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Beepnenue

Tepuonuueckast 6ose3nb (I1B), win cemeriHas cpe-
JIM3eMHOMODPCKast TMXOpajika, COBCEM HEIaBHO CUMTAIACh
PEIKO MaTojIorreit, KoTopasi B OCHOBHOM HAaOJTIOIAeTCsT
Yy HapoJIOB CPeNM3eMHOMOPCKOTO OacceitHa (apMsiHe, eB-
peu 1 apadbl). OqHAKO B HACTOSIIIEE BPeMsI OTMEYaeTCs
TEHJICHIINST POCTa 3a00J1eBa€MOCTH M pacIlIMPEHMSI Teorpa-
(huu pacnpocTpaHeHHOCTU TaHHOTO 3a0ojeBaHus [1]. Ha-
npumep, B Anonun cpenu 320 GOMBHBIX C Pa3TAYHBIMU
XPOHUUYECKMMM 3a00JIeBaHUSIMU JIETKUX Y 3 Oblj1a yCTaHO-
piaeHa I1b [2]. B Jlusane yactota I1b cocrasnsier 1:1000
JKUTEJIe apMSIHCKOW HaluoHaibHOCTU [3], yactora I1b
cpenu KypaoB Apmenun — 0,05% [1]. Hemocratounast oc-
BEJIOMJIEHHOCTh TTpakTH4Yeckux Bpaveii o I1b yacto npu-
BOIIUT K IMArHOCTUIECKUM OIIINOKAM.

PaznmmaabiMu aBTOpamMu OBIT TIPEJIOKEH PSIl Ha3Ba-
HUI1 3TOTO 3a00JIeBaHMS, B OCHOBY KOTOPBIX TIOJIOKEHA
OITHA U3 XapaKTEePHBIX YePT (TIEPUOTUIHOCTD, TICPUTOHMT,
STHUYECKAs MPeapacIioNioKeHHOCTh U p.). B aHmio-
SI3BIYHOM JTUTEepaType UCIoNb3yeTcss TepMuH «CeMeliHast
Cpean3eMHOMOpCKas JIMXOpAJIKa» (Familial
Mediterranean Fever (FMF). Ilon atum Ha3zBanuem I1b
BHeceHa B MKDbB X B rpynmne 3a0oneBanuii cyctapos. [1b
ObLTa IpU3HAHA CAMOCTOSITEIBHON HO30JIOTMIEeCKOM eT1-
HUIICH TTOCIIe OTKPBITUSI XPOMOCOMHOTO NieheKTa, Haxo-
JSIIErocss B KOPOTKOM Iutede 16-if xpomocoMbl [4].
B stuonoruu I1b paHee obcyxknanachk pojib MHGEKIUOH-
HBIX U ajulepruyeckux hakTopoB. B Hacrosiiee Bpemst
MOXHO CYMTaTh JOKa3aHHOW HACJIEICTBEHHYIO KOHIICTI-
uto atrojoruu [1b. Tunm nepemaun He CBSI3aH € MOJIOM
M YKa3bIBaeT Ha BO3MOKHOCTbH 3a00JICBAHUST Y MYKUMH
M XeHIIUH B cooTHoweHuu 2,3:1,0 [5]. B 1997 . 6pun
KJIOHUpoBaHbl oTBeTcTBeHHBIN 3a I[Ib ren MEFV
(Mediterranean Fever) u 8 oCHOBHBIX ero myrauuii. IeH
MEFV pacnionaraetrcst B KOPOTKOM Iutede 16-it XxpoMoco-
MBI LIEHTPUPOBAHHO OTHOCUTETHHO F'eHa FeMOTJIO0MHA-OL,
PSIZIOM € TeHaMU, OTBETCTBEHHBIMU 32 ayTOCOMHO-IOMU-
HAHTHBIN MTOJMKUCTO3 MOYEK 1 TyOepO3HbI CKIepo3 [4].
Kaxmast MyTarist MOKeT COYeTaThCs C Pa3IMIHBIM HAabo-
POM MUKPOCATEJUTMTHBIX MTOCJIEIOBATEIbHOCTEN, (hOpMU-
PYysI HECKOJIBKO TarioTuioB. OmHa U3 caMbIX pacIipocTpa-
HEHHBIX MyTaluii, M694V [4], cocTOUT B 3aMeHe BaTlHA
Ha METUOHMH B 694-M TOJIOXXEHUU 1 00pa3yeT raruTOTUITbI
A, B, E G u gp. Bce rarioTunsl cOCTaBISIIOT POJACTBEH-
HYIO CEMBIO He TOJIBKO 1Mo M694V, HO U TTO psity MACHTHY-

