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PE3IOME

MpuBeaeHo KNMHMYeCKoe HabntogeHUe 6OSIbHOro C CMHAPOMOM NepeKpecTa ayTOMMMYHHOTO renaTuTa

1 NePBUYHOrO BUIMAPHOTO LUppo3a ¢ GpaTasbHbIM TOHKOKMLLEYHbIM KpOBOTeUeHMeM. [lnarHo3 Bepudu-
LUMPOBaH KINMHUKO-VMMYHOJIOTMYECKMU 1 BUAEOKANCYbHbIM METOAAMMN UCCNIEA0BAHUA U MOATBEPXKAEH
Ha ayToncuu. MpoaHann3npoBaHbl 0COBEHHOCTN TEUEHUSA U CIIOXKHOCTW AUArHOCTUKN JaHHOWM COYETaHHO

naTonornn.

KnioueBble cnoBa: KNMHNYECKNIA ClyYald; ay TOMMMYHHbIN CUHAPOM NepeKpecTa; ay TOMMMYHHbIV FrenaTuT;
nepBUYHBIV BUNNaPHDBIN LMPPO3; GpaTasibHOE TOHKOKMLLEYHOE KPOBOTEUEHNE.

SUMMARY

The authors presents the clinical case of autoimmune overlap syndrome: autoimmune hepatitis and primary
biliary cirrhosis with outcomes in the hepatic cirrhosis complicated fatal intestinal bleeding
Keywords: clinical case; autoimmune overlap syndrome; autoimmune hepatitis; primary biliary cirrhosis;

fatal intestinal bleeding.

yTOMMMYHHBII epekpecTHbIT cuHApoM (I1C) xa-

PaKTepu3yeTCs HPOsIB/IEHIEM Y OffHOTO U TOTO JKe
6O0/IPHOTO IIPVI3HAKOB ABYX Pa3INIHBIX Ay TOMMMYHHBIX
3ab01eBaHNUII ITeYeHN, Haubolee BepOATHO MMEIOIUX
o0unii renes [2].

Beipensiior aBe Hanbomee 4eTKO OuepUeHHBbIe POp-
MBI IIC — 3T0 ayTOMMMYHHBI T€[IaTUT U ITePBUIHBII
OvnuapHblit nyppo3 (AVI/IIBLI) u ayToMMMYHHBII
TeIIaTUT 8 COHeMAHUY C NePBUUHBIM CKIIEPO3UPYIOIUM
xonaurutom (AUT/TICX).

Benuxo sHauenue knunuueckozo Hab00eHUS, npoce-
HUBAHUE UHOUEUOYATbHO20 OONbHOZ0 KAK TUHHOCTU,
cy0vba Komopoeo 0opoea epayy. Imo aHamHes, K KOMo-
POMY NPUXOOUMCS 6036paULAMbCA MHO20 pas... Tenepw
¥ M0n00020 y4eH020 803HUKAEM 6Ce 00bULe COONA3HA
OMBIeUbCS 01 NOCHeNt GONbHO20 U 3AHAMbCS CTIOHHOIL
annapamypoi.

E.M. Tapees [1]

AUT/TIBI, xak npaBuiIo, HabIIOZAETCS B IBYX
BapUaHTax.

IlepBBlit M3 HUX XapaKTepu3yeTcsa KOMOMHaIVei
rucronormyeckux npusHakos AUI ¢ ceponorndge-
ckumn Mapkepamu I1BL] (aHTUMUTOXOHZpUATbHBIE
aHTUTENA K NMPYBaTAErUAPOreHasHOMY KOMIIIEKCY —
AMA-M2) 1 6MOXUMUYECKIMMU U3MEHEHUAMU B BUJIE
BO3pacTaHMsA ypOBH: (pepMEHTOB X0/IecTasa.

st Broporo Bapuanta IIC (AVI/IIBLI) xapak-
TEpHO coYeTaHMe TUCTONMOorndeckoi kapTunbl I1BI]



C BBISIBJICHMEM Ceponorndeckux Mmapkepos AUT (antu-
HyK/leapHble aHTUTeNna — AHA, aHTUrnagkombpimey-
uble — ATMA) [2-6].

