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LEJIMAKUA, BOJIESHb YUNMJIA — KNTMHUYECKUE MACKU
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PaaHoo6pasme crnekTpa KJINHUYECKUX MNPOSIBJIEHUNA
npu psge 3ab0oneBaHnin TOHKOM KULLKU, CBA3AHHOE C
pa3BUTUEM CUHAPOMA ManbabcopObumm, 3a4acTylo 3Ha-
YUTENbHO 3aTPYOHSET CBOEBPEMEHHYIO MOCTAHOBKY AN-
arHosa, TpebyeT rnybokoro 3HaHUa MexaHM3MOB Pa3BU-
T™Ma aTnX 60ne3Hen 1 NOAKMOYEHUS COBPEMEHHbIX AM-
arHOCTMYeCcKkMx MeToaoB uccnegoBaHus. K 3abonesaHu-
SIM TOHKOW KMLLKWN, CONPOBOXAAIOLLMMCS MONMOPraHHOMN
naTosiormen, OTHOCATCH Lennakus n 6onesHb Yunnna.
Llennakns (rnioteHoBasi aHTeponaTtug, MioTeHOBas
6onesHb, Uenakusa-crpy, namonatmyeckas creatopes,
HeTponuyeckas cnpy) npeacrtaenseTr cobor 3aboneBa-
HMEe TOHKOM KMLIKK, XapakTepuaylouleecs atpoduen ee
CNM3UCTON 00O0NI0YKN, BbI3BAHHOM HEMNEPEHOCUMOCTbIO
Oenka KIenKoBUHbI 3M1aKOBbIX — [JIlOTEHA M 0Opasyio-
LLLEroCs N3 Hero rmmagunHa npu reHeTU4eckom npegpac-
MONOXEHHOCTN. Llennakua HacnenyeTcs no ayToCoOMHO-
LOOMUHAHTHOMY TUMY C HEMOJIHOW NEHETPAHTHOCTLIO.
lNaroreHes. MIOTEH — 3TO MPOJSIAMMH, KOHLLEHTpauus
KOTOPOro Hanbosnee BbICOKA B MLUEHULE, SUMEHE U PXMU.
MuagnH npepncrtaBnseT cobor TOKCUYECKylo pakLmio
rnoTeHa. MNMonyyeHHble C MOMOLLbLIO 31EKTPOdOopeTUYEC-
KOro metoga o-, -, A- U @-rMMaguHbl OKa3blBaIM TOKCU-
yeckoe AelCTBME Ha CAN3UCTYI0O 060104KYy BONbHBIX Le-
nnaknen. MonHblM rMAponn3 rMmMagmMHoOB OO OTAENbHbIX
aMUHOKUCNOT CHUMaeT Tokcudecknin adpdekt. OgHako
rmaposn3 nencuHOM M naHkpeaTnyeckumMmm nentmpasa-
MW HE YCTPAHAET TOKCMYECKOE AENCTBUE MUaaviHoOB [6].
CyuiecTBoBano Oge Teopun, OOBSACHABLUME MEXaHU3M
uennaknu: pepmMmeHTHas n MMyHHas [8, 9, 12, 17]. Cor-
NacHO GepPMEHTHONM Teopuun, pa3BnTne 3Toro 3abonesa-
HUS CBA3bIBANN C reHeTU4YeCckn 00YyCOBAEHHOM Unun npu-
06peTeHHON HeaoCTaTOYHOCTbIO GEepMeHTOB (rnoTa-
MWH-, NPOJINH-, MMNUMANPONUAANNENTUAA3bI, FaMMarso-
TaMuUATpaHcnenTuaasbl, MNUPPONUOOHUANENTUAA3LI),
pacLwennsaiowWwmx MTeH Ha HETOKCUYHbIe dpakuumn. O6-
pa3oBaBLUMIACA B pe3yfibTaTe HEMOJSIHOrO MNpoTeonmaa
rMMagnH okasbliBaeT LUMTOTOKCUYEeCKnin addekT Ha aHTe-
pounTbl. CyLIHOCTb MMMYHHOMN TEOPUM 3ak/io4yaeTcs B
TOM, 4TO NPU BPOXAEHHOW M NPpUoOpeTEHHOM noTepe
TONEPAHTHOCTU K MIOTEHY dOpMMpyeTCca MoTeHOBas
ceHcubunusauus, KotTopas B 3aBUCUMOCTU OT FeHeTu-
4ecKkoW MpeapacrioNioXXeHHOCTU U HaKkTOPOB OKpYyXato-
wer cpenbl MOXeET BapbuMpoBaTb OT 6ECCUMMNTOMHOWN
NN ManoCUMNTOMHOM A0 TsXenow sHTteponatum. B
nocnegHne roabl OTMEYeHO, 4TO OKOoNo 95% 6O0nbHbIX
uenvaknen asnsaTca Hocutenamm HLA DQ2 retepoan-
MEPOB, NPUCYTCTBYIOLWUX Yy nogen, nmeowmx HLA DR5,
7 n 17 [9, 14]. YcTaHOBNEHO, YTO B MOJiEKyne rmuaamHa
€CTb Yy4aCTOK, OTBETCTBEHHbI 3a €ro TOKCMYEeCKOe OENCT-
BME. VIMEHHO 3a CYET 3TOro yyacTka Monekysbl rmuagnHa
MPOMCXOOUT ero pacno3HaBaHMe Kak MMMYHOJIOMMYEeCKU
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AKTMBHOro KOMMOHeHTa T-numdounTamm, UMeLMn
reHeTnyeckme ocobeHHoCcTH B Buae retepoaumepa DQ2.
AkTmBauma 9Tmx T-IMME@OUNTOB COMPOBOXOAETCH WH-
OyKUMEN KNETOUYHbIX MMMYHHbIX peakuuii ¢ peanusaumen
LMTOKMHOB, 06134a0LLMX LMTOTOKCUYECKUMIN CBONCTBA-
MW 1 BbI3bIBAIOLLMMN aTPODUIO BOPCUHOK. ATpodUmn Kn-
LLIEYHbIX BOPCMHOK MOIYT Takxke Cnoco6CTBOBATb UHTpa-
anuTenuanbHble NMMOOUUTLI, MAOTHOCTb KOTOPBLIX MPU
Lennaknuy 3HaYNTENbHO YBEIMYMBAETCHA M KOTOPbLIE Tak-
e 0Ka3blBalT Kak NMPAMON, Tak 1 ONOCPEefOBaHHbIN Lm-
TOKMHaMW LIMTOTOKCUYEeCkuii adpdekT [16].