HBIX YYACTKOB B APYTMX MUKPOCATEJTUTHBIX MOC/IEA0BA-
TEIBHOCTSAX. DTO TaKKe MOATBEPXKAAET MPEANOIOKEHUE
O TYTSIX COXPaHEeHUsT Win BO3HUKHOBeHUs [1b B aTHUYe-
ckux rpynnax. I[lpruyvHa coXxpaHEHUSI HOCHUTEJIbCTBA
MEFV ocrtaercst HeSICHOM, OMHAKO COYETaHUE C MHOTO-
YUCJIEHHOCTBIO aJlieJiell JAHHOW MyTallid CBUIIETEJIbCT-
BYET O OJIArONPUSTHBIX YCJIOBUSAX €CTECTBEHHOTO 0TOOpa
reTepo3uroT — Hocutesel atux auienei [5]. [TpogykTrom
MEFV gBnsercd 0el0K NUPUH, WIA MApPEHOCTPUH.
O@OyHkimm Oeyika OCTaloTCs HEBBIICHEHHBIMU, OTHAKO
B CTPYKType MUpPUHA OOHAPYXEHbI YYaCTKU, MO3BOJISIO-
e oTHecTH ero K RoRet-ceMbe 6e1KOB siapa, 00JIbLIMH-
CTBO U3 KOTOPBIX SBJSIIOTCS (haKTOPaMU TPAHCKPUITLIMU
B KJIETOYHOM siape. OMHO U3 OTIMYUTESbHBIX CBOWCTB
o1ux 6enkoB — Hammuyue B30.2-nomeHa. Bece BbIsiBiieH-
HbIE B HACTOSILEE BPEeMsI MyTallMU, aCCOLIMUPYIOIIMECS
¢ 1B, xacatorcs usmeHenuit B B30.2-301e nupuHa [3,6].

B 3aBUCUMMOCTU OT KJIIMHUYECKOW KapTUHBI BbIACIIS-
10T a0JOMUHAIbHBINA, TOPaKaJIbHbIN, CYCTABHON U JINXO-
panouHsblii BapuaHThl [1b. Bece BapuaHThI, KpoMe mepuo-
JUYHOCTU T€UEHUS, BKIIIOYAIOT 2 00513aTeIbHBIX CUHIPO-
Ma: KpaTKOBPeMEHHbIN nuddy3HbIil acenTuyeckuil ce-
PO3UT U BBIPAXKEHHYIO JINXOPAJKY, — KOTOPbIE B T€UEHUE
HECKOJIbKUX JHEW CaMOCTOATEbHO MpoxondT. bose3Hb
HAYMHAETCS MTPEUMYILIECTBEHHO B JETCKOM WJIU IOHOIIIE-
CKOM BO3pacTe, yallle y My>XUWH, U XapaKTepU3yeTcs Xpo-
HUYECKUM TEYEHUEM C ODOOCTPEHUSIMU U PEMUCCUSIMU,
BO3HUKAOIIVMU IO PA3JTAYHBIM TPUYMHAM U Yepe3 pas-
Hble MPOMEXYTKU BpeMeHu. [lpuctynm piutcs oT He-
CKOJIBKMX 4acoB A0 3 cyT. MeXIpUCTYITHbIA MHTEepBaJ
Y OIHOTO W TOTO X€ MallMeHTa MOXET COCTAaBJISTb He-
CKOJIBKO JTHEW 1 MECSILIEB, HO HAOTIOAAI0TCS U PEMUCCUU
JI0 HECKOJIBKUX JIET. AOIOMUHATbHBIN BapUaHT BCTpeva-
eTcsty 91% GONBHBIX [ 5] ¥ CONTPOBOXKIACTCS CUMIITOMAMU
pa3npaxeHusi OpIOLIMHBI, CHUXEHUEM IePUCTATBTUKHA
KUIlleYHUKa. B maronornyeckuii mpouecc BOBIEKAIOTCS
Cepo3HbIE 00O0JIOYKH, a 3aTeM DPA3BUBAIOTCS OOLIUE TO-
MEOCTaTUYECKUE CABUTU U U3MEHEHUS B PA3JIMYHbBIX Op-
raHax ¥ cucTeMax opranusma. TopakaJbHbIi BADUAHT Xa-
paxkTepusyeTcsi pa3BUTUEM AacCENTUYECKOIro ILJIEBpUTA
u otMevaeTcst Y 57% GONMbHBIX [5]. ApTpaJrK U apTPUTHI
BO3HHUKAIOT y 45% MallMeHTOB [5] M UMEIOT JIeTyuunid Xa-
paKTep C MOPaKeHUEM KOJIEHHBIX U TOJIEHOCTOITHBIX CYC-
TaBOB, HE OCTaBJIsIsl NPOAU(EPaTUBHBIX U3MEHEHUI TTOC-
Jie OKOHYaHus1 npuctyna. CaMbIM 3HAYUMBIM TPOSIBJIE-
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HueM [1b aBnsiercss AA-aMuIonI03, ONpenesIsTIOINi TS -
XKeCThb 1 MPOrHo3 3aboyieBaHus. PacrnpocTpaHeHO MHe-
HHE O HacJIeICTBEHHOM XapakTepe amuiouao3a rnpu [1b.
Heneuensrit AA-amunonno3 B pamkax [1b porpeccupy-
et 6oJiee ObICTPBIMU TEMITAMU, UeM BTOPUYHBINA AA-aMU-
sonno3: 10-1eTHsIs BBKMBaeMOCTh cocrasisieT 24% [6].
AMMIONIO3Y YaCcTO COIYTCTBYET CIieHoMmeranus [7].