ITHONOrKs XPOHUYECKUX 3a00TeBaHNII [T€YeH N,
npotekanomux ¢ I1IC, 1o HacTosAIIero BpeMeHy He U3-
ydeHa. PaccmarpuBaeTcs ¢paKkTop Hac/leACTBEHHON
IIpefipacoNIOKEHHOCTH, A TAK)Ke IIeJIBIN PAN TPUTTEp-
HBIX MEXaHM3MOB, CIIOCOOHBIX 3aIIyCTUTh KaXk[j0e U3
IBYX 3abomeBaHmit, cocTapyaomux I1C.

CunraeTcs, YTO BbILIIEHa3BaHHbIE Ay TOAHTHTE/IA HE
UTPAIOT IATOT€HEeTNYEeCKOI POV PV Ay TOMMMYHHBIX
3abomeBaHMAX edeHn. TeM He MeHee He MCKTI0YaeTCst
ponb AMA-M2 B popmupoBanun I1BI1.

VcTuHHbBI nepexpecTHBI cunopom AMI/IIBI]
Habnwdaemcs docmamouro pedko — ot 2 1o 19% or
o6iero unucina 6onpabix I1BI] [2-6].

IOuarnoctuka u TpaktoBka IIC npepncraBnser
TPYAHYIO 3a/jady B CBA3Y C OTCYTCTBUEM YeTKOII 0011je-
NPUHATON 6aNIbHOI LIKaIbl OLlEHKM, KOTOpast pas-
paborana g AUT.

B cnyvae puarHoctuposanHoro I1B1] puarnos I1C
CYUTaeTCs NPaBOMEPHBIM IIPYU HAIMYNY He MeHee 2
"3 4 KpUTEpUEB:

1. ACT He meHee 5 HOpM;

2. Ig G He MeHee 2 HOPM;

3. ATMA B fMarHOCTUYECKOM TUTPE;

4. mepunopTanbHbIe CTyIIeHYaTble HeKPO3Hl [6; 7].

ITpn goxazannom AUI gmaruos I1C ycranasnuba-
IOT Ha OCHOBAHUM TAKUX IOKa3aTesen, KakK:

® IOBBINIEHNE YPOBHA LIe/IOYHON PocdaTassl He
meHee 2 HopM u [ TTII He MeHee 5 HOpM;

e BpIgBnenne AMA-M2;

® ITIpU3HAKN HeCprKTI/IBHOI‘O XOJIaHT'UTAa I10 JaHHbIM
MOPQOIOrn4ecKoro uccaefoBanu [5].

Knuunueckoe teuenne [1C (AVI/IIBL), kak mpa-
BIJIO, B Oosbleit Mepe onpepenserca AVI. Temmsl
MpOrpecCUpPOBaHMA B 3TOM C/Iy4dae BBIIIE, YeM MPU
nsonuposanHoM IIBI], 1 06ycroBIeHBI BBIpaskeHHO-
CTBI0 BOCHA/IUTENbHO-HEKPOTUYECKUX U3MEHEHU
B napeHxuMe nedyeHn. OTCyTCTBME CBOEBPEMEHHOI
IOVarHOCTUKY, aJleKBaTHO Teparuu NpuBOJuUT K pop-
MupoBaHuio nupposa nedenu (III1) u ero ocmoxxHeHN-
SIM B JJOCTaTOYHO KOPOTKMe CpoKu [8].

