3¢ peKTUBHBIMU CPENCTBAMU SIBISIIOTCA
[TIOKOKOPTUKOCTEPOULBI B KOMOMHALUU C IIUTO-
CTaTMKaMy M IapeHTepanbHbIM NUTaHMEM, IIpU
pedpakTepHOIt LIeNMaKuy 2-TO TUIIA HET JOCTATOY-
HO 3¢} eKTUBHOTO CIOCo6a TeueHN .
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3akmoueHue

1. KaxkppIil mamueHT ¢ Mofo3peHeM Ha ped-
PaKTepHYIO IIeTNAKUIO JOMKeH ObITh THIATETbHO
0o0cIefoBaH NI MCKIIOYEeHUA NPYIUX HNPUIMH
MaHudecranuu cuMnToMoB (CreneHb JOCTOBep-
HOCTU peKoMeHpganuit 1A).

YpoBeHb JOCTUTHYTOTO COT/IALIIEH ) 110 PE3YIb-
TaTaM rojocoBaHus 47 skcnepTos: A+ 98%; A 2,1%.
Wtoro 100% monoxuTenbHbIX OTBETOB.

2. Ha mepBoM 3Tame guarHOoCTMKHU pedpax-
TEPHOI LIeTNAKNI HeO0OXOAVUMO OIpeNennTh ce-
ponormyeckme Mapkepsl M IPOaHAIU3MPOBATH
THIaTeNIbHOCTh cobmiogenusa AIJl (Cremens pmo-
CTOBEPHOCTY peKoMeHpanuii 1A).

YpoBeHb JOCTUTHYTOTO COTIALIEHN S IIO Pe3yib-
TaTaM rojocoBaHus 47 skcnepros: A+ 100%.

3. Ina panbHelillero BefeHMs IaIMIeHTOB
M OLIeHKM IIPOrHO3a Ba)KHO NpoBecTy suddepen-
IMAABHYI0 TMATHOCTUKY MeXAy pedpaKkTepHOii
nennakueit 1-ro u 2-ro Tunos (CremeHb KOCTO-
BepHOCTU peKoMeHgaiuit 1B).

YpoBeHb [OCTUTHYTOTO COIJNAllleHMA IO pe-
3yabTaTaM Tol0oCoBaHMA 47 sKcrepToB: A+ 98,4%;
A 10,6%. Vtoro 100% momoXXuTenbHbIX OTBETOB.

4. IlpuMeHeHHe MeRMKaMEHTO3HOTO Jede-
HUA ABIAETCSI HEOOXOMMMBIM YCTIOBUEM JTeYeHU A
00NbHBIX ¢ pedpaKTepHOIl LeNUaKueil B JOMON-
Henue K ATl (CTeneHb JOCTOBEPHOCTH PEKOMEH-
manuit 1B).

YpoBeHb [OCTUTHYTOTO COTNAlleHusA IO pe-
3y/lbTaTaM ronocoBaHus 47 skcrnepToB: A+ 93,6%;
A 6,4%. VItoro 100% momoXUTenbHbIX OTBETOB.

5. IlanueHTHl ¢ pedpaKTepHON IeTMAKMeENT
BO/DKHBI HAXORUTHCA IOJ, TIIATeTbHBIM JAMCIAaH-
CepHBIM HaOMIOfeHNeM ¥ MONyYaTh HeOOXOmu-
MYIO HYTPUTHUBHYIO IOAAEPKKY, BK/II0Yasd apeH-
tepanbHoe mnutaHue (CTemeHb JOCTOBEPHOCTH
pexomMeHpmanuii 1A).

YpoBeHb [OCTUTHYTOTO COTINAllleHusA IO pe-
3y/lbTaTaM rojocoBaHus 47 sxcrnepros: A+ 97,8%;
A 2,1%. Vitoro 100% mono>xuTenbHBIX OTBETOB.

