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JOBPOKAYECTBEHHBIE TI'HINEPBUWJIMPYBUHEMHWU PA3HBIX BHJIOB VY
MHNAIIUEHTOB B COYETAHHWU C TIOPA’KEHUEM OPT'AHOB INUIIIEBAPEHUSI.
Jbxynait T.E., 'anboBa M. A, /lemuna A.1O.

@I'bOY BO Teepckoii cocyoapcmeeHbiii MeOuyuHckull yhugeepcumem Munzopasea PD

BBenenne. Cemeiinsie 1o0pokadecTBeHHbIe TrnepOmmpyonnemun (AI'b) niam nmurMmeHTHBIC
rernaro3bl — rpymnmna 3a00JIeBaHUi TIEYeHH, 00YCIIOBJIICHHBIX HAPYIICHHEM OOMEHAa OMIUpyOWHA U
MPOTEKAIOIIUX 0€3 BBIPAKEHHOTO U3MEHEHUsl €€ CTPYKTYpbl M (PYHKUIMU M SBHBIX IPU3HAKOB
remMosin3a u xoJjecrasa [ 1]. 3abosieBaHus POSBIISIOTCS CTOMKOM MITH TIEPEMEKAIOIICHCS KEITYXOM.
Kak npaBuio, oHU BBISBISIOTCS B IETCKOM WJIM [IOJIPOCTKOBOM BO3PAcTe U MIPOJOIKAETCS B TCUEHHE
BCEH KU3HU.

YactoTa pa3auyHbIX BapHaHTOB cocTaBisieT 2—15 % B pa3inuuHbIX cTpaHax. MyX4HMHBI
6oneroT B 10 pa3 yamie xeHiuH. bosee uem y 80 % O0JIbHBIX BBIABIISETCS HACIEICTBEHHBIN XapaKkTep
3a0oneBanus. Hanbonee wacto u3 Becex JAI'b Berpeuaercs cunapom Kuipbepa. Tak, 1o pasHbIM
nanueiM B EBpomne u CIIIA 3aboneBanue BcTpeuaetcs y 3-7 % nomymsiiuu, 3% a3uatoB u 36%
appukanues [2].

Cpenu Bcex 3abosieBaHuil eueHu HacneacTBeHHble J\I'b nuarnoctupyores He Bcerja, U ux
JMarHOCTHKA BbBI3BIBACT CJIOHOCTH Yy MPAaKTHUYECKOIO Bpaya, 3a4acTylo Jaxe IMpH IUTEIbHOM
o0cie10BaHUH PACIO3HATh UX HE BCera JIerko [3]. DTo MpUBOIUT K TOMY, UTO MAIMEHTY JOJTO HE
MOTYT TOCTAaBUTh BEpHBIM MArHo3, Ha3HauaeTCsl HEaJeKBaTHOE JieueHHe, Tpelyroliee OOJbIINX
BPEMEHHBIX U (PUHAHCOBBIX 3aTpaT.

Hacnenctsennsie JII'b mpeacraBnsitor co0oil rpynmy OTIMYAIOMIMXCS JPYyr OT JApyra
CHUH/JIPOMOB B 3aBUCHMOCTH OT THMNa (epMEeHTONmaTHH, MAaTOT€HETHYeCKash CYIIHOCTh KOTOPBIX
CBOJMTCA K TEHETUYECKH JIETEPMUHUPOBAHHBIM HapyLIEHUSIM IpolieccoB TpaHchopmarmu ppaxiuit
OowmpyOrHa B mporiecce Metabonmm3mMa mUurMeHToB. [4]. CymecTByeT HECKOJIBKO KJIacCH(pUKAIIMMA
JAI'b. K ¢yHKIMOHAIBHBIM TUNEPOMITHPYOUHEMHUSIM OTHOCSTCS  CJIEAYIONIME CHHIPOMBI:
Kpurnepa—Haiapa 1-ro u 2-ro tunos; XunsOepa; Meitnenrpaxra; Jlabuna—/>xoncona; Portopa;
JIrocu—/Ipuckoint;, Aareneca; baiinepa. [3].