Ha sTane cbopmupoBaBiierocst upposa mnedeHn
ycranoBUTb AuarHo3 I1C mo rucronorndeckoi KapTuHe
TKaHY [Ie4eH) IPAaKTUYeCKM HeBO3MOXKHO. B aTOM crryyae
IJIaBEHCTBYIOIee KIMHNYECKOE 3HaYeHe IMEET CBO-
eBpeMeHHas aJieKBaTHas Koppekuya ocnosxHeHmit LTI

ITopranpHas runepreH3uss — OfHO 13 Hamboee
I'PO3HBIX NIPOABICHNUIT IUPPO3a IIeYeHN, IPUBORUT
K PasBUTHUIO KOJIJIaTepasiell, BApMKO3HOMY pacuimpe-
Huo BeH nuinesona (BPBII), mopranbHOI racTpomna-
tun (IIT), sHTepokomonaruy, K yrpose Kpoporeye-
HUI, ABIAIIVXCA OCHOBHOV IPMYMHOV CMEPTHOCTH
00/1bHBIX, U GOPMUPOBAHNIO OTEIHO-ACLUTIYECKOTO
CUHJIpOMa.

BPBII — passuBaerca B 70% cnyvaes LTI, ns Hux
y 30% B TeueHMe 2 JIeT pa3BUBaeTCs KpoBoTedeHme [9].

ITopranbHas racTponarusa popmupyercs
B KaueCTBe KOMIIEHCAaTOPHOI'O MeXaHM3Ma CHU-
SKeHUS JaB/IeHUs B CUCTeMe BOPOTHOI BEHHI,
BIlepBble OblTa omycaHa B 1985 roxy un B 10-20%
Clly4aeB ABAETCA MPUYMHON OCTPBIX KPOBO-
TeYeHMUI IpY IOPTaIbHON runepTen3un [10].

IlopranbHas sHTeponaTu. [Jo mocnegHero
BpeMeHU KJIMHMUYeCKOe 3HaYeHNe NOPTajb-
Hott auTeponartuu (II911) oreHnBanoOCh Hefo-
CTaTOYHO. DTO OBIIO CBA3aHO C TPYAHOCTHIO
SHJOCKOIMYECKOTO JOCTyNa K TOHKOM KUIIKE,
a Tak>ke 9acThiM coyeTanueM [13I1 ¢ BPBIT u/
MY IOPTabHOM racTponaTueii.

C navaa 2000-x TOZI0B BO BpaueOHOI IpaK-
THUKe IPUMEHAeTCSI HOBBII MeTOJ, MCCIeloBa-
HUA — BUJEOKAIICY/IbHASA SHTOCKOII [11; 12],
TMO3BOJIAIONASA OIEeHUTh COCTOSTHIE TOHKON
KUIIKY IPpY IIOPTa/IbHOM IUIIePTEH3U .

Ha cerogusmuaunit neHp moka3aHo, 4TO
y GONIBHBIX C CUHAPOMOM IOPTaNIbHON T'U-
MepTEH3UN MEETCSA NMOpaXkKeHMe COCYAUCTO-
To pycia TOHKOJM KUIIKY, MPOABIAIOILEeCs
B BUJIe BAPMKO3HOTO pacumpenus BeH (y 30%
60/IbHBIX), APTEPUOBEHO3HOI MabdopMarnu
(y 55%), 9p0O3MBHO-TeMOppParn4ecKoro nopa-
sKeHus (y 45%), HOMTHOKPOBYU A IOBEPXHOCTHBIX
BeH (y 70%) [12-14].

KNMHUYECKOE HABJNTIOAEHUE

[TpuBoAMMOe KIMHUYEeCKOe HabMo/ieH e TPeCTaBIs-
€T MHTEpeC B IBYX aceKTax:
® IIpe/ICTaB/IEH PENKO BCTPEYAMOIMICA § MYKINH
CUHJIpOM II€PEKPECTa ayTOMMMYHHOTO TelaTuTa
¥ IEPBUYHOTO OMIMAPHOTO LIMPPO3a;
® IIPOJEeMOHCTPUPOBAHBI JUATHOCTUYECKIE BO3MOX-
HOCTM KaIICY/IbHOM SH/IOCKOIIUY IIPY IIOPTaAbHOM
SHTEpPOIATUM.

bonbnoit K., 49 net, mocTynmin B oTjeneHne Xpo-
Hudeckux 3abonepanmit nedenu ITHUNT ¢ >xkanoba-
MM Ha 00IyI0 c1aboCThb, TOIOBHYIO 00JIb, TOLUIHOTY,
yBeIMYeHMe )KMBOTa B 00beMe, YaCThII XKUAKMIL CTYII
(mo 6-7 pas B cyTKm).

