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[TepBuunas kumeunas MMMGbaAHTIIKTA3N, OTEKH, ANAPes,

I‘I/IHOI‘aMMaFJIO6y.TII/IH€MI/IH.

uMDaHTHIKTA3Us TOHKOW KUIIKK — 3a00J1eBa-
JIHI/IG, B OCHOBE KOTOPOTO JIEKUT PaCHIMpPEHUE
JUM@aTUIeCKUX COCYIOB CTEHKU TOHKOHM KUIITKM,
YTO MIPUBOUT K HAPYIIIEHUIO BCAChIBAHUsT GEJIKOB 1
JKMPOB ¥ 3HAYUTEJIbHBIM TOTEPAM OeJiKa BCIe/-
CTBUE IKCCY/IAIIUU €r0 B MPOCBET KUIIEYHUKA U3
mia3Mbl. Kummeunas mauM@aHTUIKTA3uST MOKET
ObITH MEPBUYHON ¥ BTOPUYHOIL. [lepBuuHast M-
(hanTHIKTA3NA HACTEAYETCSI Ay TOCOMHO-IOMUHAHT-
HO, BTOPUYHAST PA3BUBAETCS B Pe3yJibraTe HapyIle-
HUS TIPOXOANMOCTH TUM(PATUIECKUX COCYI0B OPBI-
JKEHKU BCJIEJICTBUE TMATOJOTMYECKUX TIPOIECCOB
B OpiomHoii nostocTr. IlepBuunas uMdaHrnoKTa-
31 ToHKOM kumiky (6osesnp Banbamana wim Top-
JIOHA) — JIOCTaTOYHO peKoe 3aboJieBaHMe JKeJy-
JIOYHO-KUIIIEYHOTO TPAKTA.

B 1961 r. Basbaman u coaBT. onucanu mepsble 18
CJIy4aeB <«UAMONATUYECKOM TUIIEPKaTabOINIeCKOil
TUTIONIPOTENHEMUN Y [7], BIIOCJIEACTBUNM HA3BAHHOM
MEPBUYHON MHTECTUHAIBHON JUM(baHTUIKTa3UeN.

K macrostiieMy BpeMeHM B MUpe OIicaHo 6Gojee
200 cyuaes atoro 3aboseBanust [ 6].

AnuIeMHOJIOTUS He M3ydeHa. XapaKTepeH ayTo-
COMHO-TOMUHAHTHBII TUII HacJIegoBaHus. Maib4u-
KU 1 IEBOYKHU OOJIEIOT OJMHAKOBO YaCTo.

Irrosorust 3a60J1eBaHNsI He BbISICHEHA, OINpejie-
JIEHHYTO POJTb UTPAIOT HACTENCTBEHHAS TIPEAPACIIO-
JIO)KEHHOCTD, CEHCHOWMIN3AINsI, TIOPOKU Pa3BUTHSI
JuMdaTiyeckoii cucteMbl. ViMeloTcs ganHbie 06 n3-
MEHEHUSIX B 9KCIIPECCUN HEKOTOPBIX PETYISTOPHBIX
(hakTopoB JUMMaHTHOreHe3a CAU3UCTON 000J0UKK
JIBEHAIATUTIEPCTHOM KUIIKHU Y TTAIIMEHTOB ¢ O0JIe3-
ubio Bampamana [4].

ITaTorenes3: xapakTepHa IIOBBIIIEHHAS MOTEPs
Gesika, He TOJIBKO IOCTYIAIOIIEr0 € MUIEl, HO U

GEJIKOB TIJIa3Mbl KPOBU BCJIEACTBHE aHOMAJIUK Pa3-
BUTHUS JTUM(PATUIECKUX COCYZIOB B BUJIE MHOXKECT-
BEHHBIX KaBepHO3HbIX obOpasoBanuil. ITociexHue
pacroyiaraloTcsi IPEeuMyIIeCTBEHHO B IIO/ICTU3UC-
ToM cJioe. JIMM(aHTHOMBI cOfiepsKaT TyCTyTo TUMQyY
¢ GousblM coziepkanueM JiMbonnToB. Ilorepst
IUIA3MEHHOTO (eslka MPUBOAUT K BO3HHUKHOBEHUIO
oJINePUIUTHOTO COCTOSTHUSI, TTPOSIBJISIONIETOCST
TUIIONPOTENHEMUEH, THIOaIbOYMUHEMUE 1 JIM-
onenneit [4].