MpepncTaBneHne o LenMaknuu Kak o peakom 3abonesa-
HUM ycTapeno. BeeaeHne B MeOVLMHCKYIO MPaKTUKY
CKPVHWNHIOBbIX CEPOJIONMYECKUX METOAOB AMArHOCTUKU
nokasano, 4TO ee PacnpoCTPaHEHHOCTb MOXET COCTaB-
natb ot 1:100 go 1:300 [8, 15, 18]. MNoBbILEHNIO YAaCTO-
Thl LLENIMakMM MOIO0 Takke CrnocoOCTBOBAaTb TO, YTO B
3anapHoi EBpone n AMepuke 3a nocnegHue roabl cta-
JIM NCNONb30BaTh B MULLY COPTA MLEHULbl C OYEHb Bbl-
COKMM COOEPXAHUEM KNTENKOBUHBI.

KnuHuka. CylwecTByeT oBa nNuka Havyana pasButus 3a-
0oneBaHus: MepBbIi — B pPaHHEM JOETCKOM BO3pacTe,
BTOPON — HA TPETbLEM-YETBEPTOM AECATUNETUN XKUSHN.
PasnunualoT Tpu KIMHUYECKUX TUNa LEeNnakmn: Kiaccu-
4yeckylo, CyoknmnHuyYeckyilo 1 Hemyto [1, 6, 10, 12, 17].
Knaccuyeckaas ¢opma Oones3Hn BCTpedaeTcss MeHee,
4yeM y NonoBuHbl 6ONbHLIX. Yalwe HabnogaeTcs cyoknn-
HUYeckas uennakmsi C HE3HAYUTENIbHO BbIPAXEHHbLIMU,
TPAQH3UTOPHLIMU U BHEKULLIEYHbIMU MNPOSIBAEHUSMU, a
Takke HemMas GopMa, KOTOPYIO BbISBASIIOT MPU CKPUHWH-
re. Hanbonee TMNuyHbIE KIMHNYECKNE NPU3HAKM NPU TH-
Xenom TeyeHnn 3aboneBaHnss 06yCNOBNAEHbI FyOOKMMUN
HapYyLUEHNSIMN NPOLECCOB MULLIEBAPEHNSA B TOHKOM KULL-
ke. K H1um oTHocsaTes anapes, nonudekanus, crteatopes,
METEOopPn3M, aHOPEKCUS, NOTEPS MaCChbl Tena BrioTb A0
Kaxekcun, cnabocTtb. CTyn 4acTbl, XWUAKWIA, OOUNBHBIN,
NEHUCTLIN, C OCTaTKamMu HenepeBapeHHoM num. OCHOB-
HOWM MEexaHM3M AMapeun Npu LLenMakum CBsi3aH C ycune-
HMUEM KMLLEYHOW Cekpeuun 1n3-3a NOBLILLIEHUS coaepXa-
HUS NPOCTarNaHAMHOB, YTO MOXET OOBLACHATLCH, C OA-
HOWM CTOPOHbI, MOBbLILLIEHHBIM CUMHTE30M MpOCTarnaHaum-
HOB MOHOHYKJI€eapaMu, UHPUALTPUPYIOWNMUN CIIN3UCTYIO
000M04KY TOHKOW KWLLIKW, U C APYrOM — CHUKEHUEM UX
VHaKTUBALUUN BCNEACTBME aTPOPUYECKUX UIMEHEHUN
cnuauncTor obonoykn. unapes BrnedyeT 3a coO0On NoTepto
anekTponuToB u aermppataumio [13]. B cBA3n ¢ Hapy-
LLIEHNEM YCBOEHUS MUTATENbHbBIX BELLLECTB PA3BMBAOTCA
NONNIMNOBUTAMNHO3, TMMOOHKOTUYECkMe oTeku. WNcTto-
LeHne 3anacoB KanbLUMsg M MarHus MOXeT Bbi3BaTb Na-
pecTesnn, MbllLEeYHbIE CYA0POrv 1 aaxe TetaHmio. Manb-
abcopbumsas ConpoBOXAAETCA OCTEONOPO30M, HEMOTU-
BUPOBAHHLIMW MepenioMaMu, PasfiMyHbIMU HEBPOJIOMU-
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yecknmu 3aboneBaHmsaMn. K BHEKMLLEYHBbIM NPOSIBIEHN-
AM LEeNMakmm OTHOCUTCS reprneTUdOPMHLIA AepMaTuT.
Mpwn Taxenom TedyeHun 3aboneBaHusl, Koraa B naTosorm-
YeCKWUI NPOLLECC BOBNEKAETCH BCS TOHKAA KULLIKA, MOXET
pPasBUTbCH CUMHOPOM TOTasSIbHOrO HapyLleHUs BCacbiBa-
HWS1, HECOBMECTUMBbIN C XU3HbIO.

OcnoxHeHuns. MNpy gnUTensHOM TedeHnn 6e3 nevyeHns
uenvakms npuBoauT K OECnIoamio Y XEHLUMH, paHHen
MeHonay3e, GepTUIbHOCTU, K yrpo3am BbiKMObILLENH U
MOBTOPHbLIM BbikMAbIWAaM. K HEBPONOrMyecknm OCnOX-
HEHUAM OTHOCATCSA LepebpasnbHasa aereHepaums, noam-
HelponaTtus, muonaTusi, uepebpanbHasa kanbumduka-
ums. Taxenblh CMHAPOM ManbabcopOumn BreyeT 3a Co-
6ol pa3BUTME OCTEOMNOpPO3a, NaToSIOrMYecKnx nepeno-
MOB. OnacHbIM OCNOXHEHNEM SIBASIETCA S3BEHHbIN
€IOHUT C KPOoBOTeYeHuaMu n nepdopavyen. Lenmakmns
MOBbILLAET PUCK PA3BUTUS TakuUxX HEOMIA3M, Kak TMMQO-
Mbl (3110KQYECTBEHHbI TMCTUOLMTO3 KULLEYHUKA, He-
XOOXKKNUHCKME NuMPOoMbl, T-knetodHas numdboma) un
aleHOKapLUMHOM KulleyHuka [6], oCOOEHHO y NnuL, He
cobnopaowmx anety [10, 12, 13].