VI3 aHaMHe3a U3BECTHO, YTO OOIBHOI POAUIICS
B MoCKBe, MeJl cpefjHee CIeluanbHoe o6pa3oBaHue,
paboTan TeXHNKOM IO BEHTU/ISIIMOHHBIM CUCTEMAM,
MIPOXKMBAJI C XKEHOIT U CBIHOM B OT/I€/IbHOI KBapTHPeE.
HacnencTBeHHOCTD He OTATOLIEHA. B I0oHOCTH TIepe-
Hec XeJNTyXYy, KOTopas paclieHuBajaach KaK OCTPbII
BUPYCHBIN TenaTuT A. B manpreiimem mo 2005 roga
YyBCTBOBAJI €0 YAOBIETBOPUTEIBHO, K BpayaM He
obpaliacs, aIkoroib ynoTpeoOis pegKo U B yMepeH-
HBIX KOJIMYECTBAX.

B mae 2005 roga (B Bo3pacte 42 yet) y 601bHO-
ro BIIEpBble Pa3BUIOCh HOCOBOE KpoBoTeueHme. [1pu
ob6cnenosanun B 1-11 'Kb guarnoctuposan 111 He-
YTOYHEHHO 9TUOJIOTUY, IIOpTajbHAs TUIEPTEH-
3151, CIIJIEHOMET AN C SIBIIEHUSMU TUIIEPCIUIEHN3MA
(rpombonuronenns). [To ganupim Y3V BbIsIBIEHO

KAVUHNYECKWA CAY4Han
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pacuinpeHre BOPOTHOM U Celle3€HOYHOIT BeH, B 6110-
XMIMMYeCKOM aHa/IM3e KpOBM — IPU3HAKY YMEPEHHOTO
uuronusa (AJIT u ACT 2 HopMBl). YPOBEHB 11[eTI0YHOI!
docdaraspl B 3TOT epnoj He UCCAEHOBANICSH, Map-
Kepbl BUPYCHBIX TeIIaTUTOB OOHapyXeHBbl He ObIIN.
B okts6pe 2005 roga B KB OAO «PXX]]» BeinonHeHa
IyHKIVOHHasA OMOICYA Ne4eHY, TOATBEPK/eH Aya-
THO3 LM PpO3a IIeY€H N, OTMEYEH CO CTIOB OO/IbHOTO «BbI-
Pa>KeHHBII ay TOMMMYHHBIV IPOLecc» (JOKyMeHTalN
He COXPaHMUIACh).