Kiannuka nepBuuHoii sumbanruskrasuu. [lep-
BUYHAS WHTECTUHAIbHAS JIUM(PAHTUIKTA3USI B OC-
HOBHOM JINATHOCTHPYETCS B BO3pacTe 70 3 JIeT, pe-
JKe — y TAIUeHToB B OoJiee crapiiieM Bospacte [7].
Ecmm y manmenTa ¢ BpokIeHHBIMU HapyTIECHUSMU
cTpoeHust TUM(bATUYECKUX COCY/IOB TIPOIIECC 3aTpa-
ruBaeT OOJIBIIIE CErMEHThI TOHKOW KHUIITKH, TO Mep-
Bble CUMIITOMBI 3a00JIeBaHUsI MIPOSIBJISTIOTCST B BO3-
pacre n0 10 set. Ecim napytenne mumbaTnaeckoit
IUPKYJISIANA PA3BUBAETCs Ha HEOOJIBIIOM OTPe3Ke
TOHKOW KHIIKH, KOMIIEHCATOPHbIE MEXaHU3MBI Op-
raHu3Ma JIOCTATOYHO XOPOIIO BbIPAYKEHBI, & TIOTEPST
Gesika KOMITEHCHPYETCsT YCUJIeHneM OeTKOBO-CUH-
TETHYECKOW (DYHKIUU TIedeHu, TO 3aboJeBaHue y
nieTeli HePEIKo TTPOTeKaeT JaTeHTHO. B atoM ciydae
nepBUYHAs JUM(AHTUIKTA3usd MaHUQecTupyer B
Bospacte ot 10 10 30 sier. 3abosieBanue MPOSABJISET-
csl apeeii, cteatopeelt, rtunoTpodueil 1 pasBuTH-
€M OTEYHOTO CHH/IPOMA BCJIE/ICTBUE TUTIOTIPOTENHE-
muu. Co croponbl JKKT Tunuunsr nomudexanus,
YIIOPHBIIT HEKOHTPOJIMPYEMBbIiA TOHOC (€3 TIPUMECH
KPOBH, B3JIyTHE JKUBOTA, TOIIHOTA. V3 KOIMpoJoru-
YecKMX CUMIITOMOB Ipeobanaer creatopes [3]. B
pesyJsibrate motepu Geska TP ero 9KCCyAaluu B
mpocBetT JKKT mogsnsgioTcs renepain3oBaHHbIE
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OTEKM, XUJIE3HBIM acIUT, XUJIE3HbIN 1IeBpuT. [Ipn
MTEPBUIHON TUM(PAHTIIKTA3UH OTEKH, KaK TIPABUIIO,
JIBYCTOPOHHUE U CUMMETPUYHbIE, TPU BTOPUIHON —
COOTBETCTBYIOT CTOPOHE PACIIOIOKEHUS TIPOIlecca:
craek, Bocrasenus, nHduniasrpara u T. . [3]. HYacto
MTOSIBJIEHNIE OTEKOB IPEIIECTBYET PA3BUTHUIO IHA-
peu, u4To 3aTPY/IHSIET CBOEBPEMEHHYIO MMOCTAHOBKY
nuaruosa. [Torepst Geska TIa3Mbl TIPUBOIUT K CHHU-
JKEHUIO COJIEpPyKaHUsT allbOyMUHA, UMMYHOTJIO0Y U~
HOB, YPOBHS IEpPYJOIJIa3MUHa, TpaHcdeppuHa,
JIUMUAZIOB. 34 CYeT TIOTePb MUKPOJIEMEHTOB PAa3BU-
BaeTcs OCTeOTOpPO03, TUITOBUTAMWUHO3, MOTUAepU-
IIUTHAS AaHEMUSI.

Y neteit mepBUUHas MHTeCTUHATbHAS TUM(aHTH-
AKTa3MsI MOKET TIPOSIBJISTHCS TOBBIIIEHHON yTOM-
JIIEMOCTBIO, CTAb0CTHIO, abIOMUHAIBHBIMU OOJIsI-
MM, TOIITHOTO, PBOTOM, TTIOTEPEl MacChl TeJia, 3a/1ep-
JKKOH (hrsmaeckoro pazBuTusd. Onrcanbl cIydan ac-
coIMAI| ¢ Tienakueit [7].

JlarHocTiKa OCHOBaHA Ha HAIMYUU Y GOJBHOIO
OTEYHOTO CUHJIPOMA, [UAPEeN CO CTeaTopeeii, r'u-
OTpOhU.

[Tpu OGMOXMMHYECKMX HCCIIEOBAHUSIX BBISIBJISIFOT
XapaKTepPHYIO TpHamy TPU3HAKOB: THIIOMPOTENHE-
MO, TUITOTaMMarJo00yJIMHeMHIO ¢ Aedurmrom IgA,
IgM, 1gG, runmokanbIeMuio, B MEHBINEH CTETIEHNT —
runonunuaeMuto [3]. Otupenenenue oy-aHTUTPUII-
CcrHa B Kajle SIBJISIETCS CKPUHUHT-TECTOM ITOTEPH
Geska ¢ kaoM [3]. PesyssraTol (hyHKIIMOHATHHBIX
abCOPOIMOHHBIX TECTOB, TAKMX Kak TecT ¢ D-kcuio-
300, — B IIpejiesiaX HOpMaJIbHBIX 3HaUeHUH [7].