B nocnegHue ronsl BBoagUTCs MoHsTUE TsikecTu [1b,
TIPYA 3TOM B Ka4eCTBE KPUTEPHs YIUTHIBAIOT TTPOIOJIKM-
TeJIBHOCTB MpHUCTYIIA (6ojee 72 4, 24—72 4, meHee 24 4),
ero yactoty (bonee 2, 1—2, pexe 1 pa3a B Mecsiin), ade-
KTUBHOCTh KOJIXUIIMHA (Hed(h(HEKTUBEH, YaCTUIHO 3(]-
dektuBeH, achdexkTuBeH) [5]. XapakTepHbIii MIpU3HaK 3a-
0oJieBaHMS, UMEIOIINI TMAarHOCTUIECKOEe 3HAYCHUEe, —
5TO CTEPEOTUITHOCTD ITPUCTYIIOB. B MEXXTIpUCTYITHOM TTe-
puojie 00JIbHBIE UYBCTBYIOT CE0sI MPAaKTUUECKHU 310POBbI-
MH. HekoTopsle manueHTsl CBA3bIBAIOT HAYaI0 IIPUCTY-
noB [1b ¢ yMCTBEHHBIM 1 (PU3NUECKUM TepeHATIPSKEH M -
€M, SMOLIMOHAJIbHBIM CTPECCOM. Y 4acTy OOJIbHBIX OTME-
YaIOTCSI CUMIITOMBI-TIPEIBECTHUKM: TIJIOXOE HACTPOSHME,
o0lIee HegoMoraHue, ci1abocThb, MOTePsl anreTuTa, YyB-
CTBO TOCKH, CTpaxa, roJI0OBHasI 00JIb, COHJIMBOCTD M T.JI.

B 1983 1. H. Brunner u coaBT. IpeIIOXUIN CICIYIO-
mue auddepeHInaIbHO-IMarHOCTUYEeCKE MPU3HAKU
3a00J1eBaHMUsI:

— nuxopanka 1o 38—39°C;

— abJOMUHAJITUN;

— TUICBPUT;

— CyCTaBHBIC TIPOSIBIICHUSI;

— DPUBUIICTIONTHAS IPUTEMA;

— aMUJIOUIO3;

— OTATOLIECHHbIN CEMEMHBI aHAMHE3;

— reorpaduyeckoe IPOUCXOXKICHNUE;

— TepareBTUIeCKuil 3(pdeKT KoaxuiimHa (moKasa-

TEJIbCTBO «eX juvantibus»);

— HEHYXXHBIC OTIepaTUBHBIC BMEIIATEIbCTBA;

— CIUTICHOMETaJIHSI.

IlepeueHs Gosie3Hel, KOTOphIe ClaeayeT UCKIIOUYUTh
IpY TIOCTAaHOBKE MMAarHo3a, 3aBUCUT OT TOTO, KaKHe
CUHAPOMBI cuuTaroTcs Beaywumu npu [1b.

B cBsI31 ¢ OTCYTCTBMEM TOYHOM 3THOTIATOTEHETHYC-
ckoii koHnenuuu [1b Borpockl mpohMIakTUKY 1 Jieye-
HHS OCTalOTCSl HEe IO KOHIIA BBIICHEHHBIMHU. Bo Bpems
MIPUCTYTIA IITUPOKO IMPUMEHSIOT HECTePOUIHbBIC TIPOTH-
BOBOCTIAJIMTE/IbHBIE TIpeTiapaThl, OCIA0ISIONINE OCHOB-
HbIe KIMHWYECKHE CHUMIITOMBI TIPUCTYIa Oaromaps
CBOEMY TUITIOTEPMUYECKOMY U OOJICYTOJISIIOIIEMY IeHCT-
BUI0. B HacTosIIIIee BpeMsI C yCIIeXOM ITPUMEHSIETCST KOJI-
XULWH, KOTOPBIUA SBIsIeTCS 3(DHEKTUBHBIM CPEACTBOM
npu poPUIaKTUKe U JiedeHUn amuiionno3a npu [1b.
MexaHU3M IEUCTBUS KOJXMIIMHA ITOKa HE COBCEM IIO-
HsareH. [To mHenuio O.M. BuHorpamoBoii 1 COaBT., Te-
parieBTUYEeCKOe IeCTBUE MpernapaTa 00yCI0BICHO CTa-
ounum3zanuein MeMOpaH JIEMKOLIMTOB, UTO TIPEISITCTBYET
KJIETOYHOI nmerpaHynsiuuu [8]. A.A. AiiBa3siH CUmMTAaeT,
YTO JIeueOHbI 3(P(EKT JaHHOTO IpernapaTa CBsI3aH C pe-