B ocHoBy paznenenus JII'b Taxxe 1moa0KeH MPUHIKIT U3 pa3Indus 1Mo Gppakiuu OunupyonHa:

a) CHHIPOM HEKOHBIOTHPOBAHHBIN THIIEPOMITHPYOMHEMUH
cunapom Kuboepa
cunsipoM Kpurnepa—Haiisipa 1 1 2 tuna

0) CuHIPOM KOHBIOTHUPOBAHHOM TUIIEPOMITMPYOUHEMUH:

o cuaapom JJabuna—JoncoHna. [4].

Haub6onee gacto Bctpevarommmucs JAI'b sastores: cunapom XKunsbepa (5-10%), cunapom
Kpurnepa—Haiisipa (0,6-1%), Jlabuna—Ixoncona (0,2-1%).[3]. Bce nacnencrsennsie JII'b umerot
ONaronpusATHBIA MPOrHO3 M 3a4acTyr0 He TpeOyroT naxe JiedeHHs. B To ke BpeMs CHHIPOM
Kpurnepa—Haiispa u cunapom baiinepa uMerot cepbe3Hble )KU3HEYTPOKAIOIINE TOCIEACTBHSL.

Cungpom Xunebepa (CXK) BmepBbie OblT omucaH (QPaHIy3CKMM TacTPOIHTEPOJIOrOM
Asryctunom Huxons T['unbeptom B 1901 rony. Buenpenue renetmueckoro oOcienoBaHus B
KIIMHUYECKYIO MMPAKTUKY MMO3BOJIUIIO BBISIBUTH BHICOKYIO YACTOTY CHHAPOMA B TOMYISILIUU, OH UMEET
Mecto y 7-10% »xurteneit 3emHoro mapa. [5].B ocHOBe maroreHesa JEKXUT HapylI€HUE 3aXBaTa,
TpaHCIOpPTa WM KOHBIOTalMM OWIMpPyOMHAa B TeMarolUTaX, CBSI3aHHOE C T'eHETHYECKU
00yCIIOBJICHHBIM Je(eKTOM MUKPOCOMHOTO (pepMeHTa ypuauHaudochar-riatoKypoHUITpaHchepasbl
(YADPI'T), npu yyacTMM KOTOPOIO B MHKPOCOMAax IUTOIUIa3MAaTHYECKOH CeTH IPOUCXOAUT
CBsI3bIBaHKE OMIHPYOUHA C TTIOKYPOHOBOM KucioToi. 13-3a Hemoctarounoctu aktuBHOCTH Y IO T
MI€YE€Hb MOXET MOJHOCTBIO TEPATH CIIOCOOHOCTh KOHBIOTMPOBATh OMIHpyOuH. Taxke BaXKHYIO poOJib
UTpaeT HapylIeHHe TPAHCHOPTHOW (YHKIHUU OEIKOB, JOCTABISIONIMX OMIMPYOUH K MHUKpOCOMaM
rernaronuTa, B YaCTHOCTH, U3-32 HU3KOM aKTUBHOCTH TIOTaTHOHTpaHcdepassl. [1,3].