IHJIOCKOTITYECKOe MCCIIe/I0BAHNE SBJISETCS HaW-
6oJiee YyBCTBUTEIbHBIM METOIOM JIJIS TOATBEPIK/IE-
HUS TIepBUYHOM TuM@aHTUaKTa3uu. B aenaamnaru-
MEepPCTHOM KUIIKEe BU/HBI OeJiecoBaThle YYaCTKU —
JUMGbaHTIIKTA3bl TUTIA «MAaHHON KPYITbI», BBICTY-
HaloIye HaJ CM3UCTON 06010uK0il [3]. Pesysbra-
TBI 9HIOCKOTIMYECKOTO MCCACTOBAHIS MOTYT OBITH
HETATUBHBIMU, €CJIU MATOJOTUYECKUI TIPOIIECC Cer-
MEHTApHBIN WJIM JIOKAJIU30BaHHbIH. B sTOM ciryuae
nH(pOpMaTUBHA BUIEOKATICYIbHAS 9H/IOCKOIIHS, KO-
TOpasi MOKeT ObITh UCIIOJIb30BaHa 1 Y fieTeid [7].

Pemarotum B IMarHoCTUKE SBJISIETCS TUCTOJIOTH-
YecKoe UCCIIeIoBaHre OMONTaTa TOHKO KUIIKH, KO-
TOPOE BBISBJISIET PaCHIUpPEHre TUM(PATUIECKUX CO-
CY/IOB B CJIM3UCTOM U TTOJICTTU3UCTOM cJiosiX. CTeHka
Me3€HTEePUAIbHBIX JTUM(pATUIECKUX COCYI0B YTOJ-
IeHa, WX MBINIEYHBIH CJI0M TunepTpodupoBaH.
Jlumdaruyeckne cocybl MOTYT ObITh UIATHPOBA-
HBI BO BCEX BOPCUHKAX JINOO TOJBKO B HEKOTOPBIX.
Hu mpusnakoB arpodun, HU MUKPOOPTaHW3MOB
00BIYHO He BBIABIAIOT |5, 6].

Bcnomorarenbioe 3HaueHue MMEIOT YJIBTPa3BY-
KOBOE WHCCJIeZIOBaHNEe W KOMIBIOTEPHAS TOMOTpa-
¢ud, Tpu KOTOPHIX MOKHO BBIIBUTH ANGbQY3HBII
OTEK 1 YTOJIIEHNE CTEHKN TOHKOW KUTITKN.

JInmpoctmuTurpadus Mo3BoJsSeT BBISIBUTD aHO-
MaJIny TUMMaTUIeCKOH cucTeMsr [7].

[uddepenimanbayto AMATHOCTUKY TPOBOIST C
GOJIE3HAMU, COTTPOBOKAAIONIMMUCS OTEYHBIM CHH/I-
POMOM U CXOJHBIMU OUOXUMUYECKUMU M3MEHEHSI-
MU, — He(POTUUECKUM CUHAPOMOM, XPOHUIECKIM
BHTEPHUTOM, OOJIE3HBI0 MeHeTpue.

[l uckioueHuss BTOPUYHON 9KCCY/IaTUBHOM 3H-
TEPOTIATUU MPOBOJISAT AMATHOCTUYECKUI TIOUCK 3a-
6oJIEBaHUIA, COTIPOBOKAAIONTMXCS JTUM(OCTa30M B
cocynax Gpbrkeiku. [IpuauHaMu BTOPUYHOI M-
(baHrMaKTazUK MOryT OBITh: aOAOMUHAIbHAS WJIK
peTporepuToHeabHAS KapIIUHOMA, KOHCTPUKTHUB-
HBIH MepUKapauT, TuMdoMa KUIIEYHNKa, GOIe3Hb
KpoHa 1 He9pO3UBHbIIT SI3BEHHBIN KOJUT, TYOEPKY-
Jle3 Me3eHTEePHATbHBIX JNM(OY3JI0B, CAPKOUI03,
60JIe3Hb YHUIIIIA, XPOHUYECKUN MTAaHKPEATHT, CKJIe-
ponepmus, CKB, mesmakus, mocTpeseknnoHHBIE
CUH/IPOMBI C PETPOIEPUTOHEANBbHBIM (hUOGPO30M,
KUTIIeIHBIN 9HI0OMETPHU03, TUMPpeHTepUIecKast huc-
tyaa 3], BUY-acconnnpoBannas anteponarus [7].