a1

rynsauueit pynkuuu T- u B-cuctem tumMdonurTos, a pe-
TSI OOMEHHBIX M (DePMEHTATUBHBIX IIPOIIECCOB
npoucxoaut BTopudHO [9]. IlojmoxuTenpHO AeiCcTBHE
KOJIXMIIMHA MPU aMuJionao3e, 1o gaHHeiM E.M. Tapee-
Ba U COABT., CBSI3aHO CO CHIDKEHMEM CUHTEe3a 1 BhIeie-
HUS 3a TIpelesibl KJIIeTKu SAA-TIpoTerHa U MOJaBJIeHU -
eM 00pa30BaHUSI HEPACTBOPUMBIX (GDUOPUIII aMUJIOUIa
[10]. BombIIMHCTBO aBTOPOB PEKOMEHIYIOT MEpOpaib-
HOE TIPUMEHEHNEe KOJIXUIIMHA IO 1—2 MT B CyTKU B 2—3
MpreMa Kak IpU HEOCTOXHEHHBIX, TaK 1M MPU OCIOXK-
HeHHBIX amutonao3oM dopMmax I1b. JleueHne Komxuim-
HOM TIPOBOIST PETryJIsSIpHO U JUINTENbHO. BMmecTe ¢ Tem
KOJXWLMH W3HadaibHO HeaddektuBeH y 15—20%
6osibHBIX. DaKTOPBI, CIIOCOOHBIE MpeacKa3aTh 3GQeKT
KOJXUIIMHA, B HACTOSIIIIee BpeMsl HEU3BECTHHI [§].

I1puBoaum codcTBeHHOEe HabmoaeHue ciaydas [1b.

Onucanue cnyvad

BonbHoit M., 36 ner, HaGmomaeTcst Ha Kadenpe da-
Kkynsrerckoil tepanun PIMY ¢ 2006 . Cuuraer cebs
OOJILHBIM C 8-JIETHETO BO3pacTa, KOraa BIIepBhIE CTaJl JKa-
JIOBaTbCSl Ha 0OJIM B HWXXHUX OTAENIaX TPYAHON KIIETKU
C Mppajuvalueid B JOMAaTKy U IJI€Y0, OJBIIIKY, MOBbILIE-
HUe TeMrnepaTypbl Teaa a0 38,5°C, 6ecripuunHHbIE 001
B TOJICHOCTOITHBIX, IJICYEBBIX M KOJICHHBIX CycTaBax. Ta-
Kre SMU30AMYEeCKHe MPUCTYIbI BO3HMKaIM 1—2 pasa
B roa. C 14 net HabmMogaMMCh OO0 «I10 BCEMY JKUBOTY>»,
MHOIAA C TOLIHOTOW M PBOTOM, MPUHOCSILEH obJierye-
HMe, TIOBBIIIICHUEM TeMmIeparypsl Tenaa mao 38,5—39°C.
IMpuctynel pmmmmuck B cpenHeM 2—3 QHS, COMPOBOXKIA-
jymck 3anopom. Crryeta 1—2 gHS Mocjie MHTEHCUBHBIX
Oosteit Ha (oHe royioga 0OJIEBOI CUHAPOM ITOCTEIIEHHO
YMEHBIIAJICSI W B TCUCHUE THS TTOSBIISUICS KUIKUI CTYJT
0e3 TaTOJIOTUYECKUX TTpUMeceii, Ha BTOPbIC CYTKH HOP-
MaJIM30BBIBAJIach TeMIIepaTypa Tena. YacTo mepen mosiB-
JICHWEM 3TU30/10B 00Jiell B XXKUBOTE OOJBHOU OTMEYaeT
«aypy»: C1a00CTb, TOJIOBHY1O 00J1b, OTCYTCTBUE aIlIleTUTa,
TolHoTy. [Tapokcuamebl 0oJeii TPOXOISIT CAaMOCTOSITEb-
HO, B MEXIIPUCTYITHBII TIEPUOI TTAIIMEHT YyBCTBYET CeOsI
3[10POBbIM, PA0OOTOCITIOCOOHOCTh COXpaHEeHa.

BonbHOIT HEOMHOKPATHO KOHCYIETUPOBAH XUPYPIOM
B Poccuiickom HayyHoM LieHTpe xupypruu PAMH: kiu-
HMUYECKMX TTPU3HAKOB TOHKOKHUIIIEYHON HEITPOXOIUMOCTH
HET, MOKa3aHMI1 K OIepaTUBHOMY JICYCHUIO HE BBISIBIICHO.

Kanyercst Ha nepuoanyeckre 00U U TIpUIyXaHUE
MIPaBOTO TOJICHOCTOITHOTO U TIJICYEBBIX CYCTaBOB, COBIIA-
JaoIIre MO BPEeMEHM C OOJSIMU B XXUBOTE U JIUXOPALI-
Koii. OTMe4aeT CHMUKEeHMEe MacChl Tejla Ha 5—6 KT 3a 1o~
clenHue 2 roma.