Cungpom Kpurnepa—Haiisipa onucan B 1952 r. amepukaHckuMu neauarpamu J[>KoHOM
Kpurnepom u Bukropom Haitsipa. Ha MonekyssipHOM ypoBHE e(eKT JOKaTU3yeTCsl B OJTHOM M3 5
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9k30HOB (1A—5) rena YVIOI'T 1*1. C paBHOI 9acTOTOW OH BCTPEUACTCS Y MATBYUKOB U JICBOYCK.
[Tarorenes cBsa3an ¢ orcyrcTBueM (1-it tum) win cauxenueM (2-it tun) aktuBHocTd Y DI'T. Tun
HacnenoBanus cunapoma Kpurnepa—Haiiapa 1 Tuna ayrocoMHO-periecCUBHBIN. Y pOBEHb HENIPSIMOTO
OunupyOuHa Mpu HeM B KpoBU npeBbimaet 200 MxMoits/i. [IpoucxouT HakomieHHe OWMpyorHa B
sJIpax ceporo BEIIECTBA TOJIOBHOTO MO3r'a, B PE3yJIbTaTe YETr0 Pa3BUBAIOTCA CYJAOPOTH, OIIMCTOTOHYC,
HUCTarM, atero3 u T.A4. [3,5]. Manudectupyer yxe B nepBble 4achl KH3HH, a THOEIb HACTYIMAET B
TEYEHHE IEPBOr0 Troja JKU3HM OT SAECPHOUW JKEITYXH HOBOPOKICHHBIX. l3MeHeHuil mnedyenu
(OMOXMMHYECKUX, TUCTOJIOTHUECKUX) TIPH 3TOM He oOHapyxwuBaioT. [Ipoda ¢ ¢pernobapOuTasiom He
naet pesynbrara (pernobapouTan nHIyupyeT akTuBHOCTL Y JIDI'T, HO B CBS3H C OTCYTCTBHEM 3TOTO
(bepMeHTa mpenapar He UMEeT TOUKH IPUII0KEHU).

[Tpu cungpome Kpurnepa—Haitapa 2 Tuma manugecTanus HaCTyImaeT HECKOJIBKO MO3Ke — B
nepBble MecAlbl KU3HU. [IposiBIeHNs CXOqHBI ¢ CHHAPOMOM | THIla, HO MEHEe BBIPAXKEHbI, TaK Kak
YADI'T npucyrctByer B renaTonuTax, XOTs aKTHUBHOCTh €€ 3HAYMUTEIBHO CHUXKEHA. YPOBEHb
HEKOHBIOTMPOBAaHHOTO OmnupyonHa B KpoBu He agocturaer 200 mxmouns/n. [3]. HdocraTouHO
s dexTuBHBI peHobapOuTan u dortorepanus. Tun HacnegoBaHusi cunapoma Kpurnepa—Haitapa 2
THIIA AyTOCOMHO-JOMHUHAHTHBIM.

Cunnpom Jlabuna—JI)xoncona omucan B 1954 r. ®posukom [IxoHconom u Hcummopom
Jabunom. Tum HaciaenoBaHUsI — ayTOCOMHO-JOMHUHAHTHBIA. YacToTa BCTPEUaeMOCTH COCTaBJISIET
0,2%—1,0%. Knuanveckune NposBICHUS OOBIYHO Pa3BHBAIOTCS y MYX4YHH B Bo3pacte 20—30 mer.
[Tarorene3 3akimodaercd B HECOCTOATENBHOCTH AT®d-3aBUCHMON TpPaHCIIOPTHOM CHCTEMBI
renaTonuToB (KaHaIbIIEB), B PE3Yy/IbTaTe YEro YXYAIIAeTCsl TPaHCHOPT OMIMpyOrHa B KelTdb U Jaxe
pa3BuBaeTcs ero peduIroKC M3 renaTouuToB B KpoBb. [6] KimHudeckas kapTUHa MpeacTaBieHa
MIOCTOSIHHOM kenTyxoil 0e3 3ydaa uiaM (peako) C HEBBIPAKEHHBIM 3YyJOM, OOJSIMH B MpPaBOM
noapedeppre € NEPUOAMYECKUM YCUJIEHHEM IO THUIy JKETYHBIX KOJHUK, BbIPaXXKECHHBIMU
JUCIIENICUYECKUMH  SIBICHUAMH M acTeHH3alued, cyOopeOpuInuTeToM, TrenaToMeraiven, pexe
cruieHoMeranuei. [3]

Ilesb: BBIABUTH M OLEHUTh KIMHUYECKHE OCOOEHHOCTH TEYEHUS MUIMEHTHBIX I'elaTo30B
pa3HBIX BUJIOB y MAI[IEHTOB B COYETAHUU C MOPAXKEHUEM OPraHOB MHILEBAPEHHUSL.