Tepanus 3akmoyaeTcss B IEPBYIO O4epelb B /ive-
TUYECKOM TTanuu. VckimouaeTcs gaxe yMepeHHO
JKUPHAas THIIA, yIIoTpebIeHe KOTOPO IPUBOANT K
VYaIIEeHUIO CTYJIa, YTO CBSI3AaHO € OCOOEHHOCTSIMHU
BCaChIBaHUS KUPOB — JKUPHBIE KUCJIOTHI, COEPsKaA-
mue He 6osiee 10 aToMoB yrireposa (cpeiHe- U Ko-
POTKOIIETIOUEYHbIE ), TTOCTYIAIOT B KPOBb B HEACTe-
puduIMpoBaHHOM BuUJlE, a JJIUHHOIETIOUEYHbIE
peobpasyIoTes B IN- ¥ TPUTTIAIIEPHU/IBI U B BULIE XU~
JIOMUKPOHOB TIOCTYTIAIOT B JIUM(]Y. ITO BBI3bIBAET
etrie OOJIbITIEe PACIIPEHIE TATOJOTHYECKU YBEIHU-
YEHHBIX JTUM(PATHIECKUX COCYZI0B B BOPCUHKAX KH-
IeYHNKa C TIPOTIOTeBAHNEM JTUM@BI B TTPOCBET KHIII-
ku [3]. Cpentenernioyedtbie TPUTIUATIEPUIBI aOCOP-
OGUPYIOTCS HETTOCPEACTBEHHO B BOPOTHYIO BEHY, YTO
M03BOJISIET N30€KaTh MePerpysku JTMM(paTHIeCKIX
COCYZIOB KUIIEYHUKA W BOCIIPETSATCTBOBAThH UX TIe-
PEpaCTSKEHUIO U Pa3pbIBy [7], MOaTOMY TIPUMEHSI-
10T TUTaTEeJbHBIE CMECH, 00OTallleHHbIE CpeaHere-
noyeyHbIMU Tpursuiiepunamu: «Xymana LP + SCT»,
«Hyrpunon-ment TSC» [1].

Vcriosib30BaHue [MeT, 0OOTAIIEHHBIX CPEITHEIEIO-
YEUYHBIMU TPUTIUTIEPUIAMU, MOKET YIIYUITUTh KJIH-
HUYeCKHe U OMOXMMHUYeCcKue mokasatesn. ddhek-
TUBHOCTH TOW JUETHI BEIIIE V JETel, YeM y B3pOC-
aix [5]. [arenTam, He OTBEYATOTIIMM HA HU3KOKU-
POBYIO IHETY, MOKET GBITh PEKOMEHOBAHO JHTE-
pasIbHOE MMUTAHUE DJIIEMEHTHBIMHU, TIOJIy3JIeMEHTHbI-
MU U TIOJTUMEPHBIMU CMECSIMU. B HEKOTOPBIX coryda-
sIX TpeOyeTCsI TIOJTHOE TIapeHTepaibHoe mTamue [7].
[lneTa ¢ HU3KNUM coziepsKaHUeM KUpa Ha3HAYAeTCs
MOCTOSIHHO, TAaK KaK IIPU ee OTMEHEe KJIUHUYECKUe
HposiBJieHns1 GOJIE3HU BHOBb PELUANBUPYIOT. Yuu-
TBIBasl HAJIMYKE OTEKOB, B ITUIIIE OTPAHUYUBAIOT KO-
JITYeCTBO cou. J[mety oboramaioT MUKPOIIeMeH-
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TaMM, U OCOOEHHO KasbIeM. J[OmoHUTeIbHO Ha3-
HAYaloT JKUPOPACTBOPUMBIe BUTaMUHEI A, D, E.

[Tpu BbIpaskeHHBIX OTEKAX TIPUMEHSIIOT BHY TPUBEH-
HOE BBEJIeHHE albOyMHUHA ¥ TJIa3MO3aMEIIAfOIIIX
PACTBOPOB, a TAK;Ke KOPOTKUE KYPChI JINYPETUKOB.

C aHabOIMYECKOIT 1eIbI0 TIPUMEHSIIOT TIPEIHI30-
JIOH, HO €CJIM 3TO U TPUBOJAUT K KIMHUYECKOMY
yaIydiienuio, To MOpgoJoTHYecKas KapThuHa He
yayuiaercs [3].

JJ1st KOHTPOJIST IMaper UCIOJIB3YIOT AHAJIOTH CO-
MaToCTaTHHA, HAIPUMEpP, OKTPEOTH, 006Jaaaio-
MU CIOCOOHOCTHIO K KPATKOBPEMEHHO Ba30OKOH-
CTPUKIIUU COCYJIOB BHYTPEHHUX OPraHOB U MO/IaB-
Jennio abcopbiuu Tpuraniepuaos [7]. Ipumens-
10T TakKe OJIOKATOPbI OMUATHBIX PEIENTOPOB, yT-
HeTAIoIMe MOTOPHYIO aKTUBHOCTb KHUIIEYHUKA
(stonepamun) [3].

[Ipu cermMeHTapHOM U JIOKAJTM30BAHHOM TIOpaxKe-
HUU TOHKOW KHUIIKW BO3MOXKHA PE3EKIIHS YUACTKOB
JUM(DAHTIIKTa3UH.

[Iporuo3 3aboseBamis HeGIArONPUATHBIH [2].