OuetoTtepanusa
N MefiuKaMeHTO3HOe fieyeHne

B Hacrosiijee BpeMsi OCHOBHBIM METOHOM JIEUEHIS
Henuakuu M NpopUIaKTUKY ee OC/IOKHEHUI ABISA-
eTcs cTporas noxusHenHas AT/l

Co6/rofieH e Y€ Thl IIPEAIIOIATaeT OTHOE VICKTIO-
YeHe 13 PaliOHA MUTAHW IPOAYKTOB, COTEPXKAIIIX
IJIIOTEH VTN €T0 CIefbL. IIpMHIMINAIBHO BaXKHBIM SIB-
JISIETCS OTKA3 OT yIOTPe6IeHNs He TOIBKO TeX IPORYK-
TOB, KOTOPbIE COfIEP)KAT «SIBHBII» TIIIOTEH (X71€0, Xte-
6006y/10OuHbBIe ¥ KOHIUTEPCKME USJENNs, MaKapOHHBbIE
u3fenus, IMIIeHNYHas/MaHHAs, SYHeBas/IeproBast
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KPYTbl, OYIATYp, KYC-Kyc, 1momba, CrienbTa, TPUTHKA-
JTe, KAMYT), HO M TeX, KOTOPbIe COREP>KAT «CKPBITHIN»
IJIIOTEH, TO eCTb JICIIONIb3YeMblii B KadeCTBe MIIIEeBOI
IT00aBKM B IIPOLieCCe TPOU3BOCTRA.

HeTokcuyHBIMM 37TaKaMy IpM LETMAKUYU SAB-
JSIOTCSL PUC, Tpednxa, KYKypysa, MIIEHO, aMa-
paHT, KMHOA, MOHTMHA, YyMM3a, Caro, copro, redpao.
BesomacHbIMM ABIAIOTCSA MYKa U KpaxMasbl, IIPH-
TOTOBJIEHHbIE 13 KOPHEIIONOB: KapTOdens, MaHu-
OKM, Tammoku, 6atara, 6060BbIX (60608, daconu,
ropoxa, COM), pas3JIMYHbIX OPEXOB.

Jns nuTaHus 60NTBHBIX C IeMaKyeil peKOMeH Y-
0TCs CIIENUaNTN3UPOBAHEBIE OE3ITIIOTEHOBBIE TIPO-
IYKTBI — 3aMeHUTeNN X71e600yI0UHbIX, MaKapOHHBIX
U KOHAUTEPCKUX U3[enuil. PekoMeH{OBaHHbBIE TIPY-
eMJieMble YPOBHU ITIIOT€Ha COCTAaBAAIOT<20 ppm
(20 MI/KT TOTOBOTO IPOAYKTA).

CHOpHBIM OCTAETCS BOIIPOC O TOKCUYHOCTM OBCA
17151 6O/IPHBIX Lie/IMaKueil. BonbIMHCTBO UCCIeno-
BaTesell CYUTAIOT, YTO ABEHMHBI OBCA HE TOKCUYHBI,
OZHAKO OBCsSHAs KpyIla 4acTO KOHTAMMHMPOBaHa
[PUMECSIMU APYTUX 37TaKOB, OCOOEHHO MIIEHMUI[BL,
B CBsI3M C 4eM B Poccuu He peKOMeHyeTCst yoTpe-
6neHue oBca pu Hennakum [127].

CocraB paijuoHa 60IbHOTO IleNaKuert 3aBUCUT
OT BO3pacTa, TSHKECTU COCTOSHIS U Iepuopa 3a60-
neBaHus [128].

Heob6x00umo yuumpviéamo Hanuuue 6MopuuHbLX
HapyuieHuil CO CTOpOHBI OPTaHOB U CUCTeM U Hedu-
LUTHBIX COCTOSIHUIT, KOTOPble MOI'YT MOTPebOBaTH
CIeNMan3NPOBAHHOTO TUTAHUA.