Marepuaabl U Meroabl. [IpoBeneH aHanu3 maccuBa amMOyJaTOPHBIX KapT NallMEHTOB,
oOpalaBmIUXCs B MEIUIMHCKOE YUPEXKICHUE 3a KOHCYIbTALMEl TacTpOIHTEpOJiora B TEUEHHE
KaJICHJIAPHOTO TO/a, BBIABICHO 55 citydaeB oOpamienus mamnueHtoB ¢ JII'b B Bo3pacte ot 16 mo 77
neT (cpenHui Bo3pacTt nanueHToB coctaBui 43,6 ser). B ux uncne 27 (49,1%) xenmun, 28 (50,9%)
Myx4uH. Hamuume JII'B Obuto BepuuIMpPOBAHO aHAMHECTMYECKHMMM CBEICHMSAMU O HaJIU4UU
PELIUIUBUPYIOIIEH JKEJNTYyXH, aHAJOTUYHBIX CIy4aeB B CeMbe Yy OMKalIIMX KpPOBHBIX
POJICTBEHHUKOB, B TOM 4MCJI€ JOKYMEHTHUPOBAaHHBIX I'€HETHYECKUMH HuccienoBanusmu. Ilpu
MPOBEJACHUN HMHCTPYMEHTAIbHBIX MeTonoB muarHoctuku (Y3U, MPT, OI'JIC) wuckmoudeHa
CTPYKTypHasi naTtojorus nedyeHu. CepojaoruyeckMMM TeCTaMHM MCKIIOYEHO HaIM4YMe XPOHMUYECKHX
BUpYyCHbIX TemaTuroB B m C, a Takke BUPYCOHOCHUTENIBCTBO. B 1nuMHaMumke Ha OCHOBAaHUU
MEIULMHCKOM  JIOKyMEHTAllMUW  BBIABICHbI  (aKThl  TMOBBIMEHWS  ypOBHA  OOmero u
HEKOHBIOTHPOBAHHOIO OMIIMPYOMHA B OTCYTCTBUE MPU3HAKOB LIUTOJIM3A U X0JIeCTa3a.

Pesyabrarsl

IIpu oOpawienun Kk racTpo3HTeposiory Brepsbie quarHo3 JI'b 6bu1 nocrasnen 35 nanuenram
u3 55 (63,6%), a 'y 20 (36,4%) mauueHTOB HA MOMEHT oOpallleHus JaHHBIA JUAarHo3 yxe ObLI
yCTaHOBJIEH. Y BCEX MAIMEeHTOB OTMEYAJOCh IOBBIIIEHHE OOIIero OMIMpyOMHA 3a CuUeT NpPsIMOM
¢dpakunu (10 yenosek — 18,2%), 3a cuet HenpsiMoit ppakiuu (30 —54,5%) u 'y 15 naumenTos (27,3%)
— 3a cyeT 00eux (paxiuii.

YcranoneHo, uto 6 (10,9%) nmanneHToB ObLIN HampaBiIeHbl K TaCTPOIHTEPOJIOTY APYTUMHU
crienuanucTaMu (KapJIuoJioroM, JIepMaTojOroM, THMHEKOJOroM) M Ha MOMEHT OCMOTpa He
NPEIbABISUIM HUKAKUX kao0. [TanmeHToB, caMOCTOATENbHO 0OpAaTUBIIMXCS K TaCTPOIHTEPOJIOTY,
yale Bcero 0ecrnoKouian abioMUHaIbHbIE 00JIM B TpaBoM noapedepne (13 yenosek — 23,6%), pexe
60mu B snuractpuu (4 — 7,3%). JloMuHUpOBaIM pa3HOOOpa3HbIe BapUaHThI AUCHENCcUu: uxora (12
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— 21,8%), TornoTa (9 — 16,4%), meteopusm (6 — 10,9%), 3amopsr (8 — 14,5%), nuapest (2 — 3,6%),
HeycToiuuBbli cTyl (6 — 10,9%), miioxas nepeHocuMocTs xupHoi v (3 — 5,5%), ropeus Bo pTy
2 (3,6%). nble xanodbl 0TMeYanuch ¢ 4actoToi 1-2%. dakt oOHapy>KeHHs JKENTYITHOCTH KOXH U
MKTEPUIHOCTH CKJIep 0€3 3yzia MOCIYXKHII TOBOJIOM /sl oOpaieHus nuib 3 nanuentos (7,3%)