Onucanue KauHU4ecKo2z0 cayuas

Jesymika 21 roma obparuiack ¢ kajgobamMu Ha
oTeKH, c1abocTh, auapeio. [Tpu ocMoTpe: BhIpaskeH-
Hast GJIeTHOCTh KOXKHBIX MOKPOBOB, I'eHEepain30-
BaHHME OTEKH, YBeJUYeHUE OKPYKHOCTH JKUBOTA,
yMepeHHasl reraToCIieHOMerajnsi, yMEPEHHO BbI-
paskeHHBIN actiuT, Auapes. Yactora ctyna — oT 5
110 15 pas B CyTKH, CTYJI KUAKHIA, Ge3 aToJIornyec-
KUX IPUMecCeil.

Jlanuble J1abOPaTOPHBIX MCCAEJOBAHUN Ha MO-
MeHT ocMOTpa: 001muit aHamu3 kposu ot 05.02.09 r.:
remorsioouH — 88 /i1, apurpormrsel — 3,75 1012/,
seitkonuthl — 7,4 - 109 /71, s03uHOMDUIBI — 5, TTAI04-
kosnepunie — 10, cermenTosgnepubie — 68, mMdbo-
uThl — 15, monouutel — 5, COJ — 4 mm/u. O6-
Ui aHanu3 Mo4u — 0e3 OTKJIOHEHUIT OT HOPMBL
buoxumuueckuit ananus kposu: AJIT, ACT, Tumo-
JioBas 11po6a, GUIMpyOrH, IIF0K03a, KPeaTUHIH, MO-
YeBMHA — B TpefiesiaX HOpMbL. OTMeuasach ruro-
nporenHemus (6enok — 23 1/i1), runoraMMarsio0y-
aunemus: IgA — 0,76 v/n (mopma — 0,7—4,0 /1),
IgM — 0,27 r/a (wopma — 0,4—2,3 r/m), IgG —
2,0 r/n1 (mopma — 7,0—16,0 /1), cHUKEHUE YPOBHSI
CBIBOPOTOYHOTO sKeJe3a — 3,4 MMOJIb/JT.

[TarmeHTKA MHOTOKPATHO 00CJI€0BAIach IO T0-
BOJLY JIaHHBIX 7KaJ100. YcTaHaBIMBAIU PasHbIe AHar-
HO3BI, MOCTEHUI U3 HUX — KPUIITOTeHHBIN ITUPPO3
[eYeHu, 10 IOBOJY Yero IMallMeHTKe TOJ Has3ajl
obopMIIeHa THBATIUIHOCTb.

Anamue3 GOJIE3HU: IePBbIe CUMIITOMbI MOSIBH-
Jmck jietoM 2006 T., KoT/1a BOSHUKJIN HapacTalole
reHepa30BaHHble 0TeKH, caabocTb. Hapyinenmuii
cTyJsia B 9TOT nepuoj He Obuo. Ipu oberemoBaHm
B Host6pe 2006 T. BBIABIEHA sKeae30MeUITUTHAS

aremust (reMorsioOuH 67 /11, CLIBOPOTOUHOE JKeJre-
30 — 2,2 MMOJIb/J1), THIONpOTerHeMust (00wl Oe-
JoK — 29 r/m). [IpoBeneHo nmuTosmOruYecKoe nccie-
JIOBaHMe KOCTHOTO MO3Ta, TOITBEPAUBIIEE AMATHO3
skenesonedurutHol anemuu. Haznadyensl nmpenapa-
ThI JKese3a. Tepanus He maima sddexra. He 6bito
OYEBUJIHOWM TIPUYUHBI JIJISI CTOJIb BBIPAKEHHOTO Ke-
J1e301ePUITUTHOTO COCTOSTHUS ¥ TUTTOTIPOTEMHEMIH,
1oaToMy 00CIeoBaHIe OBLIO TIPOIOJIKEHO.

YuuTeiBas He3HAUNTETHHOE TTOBBITIIEHNE YPOBHS
THpeoTporHoro ropMora — 5,38 MkME /M (HOp-
Ma — 10 4 MkME/Min) u chmskernne cso6oanoro T4
110 7,56 ivoutb /ot (Hopma 12,0—22,0 1iMosib/ 1), GbL
YCTAHOBJIEH MIUArHO3 <IEePBUYHBIN TUIIOTHPEO3
cpefHell crerneHu TsKecTr». Ho BBIpakeHHOCTH
TOPMOHAJIBHBIX M3MEHEHW Oblla He3HAUNTETBHOI
U He KOPPEJUPOBAJA C BIPAKEHHOCTBIO aHEMUH U
TUTonpoTenHeMun. TeM He MeHee, Ha3HAYEHHOE Jie-
yeHre L-TUpOKCMHOM, MOMCTBIM KaJueM W TPaHC-
dysun anpOyMUHA JAJIN OJOKUTETbHBIN (hdeEKT,
B PE3YJIBTATE YET0 OTMEUYEHO YJIYUIIEHIE COCTOSTHUST
1 FICYe3HOBEHNE OTEKOB.