JAwnarHoctuka. B gnarHoctuke uenmakmm BaxHoe Mec-
TO MPUHALANEXMUT CEepoNorn4eckuMm MeTogam mccrneno-
BaHus. Tak, Npu Lennakum onpenenseTcsa Tpy BMaa aH-
TUTEN: K IMUaANHY, a Takke K KOMMOHEHTaM COeOuHU-
TEeNbHOWN TKaHW — SHOOMU3NHY U PeTUKYNnHY. CoBMeCT-
HOe onpeaeneHne aHTUrMnagnHoBbIx aHtTuTen IgG u IgA
C NMOMOLLBID MMMyHOdepmMeHTHOro metoaa ELISA aBns-
€TCsl AOCTYMHbIM N HEWHBA3MBHLIM METOOO0M CKPUHWUH-
rosoro obcnepnoBaHus rpynn pucka. Ewe 6onee 4yBcT-
BUTENEH 1 cneundunyecknuin Mapkep Lenmakmm — onpe-
JeneHne aHAOMM3MANbHBIX aHTUTEN knacca IgA n aHTu-
Ten K TKaHeBoW TpaHcrnioTamuHase [10, 11].

BTopbiMm HanpasneHnem sBngetcs mMopdonormyeckas
JmarHocTuka 6monTaToB CAM3UCTON 0BO0NIOYKM OUCTasb-
HbIX OTAENOB ABEHAALATMNEPCTHOM KULLKM, MO3BOMSIO-
Las BbISIBUTb aTpoduio BOPCUHOK TOHKOM KULLKM, KOTOpast
MOXET ObITb TOTasIbHOW, CyOTOTaIbHOM U O04aroBoi. W3-
MEHSIETCS MJIOTHOCTb PACMOJIOXKEHNST BOPCUHOK, OOHapy-
XNBAETCH rMNepTpodust KpUNT, NOBLILLIAETCS KOMNYECTBO
VMHTpaanuTenmanbHbiX nuMmoountoB. Mpn HopMasbHOM
MMCTONOrMYECKON KapTUHE AMAarHO3 LeNnakmm MUCKoYa-
10T, @ NPV NONOXUTENbHbIX Pe3ynbTatax uccrenoBaHve
MOBTOPSIOT NOC/E Kypca arfiloTEHOBOW AneTbl. Hopmanu-
3aums MOPdONOrMYEeCKON KapTUHbI NOCAE Takoro AMETU-
4YecKkoro siedeHns noaTeepxaaet amarHo3d [6, 10]. KnuHu-
yeckuin apPekT arntoTeHOBON ANETbI HAYMHAET BbISABNIATb-
csl Yepes 6—8 cyT, ogHaKo 4J19 [OCTOBEPHOIO BbISICHEHNS
3P DEKTUBHOCTM 3TOWM AMeThl TpebyeTcs He MeHee 1—
1,5 mec [12]. TpyoHOJOCTYNHOCTb TOHKOW KUK NS 3H-
[OCKOMUYECKOM ONarHoCTukn B BGyayliem OyaeT npeoao-
neHa nocne 60nee WMPOKOro BHEAPEHUS B KIIMHUYECKYHO
NpaxkTrKy MeTona KancyJsibHOM 9HOO0CKONUN.

O6LweknMHMYeckne MeToabl UCCnefoBaHNsa Hecneum-
®UYHbI, 0QHAKO OHW MO3BOJISIOT BLIABUTb @aHEMUIO, TN-
noNpoTEMHEMMUIO, TMNOoaNbLOYMUHEMUIO, TUNOKasbLUMe-
MUIO, TUMOBUTAMUHO3bI U Jpyrve mMetabonmyeckue
paccTpoicTBa, TpebytoLlme KoppekLumn.

JleyeHune. ArnioTeHoBas AmMeTa SBNSETCA CPeACTBOM
6asuncHor Tepanun uennakmm. OCHOBHblE MPUHLMMbI
3TON AneThl cnepyowme [7]:

- UCKJTIIOYEHME NPOAYKTOB, COAEPXKALLMX MIIOTEH (nwe-
HULbI, PXW, SYMEHS 1 OBCA), a Takxke NPOAYKTOB, yCUN-
BaOLLMX BPOANbHbIE U THUIOCTHBLIE MPOLLECCHI;
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- MOJIHOLEHHOCTb pauMoHa C MOBbILEHHbIM coaepXxa-
HVeM Genka 1 conen Kanbuus;

- OrpaHMYeHNEe MEXaHMYeCKNX U XMMUYECKNX pasapa-
Xutenen cnnua3ncton 060104KN KULLEYHMKA.