IIpu ocmoTpe: 6OJLHOM MOHUXEHHOTO MUTAHUSI, POCT
192 cm, macca tenna 57 K. ApMsiHuH, 36 jieT. Tun KOHCTH-
TYUMM acTeHW4YecKuil. [Ipu3Haku AMCIUTa3uy COeOUHU-
TeJIbHOI TKaHU: TOTUYECKOoe HEOO, apaXHOJAKTUIIMS, CKO-
1mo3. KoctHast cucrema 6e3 natonoruu. KoxHbie mokpo-
Bbl OOBIYHOM OKpacKku, YucThie. [lepudepnyeckue 1mm-
datnyeckne y3iabl He ManblupyoTcs. OTEKOB HeET.
Y — 19 yo/muH. B jerkux npixaHue BEe3UKYISIPHOE,
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xpuribl He BeicaymuBatorcss. YCC — 100 yo/muH. A —
120/70 Mm pr. ct. ToHBI cepala SICHBIE, PUTM TTPaBUIb-
HBIM, TAXUMKAPAUS, CUCTOJIMYECKMN IIIYM Had BEPXYLIKOMU
cepaua. A3bIK 006J10XKeH y KOPHSI CEpOBATbIM HAJIETOM, CY-
xoBaT. Ha koxe B 00J1acTh KPbLIbEB MOAB3AOIIHbBIX KOC-
Teil ¢ 00erx CTOPOH — BUTUIUTO. 2KMBOT HE yBEJIMYEH,
TPaBWJIBHOM (hOPMBI, HE YJaCTBYeT B aKTe IbIXaHUsI, 00-
JIE3HEHHBII MPY MaJIBITAIIMK BO BCEX OTIENAX, IMPUCYTCT-
BYIOT CUMITTOMBI HalpsiKeHUsI OprolrHbl. [lepucransru-
Ka BbICyllIMBaeTcsl, He ycuieHa. [latonornueckux odpa-
30BaHUI He BbISIBIIEHO. B JIeBOM 1oapedephe najablupy-
eTCsl yBeJIMICHHAs ceJie3eHKa. Pasmephl riedeHr — B HOP-
Me. ZKeauHbIi my3bIpb He najbnupyetcs. [louku He najib-
mupyroTcsd. CHMITOM TOKOJIAYMBAaHUSI — OTPUIIATE/Ib-
HBIII ¢ 00eMX CTOPOH, MOUYEWCITyCKaHWE CBOOOIHOE,
He yJalleHHoe, 0e300e3HeHHoe. CTyn 6e3 maTojiornye-
CKHUX TIpuMeceii, 3amop 10 3 cyt. [Tocie pa3pemieHust 60-
JIEBOTO CHIIPOMA B KMBOTE — TTOHOCHI 10 3 pa3 B CYyTKMU.

YuuThiBasi, UTO B KIMHUYECKOI KapTUHE 3a00JieBa-
HUs nipeobJianan 00JieBO CUHIPOM B XKMBOTE C Yepeao-
BaHMEM MOHOCOB U 3arnopoB, nuddepeHInaTIbHbINA I1-
arHo3 MPOBOIMIN MexXay 0osie3Hbio KpoHa, muMdomoii
TOHKOW KHWIIKHM, aMUJIOMI030M KHUIIIEYHHUKA, TyOepKy-
JIe30M KMILIEeYHUKA, UEPCUHMUO30M, 00JIE3HbIO YUMILIA.

ITo 1aGopaTopHBIM JAHHBIM: B KITMHUIYECKOM aHaJIM-
3¢ KpOBU B IMHaAMUKe (Ha (poHe 00J1eBOTro abIOMUHATb-
HOTO CMHAPOMA) OTMEUYECHO IMOBBIIICHUE JICHKOIIUTOB 10
9,6—11,9 x 10°/1, ¢ HOpMalM3aLMeil TOKa3aTesl MpU
oTcyTcTBUM OoJieit. DopMylia KpOBU He U3MEHEHa, aHe-
MUM HE BbIsIBJIeHO. B aHanu3e Mmoun — 6e3 naroJiornye-
ckux udmeHeHmii. RW, HBs-anturen, anti-HCV, antu-
tena K BUY — orpuuarensHbie. B aHanuse kana — siii-
11a TeJIbMUMHTOB, MpocTeliliie He ooHapyKeHbl. [1pu no-
ceBe Kajla dHTepoOaKTepuil He 0OHAPYKEHO.

B OnoxumMmunueckoMm aHaiu3e KpoBU MOKazaTead —
B TIpeneiax HopMbl, HO C-peakTUBHBIN 010K BHICOKOI
YYBCTBUTEILHOCTHU MOBBIIIEH 10 12,51 Mr/n (Tipu HOpMe
0—5 Mr/n) ¢ HopManu3aluMel mokKasaressl TPy CThXa-
HUU 6oseBoro cuHapoma. Ilpu ncciegoBaHUM UMMYHO-
JIOTMYECKOTO CTaTyca BBISIBICHO CHIDKEHHE MPOIICHTA
(arounTUpyomnx HeHTpoPUIOB B nepudepndecKoii
KpoBH U MoBbilieHue ypoBHs IgE 1o 156 ME/Ma (nipu
Hopme — 10 87 ME/m).