Insi TedeHMs aKTMBHOTO IE€PUOKA Lie/IMAKUN
B PaHHEM JIETCKOM BO3pPAacTe XapaKTEPHBI BbIPayKeH-
Hble RNCIIETNICMYeCKIle PACCTPOVICTBAa U HAPYLIEHWS
B COCTOSIHMM NMUTAHUSL, BIUIOTH IO PasBUTUS TsDKe-
7107t He[oCTaTOYHOCTY nuTaHusA. COCTOsHUE U TPO-
BefleHIIe AMEeTOTePATINI Y TAKVX OONBHBIX OCTIOXKHSIET
TaKXXe 4acToe pasBUTIME MHOXXECTBEHHO IINIIEBO
HenepeHocumoctn. Hambomnee yacto 310 BTopryHas
JIaKTasHasl HeNOCTaTOYHOCTb (75%), ceHcuOmMmImsa-
nus K 6elKaM KOpOBbero Momoka (72%), Hepemko
CeHCHOMMM3aLys K JPYTUM IMIIEBbIM IPOTENHAM —
pucy, 6aHaHy, 6e1KaM KypUHOTO sitifa u mp. [129].

Henuwesvie npodykmot, codepicaujue eniomen.
Psapg HenmmieBBIX MPOSYKTOB, KOTOPBIE MOTYT ITOTIa-
[aTh B OPTaHN3M Y€/I0BEKA, MOT'YT TAKXKe COfIePXKaTh
[IIOTEH, YTO C/Ie[yeT YYUTHIBATh B [IOBCELHEBHOI
xu3Hu. K Takum OpopgyKTaM OTHOCSTCS KiIeil Ha
IOYTOBBIX MapKaX M KOHBePTaX, HEKOTOPbIe COpTa
KOCMETHUKI, B TOM 4NC/Ie TyOHOI ITOMa/ibl, HEKOTO-
pble copTa 3y6HOII TacThI U Jp.

JlexapcmeenHbie npenapamvt TaKXXe MOTYT CO-
Iep>KaTh ITIIOTEH, HallpuMep, TableTKy, MOKPbIThIe
o6onmouxoi [127].

MepukaMeHTO3Has Tepalys IPY LeTMaKuu HO-
CHUT BCIIOMOTATe/IbHBIII XapaKTep, HO B Psifie CIy4aesn
MOXXeT OBITD KM3HEHHO Heob6XoauMoli. B ocHoBHOM
OHa HallpaB/eHa Ha KOPPEKLMI0 MeTabOoNMMuecKmnx
HApyLIeHWIT, pasBUBIIMXCS Ha (OHe CHHApOMaA
Manbabcopbuum.

Koppexuyus npoyeccos nepesapusanus TpoBO-
IUTCs HasHaYeHMEM IIPelapaToB BBICOKOAKTMBHBIX
MUKPOKAIICY/IMPOBAHHBIX MTaHKpeaTndeckux ¢ep-
MEHTOB. B3poc/bIM, Kak IpaBU/IO, HE Ha3HAYalOT-
cs QepMeHTHI, cofiepxalnyue OOJbIIOe KOMUYECTBO
XKEMTYHBIX KUCTIOT, Takye Kak (DecrTas, IOCKOTbKY
OHU MOTYT YCUINTD Auapero. BonbHBIM mennaxuen
(depMeHTHBIE MpemapaTbl HeoOXOAMMO Ha3HAvYaTh
[TUTe/IbHBIMYU IIOBTOPHBIMM KypcaMu 1 06s13aTesb-
HO B IIepHOJBI 000CTPEH NS SaPeL.

I[TIpu 060cmpenuu ouapeu MUPOKO TPUMEHIIOTCS
aficopOeHTBI, HeJTPaNN3yIole OPraHNIecKye KIc-
JIOTBI, BSDKYIue UM OOBOMAKMBAIOIIMeE IIPEraparsl:
6enmas rmuHa, kapOoHaT Kanbius, lepmarorn, CMekTa
o enbl B Bufie 6onTymky. IIpuMeHeHme monepaMusa
(MmopnyM) IpOTUBOIIOKA3aHO.

C menbio 80cCcmaHo6eHUs Iy0u03a KUIIETHNKA
IPUMEHSIOTCS TIOC/IeA0BaTeIbHble KYPChl aHTMOAK-
TepMaNbHBIX IpemnapaTos U npobuorukos. Hapsamy
¢ HOpMaju3alueil CTy/a OTMeYaeTcsA IOMIOXKUTENIb-
Has JVHaMHUKa B COCTaBe MUKPOQIOPBI TOICTOI
KUIIKN: ¥ % GONbHBIX MCYe3aI0T HApYLIEHNUA aspob-
HOJ1 QJIOPBI, B TIOIOBVHE CTy4YaeB MOSIB/ISIETCSI BHOBbD
MIM TOBbIIIAeTCS TUTP OudupmobaxTepuit. B cBsasn
C 9TUM Lie7Ieco00Pa3HO IIPY peLUINBaX AYapen IIPo-
BeJleHVe IIOBTOPHBIX KYpPCOB JIedeHMs IPOOMOTUKA-
MU U IpeOMOTUKAMI.