M3 paumoHa NOJSIHOCTLIO WUCKIIOYAOT MPOAYKTbl, CO-
nepxXalime rMoTeH: Kpynbl, MyKy, MakapOHHble U3aenus,
xne6 n xnedbobynoyHble N3OENUS N3 PXKU, MNLIEHULBl W
SYMEHS, TOPThl, MEeYEHbE, NMPSHUKN, MOPOXEHOe, Noryp-
Tbl, COCUCKWN, caphenbku, konbacHble nsgenunsa (13-3a
BO3MOXHOro nobaeneHust myku), nonydabpukaTbl B na-
HVUPOBKE, MaMOHe3, LWOoKoNaa, ropynly, roToBble COyChl,
nuBo 1 Ap. BonbHble AOMKHLI TWATENbHO U3yyYaTb Map-
KMPOBKY W COCTaB rOTOBbIX MULLEBBLIX MPOOYKTOB, Tak
Kak gaxe HebosblIMe NPUMECK MoTeHa B MULLLE MOTyT
CnocobCTBOBATb YXYALEHUIO COCTOSIHUA. PaspeluaioTca
M3Lennsa U3 KykypysHom, pucoBOM, FPEYHEBON U COEBOM
MYyKU, KapTodenbHoro kpaxmana. Arogpl n GpykTbl Xe-
NnaTenbHO NMPUMEHATbL B BUOE KUCENen, MycCOB, KOMIMO-
TOB, Xene. B HavyanbHbIN Nepuog, nevyeHus cnenyet ns-
6eratb MOJIOYHbIX MPOAYKTOB, TaK KaK y 60MbHbIX Lenva-
KMUEeN, He MoJlyyaBLUMX paHee arioTeHOBOW AMEeTbl, MO-
XeT ObITb BTOPMYHAs naktasHas HefoCTaTo4HOCTb. Mck-
JI0Ya0T Cbipble OBOLWM C BbICOKMM COAEPXAHUEM Mu-
LEeBbIX BOJIOKOH (6enokoyaHHas kanycTta) n adUpHbIX
macen (nyk, 4ecHok, penapbka, peamc). Osowm (KapTo-
denb, MOPKOBb, ThikBa, kabaykuy, LLBETHas KanycTta) noT-
pebnsalT B OTBAPHOM BUAE.

CopepxaHne 6enka B paumoHe noebiwatoT o 130—
140 r B cyTku. PekoMeHOyloT HeXMpHble copTa msca
(roBsiguHa, Kypuua, UHAenka, Kponuk) n poibbl (cypak,
new, kapn, wyka, xek). Bce 6nto4a rotoBaT Ha napy nam
oTBapuBaloT. Mpu xopolen nepeHoCMMoCT pa3speLua-
10T NapoBbLIE OMETHI, ANETUYECKMNE AliLa BCMATKY. EaaT
5—6 pas B AeHb. JleyeHne 6e3rnNOTEHOBON ANETON SB-
NeTCsa MNOXWU3HEHHON HEeOoOXOANUMOCTbLIO M [OBOJIBHO
ObICTPO NPUBOAMT K PErPECCUU KaK KIIMHUYECKNX, TaK U
MOP@OSIOrMYeCKNX NPOSBAEHUI BONE3HUN, a TakkKe CHU-
XaeT pPUCK pa3BUTUS 3110KA4YECTBEHHBLIX OMyXOJNel TOH-
KOW KULLKM.

Hapsgy ¢ arnioTeHoBOW OueToin koppurnpylot 6enko-
BO-BUTAMWHHYIO HEAOCTATOYHOCTb U OpYyrne HapyLueHus,
CBsi3aHHble ¢ Manbabcopbumein. Mpu aHeEMUM Ha3HaYaloT
npenapatbl GOANEBON KMUCNOTbI, BUTaMUH By,, nonnem-
TaMWHbI, @ TakXke npenapaTtbl xenesa (TapaudepoH wn
op.). Npu gernppataumm n HapyLIEHMSX BOOHOSIEKTPO-
nMTHOro obmMeHa NpPOBOAAT BHYTPMBEHHOE 3aMelleHve
XWAKOCTU N anekTponutoB. lMpu cTeaTopee, a Takxke
KJIMHMYECKUX NPU3HaKax 0CcTeonopo3a BBOAAT npenapa-
Thbl Kanbuys (rMoKoHAT UM nakrtaTt) n sutamumi . B ue-
NAX Koppekumm amcbnosa UCnonb3yT NpodnoTnkn (nu-
Hekc, norypt, 6udpundopm, GudunaymbakTepuH, cumMou-
Tep n ap). Anapes aBnseTcs nokasaHMeEM K Ha3HAYEeHUIO
npenapaTtoB, obnagawowmx abcopbupyloWwmMmMmn, UUTOo-
MPOTEKTUBHBLIMM CBOMCTBaMK (CMeKTa).

Bbone3Hb Yunnna (kuweyHasa nmnogmcTpodpwus, nm-
norpaHynemMaTtos 6pbixeikn) — penkoe CUCTEMHOE 3a-
6oneBaHMe, CBSA3aHHOE C Bo3pelicTBuem Tropheryma
whippelii n aHomanbHOM peakumen makpodaros Ha ¢Go-
He 0edeKToB ryMOpPasbHOro N KNeTO4YHOro MMMYHUTETA,
npyY KOTOPOM MEPBMYHO MOPaXalTCs TOHKas KuLKa,
Me3eHTepuasbHble NMM@aTUYeCcKme y3nbl U CUHOBMASTb-
Hble 060N04kM cycTaBoB. B naronormyeckuii npouecc
MOryT BoOBNekaTbCcs nobble opraHbl. 3abonesaHune
BNepBble onucan amMepukaHCKM naTonoroaHaTom
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G.H. Whipple B 1907 1. iccneays opraHbl 6piOLLHOM No-
I0CTM 6ONBLHOr0, YMEepLUEro OT HEM3BECTHOW XPOHMYEC-
KO 6oNne3Hn, NPoABNSBLLENCS B BUAE TAXENOo amapeu,
WCTOLLIEHNS, KaLuNsa, aHEMUU 1 MUTPUPYIOLLLEro NoanapT-
puTta, Yunnn obHapyxmn MHPUNLTPALMIO CTEHKU TOHKOM
KUWKN U Me3eHTepuanbHbiX NMMdaTUYeCKuUxX Y3n0B
KPYMHBLIMU «MNEeHUCTBIMU» KneTkamn (Makpodaramm),
omMddy3Hoe OTNOXeHME NMNNOOB, MecTaMn ¢ obpaso-
BaHMEM >XMpOcoAepXallnx MosIoCTe, NPUCYTCTBME B
nMMdaTmnyeckmnx ysnax 60sbLWOoro KomyecTea nasoyko-
BUOHbIX MUKPOOPraHM3amMoB. 3aboneBaHne BCcTpevaeTcs
penko. Myx4umHbl 60n€etoT B 8 pas yvalle, YHeM XEeHLIMHbI.
BonesHblo Yunnna ctpagaioT npenmMyLLLEeCTBEHHO B BO3-
pacte nocne 40—50 net [2, 4].