Mapkep KapUMHOMBI MNOMXKETYIOYHON >XeJIe3bl
CA-19-9 — orpunaTenbHbIt, MPOCTATUYECKUI CITCIIN-
(bryeckrii aHTUTEH, MapKep paka KWIIIeYHUKa — pe-
3yJIbTAThl OTPUIIATEIBHEBIE.

[laHHble MHCTPYMEHTaNbHbIX METO[I0B HCCNefoBaHud

Y3U 6prownoit nonocmu u noyex: paamep IpaBoii 10-
M riedeHn 14,2 ¢M, 3XOCTPYKTypa OJHOPOIHAsI, Cpel-
Hell 3XOreHHOCTHU, 0€3 0YaroBbIX U3MeHeHU. BHyTpu-
TIEYeHOYHBIC TIPOTOKMU U COCYIBI HE pacIIMpeHbl. XKerd-
HBIA My3BIpb pasMepoM 6,5 x 3,0 cM, CTEHKHU Iy3bIps
yronieHbl 10 4—5 mM. [MomxkenynouHas xee3a ¢ 4eT-
KMMU POBHBIMU KOHTYpaMu, pa3MepoM 2,8 x 2,3 x 2,4 cm.
DXOCTpyKTypa HEOZHOpOAHAs, Ha (oHe CHUXKEHHOI
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9XOTEHHOCTHU — TUTIEPIXOTEHHbIE BKIIIOUeHUsI. BupcyH-
TOB IPOTOK He paciivpeH. Beimmora B caTbHUKOBOM CyM-
Ke HeT. bpromHoit otaen aoptel 6e3 ocobeHHocTei. Ce-
ne3eHka pasmepoMm 12,0 x 5,5 cm, ogHopoaHas. [Touku
C YeTKUMU POBHBIMU KOHTYpaMM, HOPMaJIbHBIX pa3Me-
pOB. 3akiioueHne: XpOHUUECKM OecKaMeHHBIN XoJie-
LIUCTUT, XPOHUIECKUI ITAHKPEATUT.

HUppueockonus: opraHUYECKNX NU3MEHEHUM B TOJ-
CTOI KUIIKE HE BBISIBICHO. YMEpeHHas JOJIMXOCUIMA.
CuHIpoM pa3apaxkeHHOM TOJCTON KUIIKH.

Kononockonus: xonoHocKoIn DK3epa IMPOBEIeH Ha
50 ¢M 10 TpaHUIILI CUTMOBHUIHOM M HUCXOISILENH 000104~
HOI1 KUILIKU, TJe UMeETCsI BhIpaXKeHHBII (DUKCUPOBAHHBIN
u3ru0. [IpocBeT TOHKOM KUIIKKY HE U3MEHEH, CJU3UCTAsT
o0os0uka po3oBasi, bapxaTucras. MieolekanbHbIi Kiia-
MMaH CPEAHUX Pa3MEPOB, YCThE €T0 COMKHYTO ¥ OPUEHTHU-
POBaHO B KyI10J ciernoil Kuiuku. [IpocBeT TocToi Kuli-
KU BO BCEX OTAeIaX He M3MEHEH, CKJIAKK BbIPAXKeHBI, TO-
HYyC KMIIIKA COXpaHEH, ITePUCTAIBTUKA aKTUBHas1. Cam3n-
crast 000JI0UKa CJIEeTOoM, BOCXOAsIei, 000104YHOM, HUC-
XOMSIIIEN YU CUTMOBUIIHOM KUILIKM PO30BAsl, COCYIUCTBIN
pucyHOK yeTkuii. CUTMOBHUIHAS KUIITKA U3BUTA, HE YN~
HeHa. Crm3ucTast 000J109Ka MPSIMOM KUIIIKHY CJIeTKa THTIe-
peMUpoBaHa, HECKOJIbKO OTEUHA, COCYIMCTBHI PHUCYHOK
MecTaMU cMa3aH. 3aKJIIoueHNe: KaTapaJbHbII TIPOKTHUT.

buoncus npamoil Kuwku: MUKpoMatepuai npeacraB-
JIEH KyCOUKaMU CJIM3UCTOU O0OJOYKU TOJCTON KMIIKU
C YMEPEHHBIM XpOHUYECKUM BOCITAJICHUEM M KPOBOM3-
JIMSTHASIMUA B TIOBEPXHOCTHBIX OTIENIAX.

BOIIC (3aki0ueHue): 3HI0CKONMYECKUE PU3HAKU
XUaTaJIbHOU TpbKU. XPOHUUYECKUI TacTpOAYOJCHUT.
JyoneHoracTpaJibHBIN pedIIIoKC.