Koppexuyus napywenuii 6enxosozo obmera: npu
TSKEIO0M 6eIKOBOJ HeOCTAaTOYHOCTY C LIE/IbI0 BOC-
CTaQHOBJIEHU A KOJUIOU/THO-0CMOTUYECKOTO AaBIeHMUs
¥ JIMKBUFALUYM TEeMOAVHAMUYECKUX HAPYIIEHUI
IPUMEHSAIOT IIpenaparsl LeJIbHOTO 6e/ka — I/IasMmy,
anpOyMuH. [l mydiero ycBoeHus 6e/ka npuMeHs-
10TCsI aHabonmyeckue ropMoHsi [130].

JleueHve B00HO-INEKMPONUMHBIX — HAPYUIEHUT
JO/DKHO OBITh AuddepeHIMPOBaHHBIM B 3aBUCU-
MOCTM OT CTeNleHM TSDKeCTM KIMHUYeCKMX U JIa-
6OpaTOpPHBIX MPU3HAKOB BOZHO-3/IEKTPOIUTHBIX
PacCTpOICTB, COCTOSIHUSL ~ KUC/IOTHO-OCHOBHOTO
6amanca. IIpn HapyuieHusix oO6MeHa Kambrus (pa-
XMTOMOMOOHBI CUHAPOM, TUIOKAIbIMieMUYecKye
CYIOpOTM, OCTEOIIeHNA M OCTEONOpO3) Ha3HAYaIoT
IperapaThl Kaablysa U BuTaMuHa D.

Jna nevenus eunosumamuro3068 Ha3HaAYAIOT KOM-
I/IeKC BUTAMMHOB rpynnsl B, Butamun C, HUKOTHU-
HOBYIO KVMC/IOTY ¥ BUTAMUHBI U3 TPYIIIBI XXUpPOpac-
TBOpPUMBIX BUTaMuHOB — A, D, Ku E. IIpu cunppome
He/TarPbl IPUMEHTI0TCS HUKOTMHOBASI KMCTIOTA U/IN
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HuKoTuHamug,. ITapeHTepanbHoe BBefleHNE BUTAMU-
HOB IIPOBOAAT 2-3 pa3a B TOfI, 0043aTe/IbHO B BECEH-
He-OCeHHMIT mepyof. B ocranbHoe BpeMs GonbHBIE
MOTY4aloT BUTAMMHHBIE IIpeIapaTbl BHYTPb.

ITpu BbIpa>keHHO aHEMUY IPUMEHAIOT Ipenapa-
TBI JKeJIe3a ITapeHTePalbHO. B manbHelem npemnapa-
TBI JKeJle3a IPOJIOHTVPOBAHHOTO JIeJICTBM A IPUHUMA-
10T BHYTPb [0 TIOJTHOI HOpMa/lIn3anyy reMornoo1Ha
U cofiep>KaHuA peppUTIHA CBIBOPOTKI KPOBH.

Ilpumenenue en0KOKOPMUKOUOHBIX Npenapa-
o6 Tpy LeNMaKuM IMOKa3aHO B C/Iy4ae TAXKEIOoTro
TedeHNUs 3a00NeBaHMS C BBIPAKEHHON O€TKOBO-
9HEPreTUYeCcKOl HelOCTaTOYHOCTBIO M B KayecTBe
3aMECTUTENbHOI Tepanuy [ KOPpeKUN HajIo-
YEeYHIKOBOM HEJOCTATOYHOCTH [4].

3aknoueHne

1. Crporaa AI]l pexoMeHAyeTca KaK CUM-
nroMHbIM (CTemeHb JOCTOBEPHOCTUM pPEKOMEH-
manuit 1A), Tak M 6eCCMMITOMHBIM NallMeHTaM
(Crenenp focroBepHOCTU peKoMeHganuii 2C).