Srtnonorus n natoreHes. 3a nocnegHne roapl B NOHWU-
MaHUM MexaHM3MOB pPa3BUTUs BoNe3Hu Yunnna oocTur-
HyTbl 6onblune ycnexu. Ewe Ynnnn obpatnn BHUMaHve
Ha HanuyMe B CEKLUMOHHOM MaTtepuane nopaxeHHbIX
nMM@aTUYeckux y3noB 1 B Makpodarax 60sbLoro Konm-
yectBa OakTepuin. OgHako B MNOCNeACTBUM MHOIMOYMUC-
JIEHHbIE MOMbITKN BbIAENUTb 3T MUKPOObLI U3 TKaAHEBbIX
06pa3yoB AN M3y4eHus okalanmcb 0e3ycrnelHbIMU.
Tonbko B 1991 r. R. Wilson et al. ¢ nomouupto MLP n3 ma-
TepuanoB NHPULMPOBAHHbLIX TKaHel O0NIbHOro BblAENN-
JIN rPaMMnoNoXUTeNbHYIO Baunny, OTHOCSILLYIOCS K akTu-
HOMMLETaM, KOTopylo Haszsanu Tropheryma whippelii —
B YECTb YesioBeka, BrnepBble onncasBLlero aTto 3abosesa-
Hue [4, 19]. BTopbiM BaXHbIM OOCTMXEHMEM OblIO TO,
yto Tropheryma whippelii 6b11a KynbTUBMPOBaHA B Kie-
TOYHONM cpene YenoBeyvecknx GarounToB, AE3aKTUBMPO-
BaHHbIX UHTepnenkuHom (U1)-4, N1-10 n pekcameTtaso-
HOM [4]. B TO Xe Bpems peakoCTb OaHHOW nartonoruu,
OTCYTCTBME OMUCaHHBLIX CllydaeB NPAMON Mnepefayn ee
OT OZHOI0 YenoBeKa K ApYyromMy, BEPOSITHO, MOryT 06bsic-
HATbCS OCOBEHHOCTAMU MMMYHOSIOMMYECKUX (PakTOPOB,
CNocoBCTBYIOLLMX MOBbLILLUEHHOW BOCMPUUMYMBOCTU Op-
raHMama K MnKpobHomy BO30yamTento. OTO MOXET OblTb
CBSI3aHO C TeM, YTO Npu 6one3Hn Yunnna HapyLleH Kne-
TOYHbIA UMMYHUTET — YMEHbLUEHO KOMWMYEeCTBO T-nnm-
dOLMTOB U CHUXKEHA aKTUBHOCTb IMM@POLINTAPHOM peak-
UMM HAa MUTOreHbl. MOXeT UMEeTb 3Ha4YeHue reHeTu4ec-
Kas nNpenpacnofioKeHHOCTb, TaK Kak YCTAHOBAEHO, 4TO
60Ne3Hb Yunnna 4acto accouuMmpyeTcsi C aHTUreHOM
rmctocoemectumoct HLA B27. HakonneHne 605bLLIOMO
KOJIN4ECTBA MUKPOOPraHM3MoB B Makpodarax cBuae-
TENLCTBYET O TOM, YTO 3TU KNETKN COXPaHAIOT ee K ¢aro-
LMTO3Y, HO YTPayYMBalOT CMOCOOHOCTb K JIN3NUCY MUKPO-
60B. B oTBET HA MUKPOOHYIO MHBA3UIO B MOPAXKEHHbIX
opraHax pasBmMBalOTCA PeakTMBHbIE N3MEHEHUS, BCNeaCT-
BME 4Yero MNOSIBNSIOTCH KAMHUYeckue npusHaku 3abone-
BaHUA. MIHOunbTpauua mM3MEHeHHbIMU Makpodaramu
COBCTBEHHOrO CNOSI CIU3NCTOM 060N0YKM TOHKOWN KULLIKA
Bfie4eT 3a CoOOWN HapylleHne UHTeCTUHanbHOW abcopb-
LN 1, BOBMOXHO, PECUHTE3a XUPOB. HapyLleHuto TpaH-
crnopta HYyTPMEHTOB CMOCOOGCTBYET Takxke MnopaxeHue
nmmdaTnyeckux y3nos. MIameHeHus nunuaHoro obmexa
npu 6one3HM Yunnna Moryt ObiTb 00yCnoBneHbl aedek-
TOM BcachblBaHUS NTMNNAOB N3-3a 6n10kaapl nuMmdpaTryec-
KX MyTEN Unm cOBCTBEHHO «aunoauctpoduen» nHpek-
LIMOHHOr O npoucxoxaenus [2, 13, 19, 20]

lMaronorndeckasi aHatomusi. CTEHKa TOHKOWN KULLKMU
YyJIOTHEHA W pacTsaHyTa, cnmaucTtasl obonoyka umeet
3EPHUCTYIO MOBEPXHOCTb, BOPCUHbI YTOJILLEHbI U YKOPO-
YeHbl. YBeNn4YeHbl Me3eHTepuasibHble numdaTmyeckme
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y3nbl, yTosuweHa Opbixenka. Mpu rmcrtonornieckom
nccnenoBaHMm B COGCTBEHHOM ClI0€ TOHKOM KMLLKK 06-
HapyXxmBaloT cneunduyeckne makpodarn ¢ NEHNUCTOMN
NPOTONNIa3mMoli 1 0cobbiMU BKITIOYEHNSIMU B BUOE 3EPEH
(Tenbua Cwmepaku). «MNeHncTbie» Makpodaru BcTpeva-
IOTCS HE TOJIbKO B TOHKOW KMLLKE, HO N B CEPO3HbLIX 0060-
Jloukax, nuMmdaTnyeckux ysnax, CMHOBManbHOM 060104-
ke cyctaBoB. B numdartmnyeckux ysnax n 6pbikelike 06-
pasyloTcsa rpaHysbl, C NMOAOCTAMMU, 3aMNOSIHEHHLIMUN XWN-
powm [2, 4].