Yepes 4 mec oreku peruanBupoBasu. U1 B aTot
pa3 QyHKIUS MUTOBUIAHON KeJe3bl MO JaHHBIM
rOpMOHAJIBHOTO Tpoduisi Obuta B HopMme. Ilpu
9TOM COXpaHsIach anemust (remorsiobun — 90 /1,
sputpounutsl — 2,7-10'2/1), runonporenHeMust
(6emox — 45 1/), TunoKaabieMust (KaabInil ChI-
BopoTku — 1,8 MMoJib/71). BHOBD HagHaueHO Jieue-
Hue L-TUpOKCWHOM, B 9TOT pa3 He aaBiiee ahdekTa.
JlrarHos TurnoTupeosa ObLI CHSIT.

[Iponosmxen auarHocTudeckuil momck. Mcekioyve-
HA TATOJIOTHS CEP/IEYHO-COCYIUCTOM CUCTEMBI, T10-
uek, Ty6epkyJies, BUY-undexmms.

C ocenn 2007 1. y maIlMeHTKH MOSIBUJIACH JMapest B
BHUJIE KalnieoOpa3Horo crysia 2—3 pa3a B CyTKH.
[IpoBeneno anockonmyeckoe uccienoBanue JKKT.
DT/IC BbIsIBUIIA 9PUTEMATO3HYIO TacTPOIATHIO,
pH-MeTpust — BbIpaskeHHY0 Ga3aIbHYIO THUITOAIIN/I-
Hocth. Hamune anturen k Helicobacter pylori meto-
JIOM UMMYHO(MEPMEHTHOTO aHAJM3a HE BbISIBJIEHO.
[IpoBeniena KOITOHOCKOTIHA — TTATOJIOTHH HE BhISABIIE-
Ho. Tucrosornyeckoe uccsenoBatne GUonTaTa ToJI-
CTOM KHIITKK BBISIBUJIO YIACTKHU CJM3UCTON OO0TOUKM
TOJICTOU KUIIKK C MEJIKUMH O4araMu CKJeposa U
middysHpIM XpoHIYecKUM BoctasienreM. [1posesne-
Ha BUJIEOKATICYJIbHAS DH/IOCKOIUST: B HAYAJBHBIX OT-
Jleiax ToIel KUK BBISIBIEHbI eIMHIYHbIE a(ThI,
OTEYHOCTD CKJIAI0K, (hnOprHO3HbIE HajeThl. Ha oc-
HOBAHWH JaHHBIX BUIEOKATICYJbHON SHIOCKOIIIHI
yCTaHOBJIEH auarHo3: 6ose3Hb KpoHa TOHKOI
kmnky. Haswavyen npennnsoson B mo3e 40 Mr/cyT,
«Canodanbky, «Moaynen». Ha dbore mpoBogmmoro
JiedeHns TIOJIOKUTETbHOTO ahekTa He OTMEYeHO.

YuureiBass XpPOHUYECKYIO JAMAPEI0 U CUHAPOM
MatbabcopOInK, TIPOBeeHO 00CIe0BaHIe Ha T1e-
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JINAKUIO: HA AaHTUTENA K TJIUAIUHY, TKAHEBOW TPaHC-
rIyTaMuHasde, TMenTuaaM TIuaguHa. Pe3ymasraThb
BCEX 9TUX aHAJIM30B HE TPEBbIIIAIN HOPMY. TeM He
MeHee, BEPOSITHBIN AUArHo3 IeJnakud He CHUMa-
s, TIpoGHoe JiedeHre arJMajlHOBOI IUEeTON yc-
rexa He UMeJio.

B ausape 2008 r. ycuamanch oTekn, y4acTHIICS
CTYJI 710 4—5 pa3 B CyTKH, MOSIBUJIACH TEMATOCILIE-
nomerasusi. COXpaHsJIUCh aHEMUs], TUIIOTPOTEN-
HeMUs, TUTTOKATBITNEMHUS, THTTOHATPUEMUS, BBISIB-
JIEHO CHUJKEHUE YDPOBHS I1ePPYJIOIJIa3MUHA [0
61,25 mr/n (nopma — 300—580 wmr/n), memu —
7,6 mxmouib/n1 (Hopma — 11,02—22,04 MkMoJb/7T).
[Tpu Y3U opranoB OPIONIHON MOJOCTH OTMEYEHBI
yMepeHHasl CIIJIEHOMETaJIusl, TIOBbIIIIEHUE 9XOTEeH-
HOCTU TKaHU TIeYeHH, ACITUT, TPU3HAKN YMEPEHHOH
mopranbaoit tuneprensun. MI/IC BapukosHoro
pacIpeHusT BeH MUIIEeBoJa He BBIgBWIA. llede-
HOYHbIe TIPOOBI 32 BCe BpeMs HaOIIOAEHUs Talu-
eHTKH He ObLIN M3MeHEHBL.