YpoBeHb [JOCTUTHYTOTO COIJIalleHMs IO pe-
3y/nbTaTaM ro0COBaHUA 47 3KcmepToB: A+ 95,7%;
A 4,2%. Vitoro 100% nonmo>XxuTeTbHbIX OTBETOB.

2. OBec He peKOMEH/IyeTCA BKIIYATh B JUETY
6onbHBIM nennakueil (CTemeHb KOCTOBEPHOCTH
pexomenpmanuii 2C).

YpoBeHb [JOCTUTHYTOTO COIJIAlleHMs IO pe-
3y/IbTaTaM ronocoBaHus 47 skcrepToB: A+ 89,4%;
A 6,4%; A- 2,1%; D- 2,1%. Utoro 97,9% mnomnoxxu-
TEe/IbHBIX OTBETOB.

3. B cimyyae TaKenoro teyeHus 3aGomeBaHUsA
C BBIpa)KeHHON 0eNKOBO-3HepreTMYecKoil He-
BOCTAaTOYHOCTBIO M B Ka4eCTBe 3aMeCTUTENbHOI
Tepanull pPeKOMEHJO0BAaHO Ha3HayeHMe ITTI0OKO-
KOopTUKOUAOB (CTemeHb FOCTOBEPHOCTU PeKO-
MeHganuit 1B).

YpoBeHb [OCTUTHYTOTO COINAlIeHUA IO pe-
3y/lIbTaTaM TO/IOCOBaHUA 47 3KCHepToB: A+ 76,6%;
A 14,9%; A- 6,4%; D- 2,1%. Vtoro 97,9% monoxn-
TE€/IbHBIX OTBETOB.

4. bornbHbIe C BIiepBble YCTAHOBIEHHBIM [IJ1a-
THO30M ILIeTMAaKMU JO/DKHBI OBITH 00C/IefoOBaHbI
U MONyYaThb CUMITOMaTHM4ecKoe JedeHue gedu-
LINTOB MUKPOHYTPMEHTOB (Kene3a, KalibLusd,
¢donuesoit KucnoTsl, BuTamMmuHa D, Buramuna B,,)
(Crenensp focroBepHocTu pekomernganuit 2C).

YpoBeHb [OCTUTHYTOTO COIJTAlleHMs IO pe-
3ynbTaTaM ronocoBaHus 47 skcneptoB: A+ 89,4%;
A 6,4%; A- 4,2%. Vitoro 100% IOMOXUTETbHBIX OT-
BETOB.

MpodunakTtuka

IlpopunakTuka  ILenumakum He  paspabora-
Ha. CymecTBoBaBLIME [0 MOCTENHEI0 BpPEMEHMU
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IpeAcTaBleHNA, 4TO MPOJO/KUTEIbHOE I'PygHOE
BCKapM/IMBaHUe, BBeJieHME INIOTEHCOJepKalile-
ro IpPMKOpPMa B MajbIX [103aX Ha (OHE I'PYZHOTO
BCKapM/IMBaHUA B BO3pacTe «OKHA TONEPAHTHO-
cT» (4-6 MecAleB) MMM OTCPOYEHHOE BBeECHIUE
ITII0TE€HAa CHIMJKAIOT YacTOTYy BO3HMKHOBEHNA Iie-
JIMaKUM, ONPOBEPTHYTHI B XOJe pPsAfa MHOTOLEH-
TPOBBIX PAaHAOMM3MPOBAHHBIX IIIalebOKOHTPO-
JIMPYeMBbIX MCCIIEOBAHNI, B YAaCTHOCTY IPOEKTa
PreventCD (CremeHb TOCTOBEPHOCTM peKOMEHHa-
uit 2A).

YpoBeHDb [OCTUTHYTOTO COITIAlIEHMs IO pe-
3y/IbTaTaM TOI0COBaHUA 47 sKcnepToB: A+ 93,6%;
A 2,1%; D+ 4,2%.

Kputepun
AVUHAMUNYECKOro
HabnoaeHus

Hucnanceproe nabniodenue npu ycmaHoeneHHOM
Ouaenoze uenuaxuu. CpoK HAOGMIONEHNS: TOXKU3-
HEHHO.