[Tpu oOpamenun 27 mauueHToB (49,1%) KOXKHBIE MOKPOBBI M CIM3HUCTHIE PACIIEHEHBI Kak
OOBIYHOW OKpacKd M BIJIAXHOCTH, JIeTKas CYOMKTepUYHOCTH ckiiep otmedena y 11 (20,0%),
uktepuaHocTh — y 12 (21,8%). OcMOTp s3bIKa B OOJIBIIMHCTBE CIyYaeB BhISIBUI HAJIET Y KOPHSA U 110
CIIMHE pa3HOM creneHu BblpakeHHOCTH B 40 ciyuasx (72,7%). IlanpnaropHas 0071€3HEHHOCTh
YKMBOTA B IIpaBOM Toipedepbe umena mecto y 13 genosek (23,6%), y 7 uenosek (12,7%) BoisiBiIeHA
YyBCTBUTEIBHOCTb B 3IIUIacTPUH, B N0JIOBUHE ciiyyaeB 27 (49,1%) nanpnanus ;KUBOTa BO BCEX €T0
ornenax Obuta Oe300sie3HEHHA. B eAMHWYHBIX ClydasX OTMEYeHa OOJIE3HEHHOCTh B IPOEKLIUHU
COJIHEYHOT'O CIUIETEHUS Ha MEPEIHIO OPIOIIHYIO CTEHKY U MO X0y TOJICTOM KUIIKHU (TI0 2 ciaydas —
3,6%). B 6onpmmHCcTBE citydaeB narnueHTsl ¢ JI'b otnmuyanuce HopmansHO#M Maccoit Tena ¢ UMT B
rpanunax 18,9-24,9 (40 yenosek — 72,7%), y 8 uenosek (14,5%) — uzosrtouna (¢ UMT menee 30,0),
B 4 cnyvasx (7,2%) ormeuancs ee nedurut (MMT menee 18,9).

Bce nmanuentst ¢ JII'b umenu te win wHbIE 3a00JI€BaHUS MUIEBAPUTEIHLHOTO TPAKTa, JJIs
kotopeix JI'b, BeposiTHO, ciyxuiau npemMopOouaHeiM (oHOM. B mepByro ouepenp, HMenach
«3aMHTEPECOBAHHOCThY» MNaHKpeatoOmnuapHoit cucreMbl. [lo nmanusiM Y3 u MPT opranos
OproIIHOM TosTocTH U , y 24 (43,6%) 00cnenoBaHHBIX TUArHOCTUPOBAHBI MPU3HAKHA XPOHUIECKOTO
xonemuctuta. B 12 (21,8%) cinyyasix wuMenu MecTto yMepeHHble aud@y3Hble H3MEHEHUs
MTOJDKEITYIOYHOM JKeNle3bl 10 TUITYy €€ JIMIIOMAT03a W KapTHHA KUPOBOW auctpoduu nedeHu. Y 8
nanueHToB (14,5%) BbIsiBIeHa aHOManus (QopMbl KeruHoro my3bips, B 4 (7,3%) HaOmroneHusx
oOHapyXEHBI MMOJIMTIOBUIHBIE TPUCTEHOYHBIE 00pa30BaHMS JKEITYHOTO ITY3bIPsl, Y OJHOTO MAIHEeHTa
(1,8%) obnHapyxeHbl >XenuHble KOHKpeMeHTH, B 5 (9,0%) cimydasx oTMedeHa He3HaYUTeNIbHas
cruieHomeranus, B 2 (3,6%) — eqMHUYHbIE TEMaHTUOMBI TI€UEHHU.

B uucne apyroit matojaoruu oTMeuYeHbl U3MEHEHHUS CO CTOPOHBI Mouek: KUCTHI B 3 (5,5%)
clly4aeB, MPaBOCTOPOHHUH HedponTos (4 ciayuast — 7,3%), HedponuTras (2 dyenoseka — 3,6%).