KnnHuka. BonesHb Yunnna xapakTepudyeTtcs noau-
CUCTEMHOCTbIO NOPAXeHUN. B KNIMHNYECKOM ee TeHeHnn
BbIENSIOT HECKONbKO cTaauii. B nepeoii ctagumn passu-
BAIOTCH UHTEPMUTTUPYIOLLMIA NONNAPTPUT U NUxopagka,
BO BTOPOW — MNOSABAAIOTCA KULWEYHbIE CMMMATOMbI C
npuaHakamMmy TaXeNoro cuHapoma manbadbcopbuun,
NPOrpeccuMpyoLLIM UCTOLLEHUEM U TSXKEeNbIMU MeTabo-
JINYECKUMW HapylleHnsMKn. B TpeTbein cTtagum npucoe-
OVHSIIOTCS KapAuanbHble, JIErOYHble, HEBPOJIOrMYecKkmne
1 opyrue cuctemMHble nposisnenus [2, 4, 5]. Knaccuyec-
KAMWU CMMMNTOMaMu SGBASAIOTCA Anapes C pas3BUTUEM
cuHapomMa mManbabcopbunun, 6Gonesoit abaoMnHanbHbIN
CUHOPOM, MONUapTPUT, Nuxopanka, NoJIMCEPO3UTHI,
CHMXeHne macchl Tena, numdaaeHonatms. K Hanbonee
PaHHUM BHEKULLIEYHbIM MPOSIBAEHUSIM OTHOCSTCHA apT-
panrum, KoTopble HabnoagalTes B 75% cnyyaeB U MoryT
Ha HECKONbKO NeT MnpenecTBOBaTh KULIEYHbIM nopa-
XeHnsiM. BonbHbIx 6ecnokouT 60J1b B KPYMHbLIX 1 MENKMX
cycTaBax, pexe HabnogalTCsa NOKPaACHEHWE U MPUMNyx-
JIOCTb CYCTaBOB, MOKPACHEeHWe npu nanbnaumm. Y MHoO-
rmx 6onbHbIX 60/b B CyCTaBax HeE COMPOBOXOAETCS NX
n3mMeHeHvem. Cnenyet OTMETUTb, 4YTO B OTIN4ME OT
peBMaToMaHOro aptpurta ans 6onesHn Yunnna He xa-
pakTepHa MoCTosiHHaa pedopmaumsa cyctaBoB. Moryt
BCTpevaTbCcst muanrus, mmoaut [1, 3—5, 13].

Bonee 4yem y nonoBuHbl 60JbHBLIX 60NE3HbLID Yunnna
Habnto[aloTCs NOBbILLEHWE TeMnepaTypbl Tena 1 03HoO.
Hepenko passuBaeTcs numdageHonaTua: onpeaensior-
CSl TPYNMbl YBENNYEHHbIX, NOABUXHbLIX, 6€300/1e3HEHHbIX
IMM@aTNHeCKNX y3nos.

FacTpOMHTECTUHAIbHBLIE MPOSIBAEHNS OObIYHO Pa3BU-
BatoTcs nosgHee. OHM 06ycCnoBeHbl aTtpoduen cnmanc-
TOM 0BG0JIOHKN TOHKOWM KULWIKM C fedopmaumnern BOPCUH,
M3MEHEHNEM YNbLTPACTPYKTYPbl KaemMyaTbIX KNeTok anu-
TeNUs C HapylweHWeM MNPUCTEHOYHOro MULLEBAPEHUS.
Bcnencteue HakomieHUs HepacLenieHHbIX MULLEBbIX
BELLLECTB B KMLLEYHMKE MOBLILLIAETCS OCMOTUYECKOe [AaB-
JIeHMe, BO3HUKAET Amapesi, Ha KOTOPYI B OCHOBHOM Xa-
nytotcsa 6onbHble. Ctyn ot 5 oo 15 pa3 B cyTku, BOAS-
HUCTBIN UM NONYODOPMIIEHHbIN, YHAaCTO CTPEMUTENBHBIN,
0OUNbHbIN, 3N0BOHHLIA. Hepeaoko HabnogaeTcs crteaTo-
pesi. Mporpeccupyowmii cMHAPOM Manbabcopbuunn Bne-
4yeT 3a coboii pas3BuTUe TPOPUYECKNX PACCTPOICTB, No-
TEpo Macchl Tena, rMmnoBUTAMUHO3bI, SNEKTPOSINTHLIE
HapyweHus, NosiBfIeHMe aHeMUWU, FMNOOHKOTUYECKNX
oTekoB. KuweyHble KpoBOTeUeHMs nNpu 6onesHn Yunnna
penku. B To xe BpemMsi NpuMech KPOBW B Kasie B OTAENb-
HbIX C/ly4asix MOXeT OblTb CBi3aHa C rmnokoarynsiuuein B
pesynstate rmnonpoTeEMHEMUN, BbI3BAHHOW HapyLUEHU-
emM BcacbiBaHusa ButammnHa K [1, 2, 19, 20].

Y psaga 60sbHbIX OblBAOT NPU3HAKWM, CXOAHbIE C 6O-
Nne3Hblo AggucoHa — aptepuasnbHas rmnepTeHauns, yeu-
JIEHHAas NMUIrMeHTauUns KOXMW, UCTOLLEHWE, aHOpeKCus,
TOLWHOTA, pBOTA, 06Lwas cnabocThb.
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CeppeyHo-cocygucTasa naronorus npu 6onesxHn Yun-
nna Habnopaetcsa y 20—25% nauneHToB 1 MOXET OblTb
CBsi3aHa C nNopaxeHnem Bcex obonodek cepaua. Onuca-
Hbl MHDEKLMOHHbBI MUOKapAUT C NopaXxeHnem aopTalib-
HOrO U MUTPANbHOIO KNIanaHoB C OTpuULATENIbHbIM pe-
3yNbTaTOM FreMOKYNbTYPbl, MMOKapAUT, 6€CCUMMNTOMHBbIN
nepukapauT, NaHapTeEPUNT C N3MEHEHNEM KOPOHAPHbIX
apTtepwii [2].