B Hos6pe 2005 roga pasBuIOCh KPOBOTEYEHNUE U3
BepxHUX otenos JKKT, u ¢ mpusHakaMu Tsxenoin
aHeMM¥ 60IBHOI ObUI TOBTOPHO TOCIUTAIN3NPOBAH
B KB PXK/I. IIpn o6cnefoBaHmu B 61OXUMUYECKOM
aHanM3e KPOBM COXPAHACA YMEPEHHBI IJUTONN3,
OTMeueH 1ab0opaTOPHBIl CMHPOM X0jIecTada — BbI-
Pa’keHHOe ITOBBIIIIEeHe yPOBH Ie/IouHON (ocdaTassl
1o 850 ME/n, TTTII go 185 ME/n (c aToro xe Bpeme-
HU — HeIIOCTOSIHHBIN KOXHBI 3yx). [To panupiM KT
onpefieNnAnach yBelM4eHHasA C HEPOBHBIMU KOHTYypa-
MM IIeY€Hb, PaClIMPEHME BOPOTHON BEHEHI 10 16 MM,
CIIJIEHOMeTa/Iu s, pacllpeHye ce/le3eHOYHOI BeHbI 10
10 MM, 4TO YKa3bIBa/IO Ha BBIPA)KEHHYIO IOPTATbHYIO
runeprensuio; npu I JIC Borasneno BPBII, npu Y31
OIIpefieIs/INCh KOHKPEMEHTHI JKeTYHOTO ITy3bIps. I1pn
KOJIOHOCKONUM B 060TOYHOI ¥ CUTMOBUHON KUIIKE
BBIABJICHBI efVHMYHBIe Tonunbl. [IponsBeseHa mama-
POTOMUS, TIPY PEBU3NUY OPIOIIHON ITO/IOCTY BBISIB/IEHbI
V3MEHEeHU s IIeYeHN, XapaKTepHBbIe IS UPPO3a, BBI-
IIOJIHEHa Xo/enucTaKToMus. C 1e/blo YMeHbIIeHN A
[OPTa/NbHON runepTeH3un Hanoxxen H-obpasHblii
Me3eHTePUKO-KaBaIbHbII aHACTOMO3. bobHOIT 6BIT
BBIIIMCAH B YAOBIETBOPUTENBHOM COCTOAHMUN. Yepes
3 MecsLa IpY OYepeHON FOCIIMTATN3aL MY BbIsAB/IeHA
HECOCTOATENbHOCTb ME3EHTEPUKO-KaBaIbHOIO INyHTa,
BOCCTaHOBUTD €r0 IPOXOAMMOCTD He Ya/NOCh.

B manbHeltnieM cocTosiHME 60IBHOTO OCTABAIOCh
YOBTIETBOPUTE/IbHBIM, OJHAKO COXPaHAJICS BBIPasKeH-
HBIII KOXKHBII 3y,

B 2006 rony Bnepsbie noctynun B LIHWMUI, rpe
npu 06Cnef0BaHUN IOATBEPXK/EH LUPPO3 MeYEH N,
HEYTOYHEHHOJ 3TMOJIOTUY, YMEPEHHOI aKTUBHOCTH,
¢ xonmecrasoM, knacc A o Child-Pugh, BPBII II, crie-
HOMeTaus C ABIEHUMY TUIlepCIieHn3mMa (Tpom60-
nuromnenus). Buepsole BoiaBneHsl AMA-M2300 ME/
M1 (Hopma — He 6onee 10 ME/mi). Beiin HasHaueHbl
npemnapatsl YIXK B fo3e 750 MIr/cyT ¢ XOpomum Kin-
HudeckuM 3¢ dextom. [Tpy HONBITKE OTMEHBI KOXKHBII
3yp HapacTasl. C 3TOro BpeMeHM 60IbHOI OCTOAHHO
nomyyan npenaparsr Y XK.

CnepgyeTr OTMETUTD, YTO, HECMOTPS Ha BBICOKMIA
YPOBEHb aHTMMNUTOXOHJ PYATbHBIX aHTUTE, IIATOT-
HoMOHMUHBIX [ IIBI], 5TOT fuarno3 He paccMarpu-
BaJICS, TIO-BUJVIMOMY, B CUIIy PeIKOV BCTpPEe4aeMOCTI
TAHHOJ MAaTONOTUN Y MY>KUYUH.

B 2008 ropmy nyarHOCTUpPOBAaH CaXapHBI AuabeT
2-ro tuma, u ¢ 2009 roga 607pHOI IepeBejeH Ha NH-
CYIMHOTEPANNIO.

B nexabpe 2010 roga Beisineno BPBII 111, mpose-
JeHO TUTVPOBaHNe BeH NUIEeBOJA.