DHJOCKOIIUYECKUMHU HCCIEAOBAHUSAMU BEPXHUX OTMAEIOB IMUIIEBAPUTEIHHOIO TpaKTa
BBISIBJICHBI pa3inuHble POpMbl XpoHUUeckoro racrputa y 12 (21,8%) mauuentos, y 8 (14,5%) —
ractpoayoJeHut, y 5 (9,0%) — pedumrokc-330darut Ha dhoHe HepocTarouHocTH kKapauu u ['TIO/] u
peduirokca )KeyI04HOT0 COJIEP>KUMOTO B MHILEBOI.

BriBoabl.

1.HacnenctBeHHass marosiorusi MUTMEHTHOTO OOMEHa B MPAKTUKE TacTPOIHTEpOJIora
BCTpEUaeTcsl HEPEAKO, U, KaK MPaBUJIO, €€ MPOSBICHUS MACKHPYIOTCSI CHMIITOMATHKOM 3a00J1eBaHU
BEPXHHUX OTAEJIOB MUIIEBAPUTEIHLHOIO TpakTa. B OonbIIMHCTBE cilydyaeB MOBOJOM JJisi oOpalieHus
nanueHToB ¢ J[I'b sBisercss 6oieBOl CHHAPOM B MPaBOM IMOApPEOEphE, COMPOBOKIAIOIICHCS
MIPOSIBJICHUSIMU JKEITyJOUHOM 1 OMIIMapHON JUCTICTICHU.

2.B AByX TpeTsax ciydaeB 3Ta MaTOJIOTUS TUATHOCTHPYETCS KaK clydyailHas HaxoAka B
npouecce audQepeHuanbHON TUATHOCTUKU TATOJOTHYECKUX COCTOSHHM, MPOTEKAIIUX C
KOMOHMHAIIMEH pa3INuHbIX AUCIIEIICUYECKUX PACCTPOUCTB.

3.IIpu sTOM y Bcex OOpaTHBIIMXCS BBISBICHO TIOBBIIICHHE YPOBHA OunupyOuHa B
OMOXMMHYECKOM aHaJu3€ KPOBU, KOTOPOE B OOJIBIIMHCTBE CITy4aeB UMEJIO MECTO U B JTa0OPaTOPHBIX
TecTaX, OTPAKEHHBIX B MEUIIMHCKOM TOKYMEHTAIIUH MalueHTa.

4.00pamaer Ha ceOsd BHUMaHUE TOT (DaKT, UYTO UKTEPHUUYHOCTh KOXHM PAa3HOW CTENeHU
BBIPQ)KEHHOCTH OTMeYajach JHIIb B IOJOBUHE CIy4aeB, M, KaK MPaBUJIO, IPU COIYTCTBYIOLIEH
NaTOJIOIMU NaHKPeaTOOUIMapHON 30HBI.

5. BbIsBUB y manueHTa MOBBIIIEHHE YPOBHS 0OIIero OumnupyOuHa u ero (Gpakiuii, Hy*HO
NPEANPUHATh YCHIIUS HE TOJIBKO 1O MCKIIOUEHHIO OCTPBIX M XPOHUYECKHUX 3a00JI€BaHUI NEYeHU
BUPYCHOH ATHOJIOTUM, HO M HCKJIIOYHUTh HACJIEJICTBEHHblE IHMIMEHTHBIE TeNaTo3bl Kak
npeMopOuIHbIN (OH ApYrux 3a00JIeBaHUI OPraHOB MUIIEBAPECHUSI.
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6. Ilpm BOyMYMBOM BHUMATEIILHOM OTHOLIEHUMM ycTaHOBUTh Hanmuuue JI'b He
IIPEACTABIISIETCS CJIIOKHBIM, HO THUIIMPOBAHUE KIMHHUYECKOIO BAapHAHTA HYKHO OCYILIECTBIIATH C
IIOMOIIBIO TEHETUYECKOTO TECTA.
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