Bedenue 60onvH020 pebenka OCYLIeCTBISIOT fET-
CKMII TaCTPOIHTEPONOr U CepTUUIMPOBAHHBIIN
mueronor. KpaTHocTh HabmiofeHus: mociae ycTa-
HOBKM [IMarH0o3a B TeYeHUe MePBhIX 2 jeT — 1 pas
B 6 MeCsI1IeB, C 3-T0 rofa HaOMOfeHIS IIPU YCIOBUN
YCTAHOBJIEHMA CTOMKOM PEMUCCUM U PErynsapHbIX
ZOCTATOYHBIX BECOPOCTOBBIX mpmbaBok - 1 pas
B rox. O6cmefoBanme B XOfje AMCIIAHCEPHOTO Ha-
OMI0feHMsT BKIIOYaeT OIPOC, OCMOTP, M3MepeHe
pocTa M Macchl, KONPOrPaMMy, KIMHNYECKOE JC-
CllefloBaHye KpPOBY, OMOXMMMYECKOe MCCIe0Ba-
Hue KpoBu (06wmmit GenoK, MeYeHOYHBbIE MPOOBL,
IJII0K03a, Kanbuuii, pocdop, Kenes3o, XoneCTepuH,
TPUIIULEPUNBbI); YIbTPA3BYKOBOE WUCCIE[OBAHIE
OpPTraHOB NUINEBAPEHUS UM U[UTOBUITHOM >KENEe3bl,
y IeBOYeK CTaplie 12 jeT yabTpasByKOBOe MCCIIe-
IOBaHME OPraHOB MAJOTO Ta3a, MEHCUTOMETPUIO
HOSICHUYHOTO OT/je/a II03BOHOYHMKA; CEpOIoTie-
ckoe obcnemoBanme [127].

Habniodenue 3a 83pocnvimu 60nvHbIMU C LieTna-
KMell OCYILIeCTBIIsIeT racTpoaHTeponor. KpatHocTs
HabmofeHus: 1 pa3 B 6 MecslleB B IIepBbIi TOL Ha-
omroennsi. B mocnenyromenm 1 pas B rog [4].

Ceponozuneckas 0uazHocmuKka 8 OUHAMUHECKOM
HabnwdeHuy 3a 6OMBHBIMHU IeTIMAKMEI TTPOBOLUT-
Cs KaK MeTOJ KOHTponsi 3a cobmopmennem AT,
HOPUBEPKEHHOCTH K puere. YacToTra KOHTPOIB-
HBIX MCCIeJOBAHNIT Ha IIEPBOM TOfy HabI0feHNs
U B TIIOC/IefyIolieM He permameHTupyercsa. OgHako
CYIIeCTBYeT MHEHMe, YTO pasyMHas HepUOfNd-
HOCTb V B3pOoC/bIxX — 1 pa3 B rop [18].

Heobxo0umocmo u nokasamue Kk noMopHOMY IH-
00CcKONUUECKOMY/MOPPHON02U1ECKOMY UCCTIE008AHUIO,
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cpoku nposederus. IIoBTOpHOE SHIOCKOMUYECKOE
UCCIelOBaHMe C MOPQOIOrMYecKMM UCCIef0oBa-
HIeM OMONCMITHOTO MaTepuana M3 JIBEHaJIaTH-
MEePCTHON KMIIKM B IIPOLeCCeé MOHUTOPUPOBAHMS
6OTBHOTO C IleNMMaKueil peKOMeHAYeTCs IIPOBOJAUTD
B Cllydae HeJOCTaTOYHOrO K/IMHMYECKOTO OTBeTa
WIM BO3BpaTa CUMIITOMOB 0OJIe3HN, HECMOTpPs Ha
ykasaHmsa 60mpHOTO 0 cobmofenun ATl B cpokn
OT 6 70 12 MecsAleB JaHHON queTH [96, 97, 99, 131].
IIpu sTOM CUMTaETCH, YTO HONTYTOTOBBIE UCCIENOBA-
HUs HeONTVMAaJbHBI (IIaBHBIM 00pa3oM M3 3KOHO-
MUYECKUX COOOpa’keHMit), 4alle PEeKOMEHIYIOTCS
€>XerojiHble OCMOTPHI ¢ Guoricueit [83, 132, 133, 134,
135]. Y B3pOC/IbIX MAallIeHTOB HOBTOPHBIE OMOICUN
HeOOXOA MBI [/IsI CHYDKEHMsI PUCKA PAa3BUTHS JINM-
¢dbombl. BmecTe ¢ Tem ecnu Ha ¢pore ATl cuMNITOMOB
HET, OT €XXETOHOII 6MOICUM MOXKHO BO3JIEePKAThCSL.