Hanbonee 4aCcTbiMKU CUMMATOMaAMM MOPAKEHUST LEHT-
panbHoli HepBHO cuctembl (y 10—50% 60onbHBIX) SBNS-
I0TCA OeMeHUMs, cynpaHykneapHass odTanbmonnerus,
MWOKNOHUS. Y BO0JIbHBIX MOTryT HabMoAaTbCSA MOBbLILLEH-
Hasi arpecCUBHOCTb, HAPYLLUEHUS CHA, NOTeps NaMATU.

MopaxeHne opraHoOB AbIXaHUSI MOXET COMNPOBOXAATb-
cs XpoHunyeckum kawnem (y 20—25% 60sbHbIX), CBS-
3aHHbIM C PeuManNBUPYIOLLIMM TPAxeobpOoHXMTOM, MNeB-
putoM. MoryT HabnpaTeCa YBEUTbI, UPUTbI, UPUOOLMK-
nntel [2].

JAunarHoctuka. Mpun 0OGBLEKTMBHOM MCCef0oBaHUN
60JIbHbIE PE3KO UCTOLLEHbI, aAMHAMUWYHBI, KOXa MHOraa
NMUrMeHTMPOBaHa, UMEET CEepPO-KOPUYHEBBI OTTEHOK. B
NO3OHUX CTaAUsX MOSIBASIOTCS FMMOOHKOTUYECKME oTe-
Kn. Hepenko nanbnupyloTcs yBeSIMYEeHHble numdatum-
yeckme yanbl. Y oTaeNbHbiXx 60/bHbIX OblBAET akccyaa-
TUBHbIN NNEBPUT UM BECCUMMNTOMHbIN NEPUKaAPAUT, KO-
TOpPbIN BbISBASIIOT TOMLKO Npu 9xokapauorpadumn. Moryt
BbICNYLUMBATLCA CepAeYHble LWYMbl NpU 3HOOKapauTe.
YacTo o6HapyXuBalT rMNOTOHUIO Kak NposiBIeHME BTO-
puYHOro agamcoHmnama. Xneot oObl4HO U dy3HO Han-
psbxkeH. CeneseHka M NeYeHb MHOrga YMEPEHHO yBeNu-
YyeHbl. Bo3HMKHOBEHME pa3HOOBPa3HbIX BHEKMLLEYHbIX
NPOSIBAIEHUI (3a4acTyio 3aJ0/ro OO PasBUTUS KULLIEY-
HO CUMMTOMATUKM) 3HAYUTENIbHO 3aTpyAHSIeT MnocTa-
HOBKY AmarHosa 6onesHu Yunnna.

Mpn nabopaTopHOM NUCCNefoBaHUM BbISIBASIOT CTeaTo-
peto (noTeps Xxumpa ¢ kasioM MoxeT gocturatb 50 r B cyT-
K1), HapyleHus BcacbiBaHua [-kcunosbl. K nabopatop-
HbIM MpU3HakamM cuHapoma Manbabcopbuun OTHOCATCS
rMNONPOTEMHEMUS, TUNOANLOYMMHEMUS, TUMOXONecTe-
PUHEMUSI, CHUXEHME B KPOBWU KOHLIEHTpaUMW Kanus,
Kanbums, MarHus, xenesa. Yacto HabnopgaeTcs rmno-
XPOMHasi MMKpoUMTapHas aHeMusi, HO npu gepuumte Go-
JINEBOW KNCNOTbl aHEMUSI NPUOOPETaeT CMELLAHHbIN xa-
pakTep. YpoBeHb reMornobuHa CHUXeH, MoryT ObiTb Mo-
BbILLEHbI KONMYECTBO NENKOLMTOB 1 TpomboumTos, CO3.

Cneunduryecknx aHAO0CKONMMYECKNX NPU3HAKoB 601e3-
HU Yunnna HeT. MoryT HabnoaaTtbcs rmnepemMus U oTeu-
HOCTb CNM3NCTON OBOSIOYKN TOHKOW KWLUKW, HEPOBHbIM
penbed n3-3a HaNM4YMsa BO3BbILLIAIOLLIMXCS 0Opa3oBaHni
CBET/O-XEeNTOoro LgeTa.

PeHTreHonornyeckue npusHaky Takxe Hecneunduy-
Hbl: rpy6bI penbed cnmancTolr 060104KM TOHKOWN KULL-
Ku, rpybble gedekTbl HanoNHeHUs BCencTBMe BAaBIe-
HUS 3@ CHET YBENMYEHHbIX Me3eHTepuasbHbIX TnMmdartn-
yeckunx y3noB. ns 6one3Hn Yunnna xapakTtepHO yMeHb-
LeHne M3MEHEHUA PEHTreHOJIONMYeckon KapTUHbI B
OVCTaNbHOM HanpaBfeHun. PeHTreHonornyeckasl Kom-
nbloTepHass ToMmorpadus, ynbTpasByKOBOE MCClenoBa-
HVE MO3BONSIOT BbIIBUTb YBESIMYEHHbIE 3a0PIOLLMHHBIE,
MeguacTuHanbHble NUMdaTUieckme yanbl, acumT, Nnies-
panbHbIA UM NepukapananbHblii BeIMOT.