Komnoromepuas momoepagus opeanoé oprowHoi no-
Aocmu U 3a0prUWUHHO20 NPOCMPaHcmea: TICUeHDb He yBe-
JIMYeHa, ¢ YeTKUMU, POBHBIMM KOHTypamu. CTpyKTypa
MapeHXUMbl OMHOPOMHAsI, TOKa3aTeIud ITUIOTHOCTH —
B nipenesax HopMbl (60—62 ea. H). BHyTpuneyeHOUHbIE
JKEJTIHBIE TIPOTOKM HE PaCIIMpPeHBI. DJIEMEHTHI BOPOT
nuddepeHIIMpoBaHbl. 2KeTIHBIN Ty3bIph HE YBEJIMYCH,
¢ yromeHHoi 10 3,0—3,5 MM CTeHKOI U TepeTsIKKOMi
B obJiacTu TeJjia. B mpocBeTe my3bIpsi onpeaeisieTcst o -
HOPOIHOE XUAKOCTHOE comepxkumoe. Cene3eHKa Bapu-
aHTHOI opMBbI, paszMepamu 98 x 58 x 123 mm (Trocen-
HUIl pa3Mep — BepTUKaiabHBI). CTpyKTypa TOMOTeH-
Hasi, oobraHOM TmoTHOCTH (50—52 en. H). Ilomxkeny-
IOYHas Xejie3a pa3MepaMM: TooBKa 23 MM, TeJlo —
16 MM, xBocT — 17 MM, OJHOPOIHOM CTPYKTYpBI, yMe-
PEHHO IMOBHIIIeHHOM ToTHOCTH (50—52 en. H), KoHTY-
PBI 3Kese3bl crTaKeHbl. [1aToorny movyex He BBISIBICHO.
3a0proHHBIe TUMGATUUECKHUE y3JIbI HE YBEIMICHBI.
MaructpanbHble COCyIbl — B TIpeaeiax BO3pPacTHOM
HOPMBI. 3aKJIIOYeHHE: TIPU COOTBETCTBYIOIICH KIWHU-
YEeCKOM KapTMHE HE MCKIIIOYAIOTCSI XPOHUYECKUIA XOIe-
LIMCTUT, TAHKPEATUT. YMEpPEeHHas CIUICHOMETaJIHS.

OKI: cunycoBas taxukapnus no 102 yo/muH. Bep-
TUKAJIBHOE TTOJIOKEHUE 3JIEKTPUUECKON OCH Ceplia.



HOAWHUULUUCT

IxoKI: monoctu cepaiia He pacimpeHbl. CUCTONMM-
yeckast (OyHKLMSI coxpaHeHa. JlomosHuTeIbHAs XOpaa
B TIOJIOCTM JIEBOTO KEIylIOo4yKa K amlMKaJbHON TpeTh
MKII. Inacrommyeckas nucdyHkiums [ tumna. [Tpomaric
TepeaHeil CTBOPKM MUTPAJIBHOIO, TPUKYCITMAATLHOTO
kinanaHoB (0—1 cTereHn), TPUKYCIIMAAIbHAS PErypru-
Taumd | crerreHn.

Jnarno3. C yueToM KJIMHUYECKOI KapTUHBI 3200J1e-
BaHUs (pa3nuThle a0IOMUHAIbHBIE 0011 0€3 YeTKOi J10-
KaJu3alliu, COTTPOBOXIAIOIINECS TTOBBIIIIEHUEM TeMITe-
paTypsl Tejla, apTPaITUSIMM, 3aKaHYMBAIOIINECS Truape-
eil, JIeMKOLUMTO3 B Mepuo, IMPUCTYyIa 00JIeil, MosIBIIeHUE
CPII), HalIMOHATBHOM MPUHAIJICKHOCTH, JABHOCTH 3a-
OosieBaHMS (TIOSIBIICHUE TICPBBIX CUMIITOMOB B 8-JIETHEM
BO3pacTe), HUBEJIMPOBAHUS KIMHUYECKUX CUMIITOMOB
MpY IIpUeMe KOJXUIIMHA B 103¢ 2 T B CYTKM OOJTbHOMY
MOCTaBJIeH IMAarHo3 «Iepuoandeckasi 00Jjie3Hb, a010MU-
HaJlbHasg (opMa ¢ MPUCTYIIAaMUA YMEPEHHOM YaCTOTHI,
craaus 00ocTpeHus (YJIalieHUe MPUCTYIIOB)».

Bo BpeMst UHTEeHCUBHOTO 00JIEBOTO CUHAPOMA B KU1~
BOTe (C CUMIITOMaMM pa3apakeHUsl OPIOIIMHBI), coue-
TaBIIErocsi ¢ MOBBIIEHWEM TeMmImepaTypbl no 38°C
1 apTPaJTUsSIMU TUIEUEBOTO U TPABOTO TOJICHOCTOITHOTO
CyCTaBOB, 0OJIbLHOMY ObLI Ha3HAY€H KOJIXMIIMH B 103€
2 MT B CYTKHM B 3 IpreMa, 4TO MPUBEIO K YETKOMY TT0JI0-
XuteabHoMy ahdekTy. Yepe3 2 cyT maumeHT Kajnob He
TIPEIBSIBIISUL ¥ BEPHYJICS K OOBIYHOM TPYIOBOI1 AeSATEIb-
Hoctu. [1pu HaGaoneHUM O00JILHOTO B TEYEHUE rofa He
OTMEUYEHO PEeIUINBOB 3a00IeBaHUS.