IToBTOpHasI OMOIICHUS /1 OLEHKM BOCCTaHOBJIE-
Husa COTK Ha ¢doHe /edeHUs U MOMTOXKUTETBHOTO
KJIMHMYECKOTO OTBETa Ha Tepanuio (HeT KIMHIYe-
CKMX mposiBeHnit Ha pone AI'll) cunraercs ontu-
MaJIbHOJ IO IPOUIECTBUM ABYX JIeT, OGHAKO Y€TKO
CPOKM INpOBeJieHNA He perlaMeHTUPYITCS 1 Ba-
ppupyroTcs oT 2 o 5 net [136, 137, 138].

Ecny ypoBHUM aHTUTEN He YMEHDBUIAIOTCA B IIpe-
memax 12 mecsnes, clefyeT yOeNUTbCA B THIATeNlb-
HOCTY COOTIOfeHN A JUeThl OONbHBIM, B YaCTHOCTH,
HaZlo MCKIIOYUTb BO3MOXXHOCTb HEOCO3HAHHOTO
ee HapyLIeHUA 3a cYeT yIOTpebIeHuA NPOAYKTOB,
KOTOpBIe MOTYT COfiep>KaThb ImioTeH [139]. B atom
crydae Hajjo yoefuTh 60IbPHOTO B HEOOXOAVIMOCTHU
HOBTOPHOI OMOICUU CIIYCTSI HECKONbKO MecsIieB
nocne koppexuun AT

IIpomusopeyudusHoe snexeHue: IMOXUSHEHHas
cTporass 0e3INMIOTEHOBas pAueTa ABIAETCA 3a/o-
roM HOpMalM3aluy CTPOEHUA U (QYHKUUIT TOH-
KOl KMIIKY, yCTPaHEeHNSI OOMEHHBIX HapyLIeHMUIL.
JomonuuTenbHOe MeAMKaMeHTO3HOE IedeHNe IPO-
BOZAMTCS IO MHAMBIAYATbHBIM ITOKa3aHUAM.

[IpodunakrTudyeckue MPUBUBKYU Y JeTeill Mpo-
BOfiATCA B Ilepmop pemuccun. Ilogdepkmpaerca
HeoOXOMMOCTh IPOTUBOITHEBMOKOKKOBOJ Bak-
LOMHALVUY B CBA3YU C IOBBINIEHHBIM PUCKOM ITHEB-
MOKOKKOBBIX MH(peknuit (CTeneHb JOCTOBEPHOCTH
pexomenpanuii 2C).

3aknrodyeHne

1. KoHTponbHOe cepomormieckoe o6cmemo-
BaHMe B IePBBIN roji HaOMgeHNs 32 00IBHBIM
peKoMeHAyeTcA NPOBOAUTH Yepes 6 MecsAIeB CO-
omonenus AT]l, B manpHeiilieM ¢ IePUOTUIHO-
cthbio 1 pas B rop (CTenmeHb JOCTOBEPHOCTH PEKO-
MeHpganuii 1B).

YpoBeHb [OCTUTHYTOTO COIJIAlIeHUs IO pe-
3y/lbTaTaM rol0ocoBaHmA 47 akcnepToB: A+ 91,5%;

A 6,4%; A- 2,1%. Vtoro 100% IOMOXXUTENbHBIX OT-
BETOB.

2. IloBTOpHOE 3HAOCKONMMYECKOE MCCIedo-
BaHUe C OMomcHuell peKOMEHAYeTcsA IPOBOXWUTH
Y GONBHBIX ¢ COXPAHAIIMMUCA KINHNYECKIMU
cumunromamu 1 pas B rog (CremneHb JOCTOBEPHO-
ctu pexomenganuii 1C).