MockonbKy KAMHUYECKne, PEeHTreHoNnornyeckne u na-
6opaTopHble NpU3HaKN HecneumduyHbl, OKOHYaTeNbHasa
NMoCTaHOBKa AmarHo3a 60ne3Hn Yunnaa BO3MOXHa TOJb-
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KO MpW NONyYeHUN peadynbLTaToB rMCTONaTo0rM4eckoro,
3NEeKTPOHHO-MUKPOCKOMNYECKOro, UMMYHOUMUTOXUMU-
4ecKkoro nccnegoBaHni GMoNTaToB CNM3NCTOMN 060N04KM
TOHKOM M JUCTaslbHbIX OTAENOB OBEHAOLATUMNEPCTHOMN
KMLIOK WU NPOBEOEHUN MOSIMMEPA3HON LIEMHON peakumn
ansa seigsneHns Tropheryma whippelii. TunnyHbiMmn Mop-
donornyeckumMmmn npmuaHakamu 6onesHn Yunnna npu cee-
TOBOIM MWKPOCKONUMN SBASIIOTCS BHYTPUKIETOYHOE U
BHEKJIETOYHOE HaKOIMEHNe XuMpa B CIU3NCTON 0b6onoyke
TOHKOW KULLKM U B OpPbbKeeYHbIX NMM@aTN4ecKmnx cocy-
hax, a Takke Ux paclumpeHue, MHGUNbLTpaumsa cob6CTBEH-
HOrO CNos C/IM3NCTON 060SI0HKM TOHKOM KMLLKU «MEeHUC-
TbiMM>» Makpodaramu, cogepXxawmmMn rpaHynbl C
PAS-nonoxutenbHoln peakuuei, Hanmine B CAU3UCTOMN
060J104Ke rPaMnoNoXnTeNbHbIX Gauunn. MNMpu anekTpoH-
HO MMUKPOCKOMUK B CIN3UCTON 0OO0NI0YKE BLISBASIIOT
6oblIOEe KOJIMYECTBO MUKPOOpraHmamoB Tropheryma
whippelii ¢ TpexcnoliHolii mMemMb6paHoin.OTn 6akTepumn
00bl4HO Mcye3aloT Yepe3 4—8 Hepn neyveHusl, NeHUCTbIe
Makpodarm ncyesatoT rno3xe — B Te4yeHune roaa [2, 4].

OdnddepeHumanbHbin AnarHo3 cnegyeTt npoBoanTb C
MMMEPOMON TOHKOM KuLikKn, 6onesHbto KpoHa, rnioTeHo-
BOW 9HTeponatuen, TyOGepKyne3om KulleyHuka, obLien
BapuabenbHON runoramMmmarnobynMHeMUeEn, KoTopbie
KJIMHMYECKN TakXe COMPOBOXAAIOTCA OMapeei U CUHA-
pomom manbabcopbuum [3].

JleveHune. [0 npuMeHeHnst aHTMbakTepunanbHoW Tepa-
num BCce ciydan 6onesHn Yunnna 3akaH4yMBanuCh Je-
TanbHbIM NCX0O0M. lNocne ycTaHOBNEHUS 3TMOJSIOrMYec-
KON ponu MHPEKUMOHHOro ¢dakTopa npu atom 3abone-
BaHUN B Jie4ebHbIi KOMMEKC 00s3aTenbHO BKJOYAloT
aHTubakTepuanbHble npenapatbl. MNMpegnoyteHne otaoa-
10T 6eH3unneHumnnnuy (1,2 mnH E.) n ctpentomMuum-
Hy (1,0 r B cyTkn). BBOOAT napeHTepanbHO B TeYeHune
2 Hep,. Bnocnencteum HasHavatoT TpumeTonpum (160 mr)
n cynbpameTtokcason (800 mr; GucenTton, KO-TPUMOKca-
301) 2 pasa B 1 cyT B TedeHne 1—2 net, Jo NonayyYeHuns
oTpuuatenoHoro pesynestata MNUP u ncye3HoBeHMS
Tropheryma whippelii B 6GronTtatax camaucTor 060n04km
TOHKOM KWLWKK. DTN npenapatbl 0COOEHHO Moka3aHbl
npu uepebdpanbHbIX NOPAXEHUSIX, MOCKOJIbKY MPOHUKAIOT
yepes remaTtosHuedanmyeckmin 6apbep. MapannenbHo
peKOMeHAYT HasHavyaTb npenapaTbl GOSMEBON KUCNO-
Tbl, MOCKOJIbKY Takoe JIeHEHNE MOXET OCJIOXHSATLCS ee
nedvunToM. MNpu Taxenom TedeHnn 3aboneBaHns B CO-
4yeTaHMM C OMMOPTYHUCTUHECKUMUN MHDEKUMAMN HA3HaA-
yalT KOMOMHaUMO amnuumnamHa (2 r 3 pasa B AeHb) U
uedTpmnakcoHa (2 r B 1 cyT BHYTPMBEHHO B TeyeHue 21
CYT) C nocnenyloLwmm npumMmeHeHmem odrokcaumHa (200
Mr B 1 cyT) n Ko-TpumMmokcasona. ns neyeHns 60ne3Hun
Yunnna ncnonb3yoT Takke npenapartbl TETPALNKINHO-
BOro psga (TeTpaumkinH — no 2 r B 1 CyT, AOKCULMKIINH
— no 200 mr B 1 cyT) B Te4yeHne 2—5 MeC exeHEBHO,
3ateM B TeyeHne 9 mec — yepead 1 CyT (MHTEPMUTTUPY-
owaa tepanus). CnegyeT NOMHUTL, YTO Npenaparbl TeT-
PaUMKIMHOBOIO psiaa He NPOXOOSAT Yepes3 remMaTtodHLe-
dannyecknin 6apbep, NO3TOMY MPU MOPaXEHUU Hep-
BHOM CUCTEMbI OHW He 3addeKkTMBHbI. Hapsay C aHTu-
OakTepunanbHOW Tepanuer HaszHavalT AueToTepanuio,
BHYTPUBEHHOE BBEOEHME 3NEKTPONUTOB, BUTAMUHOB,
Ha3Ha4aloT MUKPO3JIEMEHTLI, NPenapaThbl Xenesa, aHTu-
nuapeiiHole cpeactea [2]. Npu cBOEBPEMEHHOM U ak-
TUBHOM Nle4eHun NpPorHo3 npu 6onesHn Yunnna 6naro-
MPUATHBLIN.
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BinobpaxeHo OCHOBHI NPUHLMNK eTioNorii, naToreHesy, Pi3Hi KNiHiYHi BUSIBM, 0COBNMBOCTI AiarHOCTUKM Ta NliKyBaHHS

ueniakii Ta xsopobwu Yinnna.

CELIAC AND WHIPPLE’S DISEASES — CLINICAL MASKS

N.V. Kharchenko, N.D. Opanasyuk

The main principles of etiology, pathogenesis, multiple clinical features, diagnostics and treatment of celiac and

Whipple’s diseases are described.
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