Peskoe yxynmenne cocrossauA B pespae 2011 ropa,
KOrja Hapocia ¢1abocTb, CHUSMIUCH IIOKa3aTeln
kpacHoit kposu (Hb — 3,7 r/n, spurpountsr — 1,8 x
10'*/n). Ilpu rocnuranusauyy B KIMHUKy PTMY nme-
Hu V1. M. CedeHOBa AUArHOCTUPOBAHO COCTOABIIEECS
JKelmyfo4Ho-KuiredHoe kpooredeHre (JKKK), mposo-
AMTach reMOTpaHC(Y3MOHHASA TepaIls, KPOBOTeUeHIe
OCTaHOBJICHO KOHCepBaTUBHO. IIpy TijatenbHOM 06cre-
TOBaHMY, BK/IIOYaBIIeM IacTPOCKOINIO ¥ KOJTOHOCKO-
TNIO, UCMOYHUK KPOBOMEHEHUS He 6bia67ieH. Bhinmcan
C IMATHO30M: IIMPPO3 IIe4e€H) HEy TOUHEHHO 9THOIOTUH,
knacc C no Child-Pugh, acuur III c1., BPTIB III cr., -
rMpOBaHMe BeH NuileBofa B ekabpe 2010 roga, Hamosxxe-
HJE Me3€HTEPUKO-KaBaIbHOro aHacToMosa B 2005 ropy,
TUIIePCIIEHU3M, JOMNXOKOJIOH, JXKele30epUITHA S
aHeMUsI TSDKEJION CTeTleHN, CaXapHblii frabet 2-ro Tuia,
CpelHell CTeIleHN TSKeCTH, CyOKOMIIeHCHPOBaHHBIIA.

PexoMeH[10BaHO IpOBEJeHME BUEOKATICYIbHO
9HJIOCKOIINH, B CBAA3U C YeM OOIBbHOI OBIT HAaIlpaBIeH
B THVMNT.

IIpn moBTopHOM 06¢cnenoBannu B [THMUT B map-
te-amnpesne 2011 roga npoBefeHa 8U0COKANCYNbHAS
aHoockonus. B pesynbpraTe MCCIe[OBAHNUS Oy YeHbI
ClelyIollNe NaHHbIE: B HY)KHEN TPeTU NUIIEeBOAA BU-
syanmusupylotca BPBII, cniusnucTas 060mouxa sxenynka
04aroBo runepeMuposaHa. Ha BceM npoTskeHUM TOH-
KO KMIITKY SPO3MI Y TEMOPPATuy, efTHIYHbIE COCYAN-
crbie fedekThl cu3ncToi 060moukn. B moB3mouIHoN
KIIIKe YCUJIeHNe COCYAVICTOTO PUCYHKA. 3aK/TI0YeHue:
BPBII, npusHaky NOpTanbHONM racTpONaTUM, SpO3UN
Y FeMOpparuy TOHKOM KMIIKY, yCUTIEHME COCYTUCTOTO
PUCYHKa IOfIB3/IOIHOM KNIIKY (puc. 1-4)*.

ITpu ob6cnegoBaHMy paccMaTpUBaIach KOHIIEI-
1y nepexpectoro cuappoma AVI/IIBII Ha cragun
nupposa nedeHu. IIpyu moBTOpHOM McCIeOBaHUY BbI-
siBieHo noBbinieHrie AMA-M2-176 ME/n (mpu Hopme
mo 10 ME /m), ANA — 4,1 (upu HOpMe MeHee 1,0), 10-
BBILIEHHOE COepXKaHMe raMMa-I7o0yanHoB (33%).
CoxpaHsanca 1abOpaTOPHBIN CMHPOM XOJecTasa
B BI/Ie YMEPEHHOTO IOBBILIEHN I YPOBHS II[€TI0YHOI
¢docdatraser u ITTII Ha poHe NOCTOSAHHOrO NpUeMa
Y XK, a Tak>xe ObUIN IPUHSTHI BO BHMMaHMe (HECMO-
TPs Ha OTCYTCTBUE IIOATBEPXKAAIOLIEN JOKYMEHTALIVN)
yKa3aHMsA Ha ayTOMMMYHHBIN IPOIiecC 10 TaHHbIM
6uoncuitHoro marepuasna ot 2006 roga.