0Gcyxpenne

TpyaHOCTb ITOCTAHOBKY IMArHO3a y Halllero 00JbHOIO
OODBSICHSIETCSl HAJIMYMEM BPOXICHHON Me3eHXMMAaJIbHOM
JVCIIIA3MM C TIOpaKeHMEM OpraHOB-MMIIICHEH: cepala,
OINOPHO-ABUTATEJILHOTO aIlapara, OpraHoB KeJIyIOYHO-
KHUIIIEYHOTO TpaKTa (aCTeHMYeCKask KOHCTUTYIINS, CKOJI-
03, apaXHONAKTUJIMSI, TOTUYECKOE HEOO, rpblXkKa MUIIEBO/I-
HOTO OTBepCTUS nracdparMbl, AeOpMaLIMs XKEeJTIHOTO TTy-
3bIpsI, JOJMXOCUTMA, TISPBUYHBIIM TIPOJIATIC MUTPAIBHOTO
U TPUKYCHUAAIBHOTO KJIalaHOB, AOMOJHUTEIbHAs XOpaa
B JIEBOM KEJIyIOYKE) — C BO3MOXKHBIM Pa3BUTHEM XPOHU-
YECKOro MaHKpeaTuTa (OTeYHO-00JIeBOI (DOPMBI) U XpO-

NUWTEPATYVYPA

HMUYECKOTO OecKaMeHHOTO XojierucTuTa. OmHaKO OCTaeT-
CSI HeSICHBIM T€HE3 JIMXOPAI0YHOTO CUHIPOMA.
CrnoxHocTtb quarHoctuku I[1b cBsg3aHa ¢ oTcyTcTBU-
eM UISI 9TOro 3a00JIeBaHUS PEIIAroIINX CUMITOMOB.
[Ipu mocTaHOBKE MMAarHO3a OrPaHUYMBAIOTCS BBISIBIIC-
HueM Benymux cuHapoMoB. E. Sohar u coasrt. [11] oxn-
HUMM U3 TIEPBBIX MPEIJTOXIWIN CICAYIOMINE KPUTSPUHN
IUJIST TIOCTAHOBKY AMArHo3a:
— BO3HUMKHOBEHME KPAaTKOBPEMEHHBIX JIMXOPam0d-
HBIX TIPUCTYIIOB C HEPETYISIPHBIMU MEXKIIPUCTYII-
HBIMU TIPOMEXYTKAMM;

— BO3HMKHOBEHME IIPUCTYMOOOpPa3HbIX OoJeit
B OPIOLIIHO MJIM TPYIHOM TTOJIOCTSIX U B KPYITHBIX
cycTaBax BMECTE C JIMXOPAIKOIA;

— OTCYTCTBHE APYTOro 3a00jieBaHUS C MOXOXMMU

CUMIITOMAaMU;
— BBICOKAsT BEPOSTHOCTb BOSHUKHOBEHUS TEPUpPE-
TUKYJISIPHOTO aMUJIOMI03a C TIOPaXKeHUEM ITOYEK;

— ceMelHBbIN xapakTep 3a00JieBaHUSI C ayTOCOMHO-

pelLIeCCUBHBIM TUIIOM HACJICIOBAHUS;

— TopakeHUe YPOoxKeHIIeB cTpaH OacceitHa Cpenm-

36MHOTO MODSI.

ITo muenuio B.M. ApytionsiHna u I.C. AkonsiHa [1],
BEIYLLIMMU CUHApOMaMU Uit auarHoctuku [1b sisistroTes:

— TMEPUOANYECKN BO3HUKAIOIINE PA3IMTON IepH-

TOHUT WU/WJIN TUIEBpUT (2—3 MHS), COMPOBOXAA-
JOIIMeCs CUIBHEUIITNM O0JIEBBIM CUHIPOMOM;

— JINXOpajKa, COIyTCTBYIOIIAas 00N,

— aMUJIOUIO3;

— TepareBTUYeCKUil 3 HEeKT KOIXULINHA.

ABTOPBI OTMEUAIOT, YTO AMUJIOMI03 Pa3BUBACTCS Ja-
JIEKO HE y BCeX OOJIbHBIX, a TepaImus KOJXUIIMHOM He
BCerja MPUBOIUT K TTOJOXUTETbHOMY 3(pdeKkTy, 1 cie-
JIOBaTEIbHO, TUArHOCTUYECKAsI LIEHHOCTh 3TUX KPUTE-
pHEB yCTymaeT IEPBBIM ABYM.

IIpencraBieHHbIA HAMU KAMHUYECKUI ciydail ne-
MOHCTPUPYET CIOXKHOCTh AuarHocTuku [1b, Bo3HuKal0-
Y10 U3-3a TOTO, YTO JUATHO3 CTABUTCS MMyTEM MCKITIO-
yeHus (diagnosis per exclusionem) Tex 3a0oJeBaHWIA,
KOTOpPBIE IO CBOEMY KJIMHUYECKOMY TCUCHHIO TTOXOXH
Ha onHy u3 ¢opwm I1B.
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