[TomyuenHbie jaHHbIe TMO3BOJISIN 3aMO0[03PUTh
JEKOMTIEHCUPOBAHHBIH IIUPPO3 TIeUeHH, B TOM YHC-
Jle U Kak ucxoj| bonesnn Busbcona— KonosasioBa.
ITHUOJIOTHS IIUPPO3a OCTABAIACH HESCHOI: MAPKePHhI
BUpPYCHBIX renmatutoB B u C — orpuratesibHble,
MapKepbl ayTOMMMYHHBIX 3a00JIeBaHUN IedeHu
ANA, LKM, SMA, AMA M2 — He BBbISIBJIEHBI.

brin ycranoBien amarnos «KpUTITOTEHHBINA ITHP-
po3 nevenn». Hasnaueno sredenvie: nudysuu anp0y-
MUHA, TIa3Mbl, HHDe30a, «Bepommupomny. OTMe-
4eH KpaTKOBpeMeHHbIN 3(PdeKT B BUjiE yMEHb-
IeHnsT oTeKoB. [larmenTka mpoIo/mKmuIa Ha3HaueH-
Hoe Jieuenrie. Ho B nanbueiiem acdexra ot Tepa-
UK y7Ke He HaOJIIoMaIu.

TakuM 00pasoM, MalMeHTKe B Te4eHHe TPEX JieT
MTOCJIEZIOBATETHFHO YCTAaHABIUBAIN TUATHO3bI JKee-
30e(DUIUTHOI aHEMWH, TUIOTHUPEo3a, OOJIe3HU
Kpomna, memnakuu, KpUMITOTEHHOTO ITUPpPO3a Tiede-
Hu. Ho HU olvH 13 HUX He UMeJI TOU CTeTleHU KJIU-
HIYECKOI BBIPaKEHHOCTH, KOTOPast MorJia Obl 00b-
SICHUTD TIPOUCXOKICHUE TAaKOW 3HAYUTETBHON THU-
MTOTIPOTENHEMUH W Te€HEPATM30BAHHBIX OTEKOB, B
TOM YKcJie ¥ paboumii MarHo3 «IUPPO3 TIEYEHU>.
Tpyato OBITIO TMPEAMONOKNITD, YTO JEKOMITEHCATIH
IMPPO3a pasBrIach Ha GoHe abCOMOTHO HOPMaJIb-
HBIX TIOKa3aTeJIeil edeHOYHbIX P00, KOTOPbIE TIPH
PEryJISIPHOM UCCJICIOBAHUM B TeueHue 3 JIeT HU pa-
3y He Obl u3MeHeHbl. OTCYTCTBOBAIM YCKOPEHUE
COD wu runepramMmario0yJIMHEMHsT, XapaKTepHble
I 1ppo3a. HampoTuB, oTMeueHO BhIpasKeHHOE
CHUIKEHHE BCEX KJIACCOB MMMYHOTIO0YIHOB. Kpo-
Me TOro, He ObLI0 OObSICHEHUSI CTOJIb BbIPAsKEHHOI
nuapen. Bee aT0 3acTaBiIsisIo COMHEBATHCSI B JIMAr-
HO3€e ITUPPO3a.

AHanu3 IpefiocTaBIeHHON MAIUEeHTKON TOKyMeH-
TAIUK C YIeTOM Kaji00, aHaMHe3a U Pe3yJIETaToB 00-

CJIEZIOBAHMSI TTO3BOJIUIT TIPETIOJIOKUTD IKCCYIATIB-
HYyTO 9HTEPOIATHIO, TTOCKOIBKY Y TAIIUEHTKN B KJIU-
HUYECKOI KapTHHE JOMUHNUPOBAJIN reHepaIn30BaH-
Hble OTeKW, XPOHWYecKas Auapest, THIOMPOTENHe-
MU, TUIIOTaMMarjo0yIMHeMIs], CHHIPOM Majibab-
copbumn B Bujie AepUINTa JKesre3a, KaJIbI[Us, MeIH,
OTCYTCTBUE BOCHAJIUTEJbHbIX WU3MEHEHUI B aHa-
JIM3aX, U3MEHEHUd CJIM3UCTON 000JOYKM TOHKON
KHUIIKU TPU KallCyJbHOU BUIEO09HIOCKOMUU. Yuu-
ThIBasi OTCYTCTBHME 3HAYMMbIX 3a00JI€BaHU, MTpej-
IIECTBYIOIINX JTAHHOMY COCTOSTHUIO, ObLJIO BICKa3a-
HO TIPEATIONOKEHNe O HAJUINH Y TAIMeHTKH Tep-
BUYHOIN KUIIEYHON JTMM(DAHTUIKTA3UN KaK YaCTHOTO
MIPOSIBJIEHNST KCCYAATUBHON SHTEPOMATUU. IJTOT
JMarHo3 TpeboBantoch A0Ka3aTh MOP(OJOrUYECK.