YpoBeHb [OCTUTHYTOTO COTJIallleHus IO pe-
3yJAbTaTaM TON0COBaHMA 47 skcmepToB: A+ 83%;
A 6,4%; A- 6,4%; D- 4,25%. VItoro 95,8% momoxxu-
TeTbHBIX OTBETOB.

3. B oTcyTcTBHMe KIMHMYECKMX CHMMITOMOB
OT NIPOBeJeHNA eXerogHoIl 330(daroracTpomyo-
EEeHOCKONUM C OMoIcHeit MO>KHO BO3eP>KAaThCs
(Crenmens gocroBepHocTHu pexomenganuii 1C).

YpoBeHb [OCTUTHYTOTO COTJalleHUs IO pe-
3y/lbTaTaM rojocoBaHMsA 47 sKcnepToB: A+ 78,7%;
A 10,6%; D- 8,5%; D+ 2,1%. Utoro 89,3% momoxxn-
TeIbHBIX OTBETOB.

4. IIoBTOPHYI0 OMOIICHIO /151 OLEHKM BOCCTA-
HoBreHusa COTK Ha ¢oHe nedyeHnsa peKOMeHAY-
eTCs MPOBOJUTH B CPOKM OT 2 A0 5 net (CrenmeHn
JOCTOBEPHOCTU peKoMeHpganuii 1B).

YpoBeHb [OCTUTHYTOIrO COIJalleHUA IO pe-
3y/nbTaTaM ronocoBanus 47 skcnepTos: A+ 80,9%;
A 19,1%. Vtoro 100% momoXUTeAbHBIX OTBETOB.

Wcxopbl m nporHos

IMo3gHsst AMATHOCTMKA 3HAYMTE/NbHO YBeIMYMBA-
eT PUCK Pa3BUTUA CePbe3HBIX OCTTOXKHEHUI, TAaKNX
KaK OHKOJOrM4ecKue 3abomeBanus (B 4aCTHOCTH,
T-k7eTo4HOJ TMMQOMBI TOHKOI KMIIKM), 6ecIo-
[iMe, OCTEOIOPO3, HEBPOIOTMYeCKIIe HAPYILIEHM L.

[Ipu cTporom no>xxusHeHHoM cobmogenuu AT
IPOTHO3 6/IaTONPUATHBIIL.

ITpn crporom cobmiogenvu ATl 6onmee 5 net
PMCK OHKOJOTMYeCKMX 3abo0neBaHMil NpUOIMKa-
eTCsi K MONYISLMOHHOMY. PUCK BOSHMKHOBEHNSI
ayTOMMMYHHBIX 3a6071eBaumi (B 0COOEHHOCTH ay-
TOMMMYHHOTO THPEOMANTA U CaxXxapHOro pmabera
1-ro THIIa) ¥ OCTEOIIOPO3a OCTAETCSA IOBBIIICHHDIM,
9TO HeOOXOAMMO YYMTHIBATb IPU AUCIIAHCEPHOM
HaOIIOMEeH UL,

SddexkT oT HpOBOAMMOIN [UETOTEpANNK
y GOTBbHBIX L[e/IMaKMell 3aBUCUT OT TLIATETbHOCTHI
CO6/II0eHNsT AMETH, TO9TOMY KpailHe Ba)XKHO Ipa-
BUJIBHO MHGOPMUPOBATH IIAIMIEHTOB O KATETOPUN
6e3T/TI0TEHOBBIX MPOAYKTOB. BakHa coluanbHasd
ajanranus 60IbHBIX fleTell B Cafiax, IIKOJIaX, B Me-
CTax 06ILIecTBEHHOTO MUTaHUA. TONIbKO COBMECT-
Hast paboTa Bpaua, gueTONOora n obmectBa 60Ib-
HBIX Ie/IMaKMell NMO3BONAET IOAYYUTh XOpOIINe
pesy/IbTAThI T€YE€HNUS U YIYYLUINTh Ka4eCTBO XKU3-
HY GOTBHBIX. ©
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