Jlust yrounenus quarnosa 26.02.09 r. 6bL1a mpose-
nena AT/IC ¢ 6uoricueil TOHKON KKK 13 3aTyKO-
BUYHBIX OT/EJIOB IBEHAIIATUTIEPCTHON KUTIIKH.

3axiouenue: auM@OoOTUKYIIpHA TUTIEPILIA-
3us ABEHAANATUTIEPCTHON KUIITKW, BBIPAKEHHBIH
racTpO/yO/IEHUT.

Tucronormyeckoe Mccae[oBaHne OMOMNTATa CIIH-
3UCTOI 00OJIOUKH 3aTyKOBUYHOTO OT/EJIa J[BEHAl-
MATUTIEPCTHON KUMKW TTOKa3aJI0, YTO B CITU3UCTOH
000JI0UKe ABEeHAAIATUIIEPCTHON K1IKU B 60 % BOp-
CUH UMeeT MECTO Pe3KOe pacuInpenye JuMbaTudec-
KUX KallWJUISIPOB C JIBYKPATHBIM yBEJIMYeHIEM 00b-
eMa BOPCHUH, B CTPOMe BOPCUH — WH(MUIBTPAIINI
IJIABMOI[UTAMU, C IPUMEChI0 MakpodaroB u JIMM-
dbonuToB caaboil ¥ yMEpPEeHHON MHTEHCUBHOCTH
(pucynok). Boipaxkennbiii cyOMyKo3ubIit oTek. [1a-
TOTUCTOJIOTUYECKOE 3aKJII0UeHre: JTUMMaHTUIKTA-

314 IIPU SHTEPOIIATUU.

. E £ £ e e
PucyHOK. MEKpOIIpenapaT GHOIITaTa CIN3HUCTOH
000JI0OYKH JBEHAIIIATHIIEPCTHOM KHIIIKH.
B cO6CTBEHHOMN IIACTHHKE KUIIICYHBIX BOPCUHOK
OIPEJIEIAIOTCA PE3KO PACITMPEHHBIC TMM(DATHIECKUE
cocyapl X 200. OKpacKa reMaTOKCHIMHOM U 303UHOM
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KJITHIYHWN BUITATTOK

YeranoBnen muarHo3: IlepBuyHas kuimeyHas
JUM(bAHTIIKTA3HS.

Bropuunas mmnMdaHTuaKTa3ns NCKIIOUeHa Ha OC-
HOBaHWUU OTCYTCTBYS Y MAIIUEHTKU KaKUX-JI00 JPY-
rux 3aboJIeBaHU, MPE/IIECTBYIONMX HACTOSIIIEMY.
[lns mckimioueHus BTOPUYHON JTMMGpaHTUIKTA3UN
npu IuMGOMaX OpPraHoB OPIONIHON TOJIOCTH [IPOBe-
JleHa TMaTHOCTIYecKas JIalapoCKOTH, JTMMQOITpo-
JidepaTUBHBIX 3a00JIeBaHII He 0GHAPYKEHO.

Jlamapockornuyeckast GUOTICHSI TIEYEHU MOATBEP-
JIUJIa OTCYTCTBHE B Hell MATOJIOTUYECKUX U3MeHe-
HUU, AMArHO3 [IMPPO3a UCKJIIOYEH.
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Buriagok giarHoCTUKY NEPBUHHOI

Jim(aHriekTrasii TOHKOI KUK

IMepBuHHA JiM@aHTIEKTA3ia — 1€ PiAKICHE 3aXBOPIOBAHHS, AKE XAPAKTEPHU3YETHCA POSIIHUPEHHAM JIiM(aTHY-
HHUX CY/IMH Y CTiHIli Ta OPMIKi TOHKOI KUIIKH, IO IIPU3BOJUTD JIO BTPATHU OiIKA TA JIM@OIUTIB KPi3b KHUIITKOBY
CTiHKy. KJliHiKa 3aXBOPIOBAHHS BUABIAECTHLCA HAOPAKAMU T4 JiaPEEIO 3 PO3BUTKOM IOJIAEDILIUTHOIO CTAHY (JIiM-
(poneHis, rinoanbOymiHeMmis, TinoramMMaryiooysineMis). HapeleHO BUMAOK IiarHOCTUKHU 1IbOT'O 3aXBOPIOBAHHSL.

L.N. Boyarskaya, V.A. Tumanskiy, G.N. Dmytryakova, E.A. Ivanova, T.F. Ishchenko
The case of primary intestinal lymphangiectasia

Primary intestinal lymphangiectasia is a rare disease characterized by dilated lymphatic vessels in the intestinal
wall and small bowel mesentery, resulting in the loss of protein and lymphocytes into bowel lumen. The disease
clinical picture appears in a forms of edema and diarrhea with polideficiency state (lymphopenia, hypoalbu-
minemia and hypogammaglobulinemia). The article presents the case of diagnosis of this rare disease.
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