bonpHOII BRINMCAH ¢ KTMHUYECKUM AMAarHO30M:

e IInppos medeHn B MCXOfie Ay TOMMMYHHOTO Iepe-
kpectHOro cuaApoma AVI/IIBLI, xracc C mo Child-
Pugh (10 6annoB).

e IlopranpHada runeprensus, BPBII II cT., sngocko-
IMYecKoe TUTMpoBaHye BeH MNIIeBoAa B feKabpe
2010 roma, cocrosapureecs KKK 13 HeyTouHeHHOTO
ncrouynuka ot 17.02.2011, spo3suBHO-TeMOpparndye-
CKII1 €FOHOMUIENT.

¢ ['mnepcrieHn3M (TpeXpoCTKOBas LIUTONCHNS).

e XpoHnueckas >xene3ofepuuuTHASL aHEMNA CMe-
IIAHHOTO TeHe3a TAXKeTION CTEeleHN.

e OJHiedanonarus (lle4eHOYHas Y TOPTOCUCTEMHAS).

*  VInmocTpanuiy K CTaThbe Ha IIBETHOI BK/IEVIKe B Ky pHaJl.



bBolna pekoMeHOBaHa TPaHCIIAHTAIMA TIEYEH,
u B 2011 rogy 6071bHOI OCTIE 0OCIEOBAaHNA BKTIOUEH
B JIVICT OKMJAHU Ha TPaHCIIaHTanuio neyeny 8 HMN
CIIumenu H. B. Cxnugocosckoro. Crefyer OTMETUTD,
yto B HMM CII iuppos nevenn O6bI1 Tak>Xe 0003HaUeH
KaK KpUIITOT€HHBIIL.

C Havama 2011 roga ycunuaImnch NposBIeHN SHIle-
danmomaTuy, CTany BOZHUKATh SMM30bI IPEKOMATO3-
HOro cocTosAHMA. B Mae 2011 ropa Ha goHe camocToA-
TeNbHOI OTMeHbI L-aciapTar-L-opautnHa (rema-mepir)
PasBMIICS 3MM30[, TSXKENOi dHI[edanonaTum ¢ Iore-
pet OpMeHTaLVN U arpeccueli, IeYnsICA CTAallIOHAPHO
B HUMN CII, aBnenus sHnedanonaTuy KynupoBaHsl,
BBINIICAH B y/IOBTIETBOPUTE/IbHOM COCTOsIHMN. OfHAaKO
yepe3 MeCsI] B TSXKEIOM COCTOSIHUM GBI TOCTaB/IeH
POACTBEeHHMKaMU B mpueMHoe otpenenue ITHUUI,
TOCIMTANN3MPOBAH B peaHNMAaI[MOHHOE OTAEICHNeE.

IIpn mocTynmneHMM COCTOSIHUE TAXKeJOe.
AcTeHn4ecKOTO coKeHus. [IOHM>KeHHOrO MUTaHUS.
Bec — 73 kr, poct — 182 cm. Co3HaHMe CIIyTaHHOE, Ha
BOIIPOCHI OTBEYAET C TPYAOM, 3aTOpMO>KeH. Ko>kHble
IIOKPOBBI CyXue, O/efjHble, CyOUKTEPUYHOCTD CKIIEp,
II0 CPeMHHOM IMHNM KMBOTA IPOJOIBHBIN IIOCIeOoIIe-
pauyoHHbI pybel; OeecoBaToro 1jBerta. EnqyHmanbe
KpyIHBbIE TeJIeaHIMIKTa3MM Ha KO>Ke CIIVHBI, MeIKe
TeJleaHTMIKTasuy Ha ryoax. [lepudepuyeckue numpa-
TUYeCKUe y3/Ibl He yBenndeHbl. [lepudepudeckne or-
€KI OTCYTCTBYIOT. B /Ierkux fbIxaHue )KeCTKOe, X PUIIbI
He BpicnymuBaTcsa. Y11 — 18 B MunyTy. ToHbI cepa-
11a IpUTTyIIeHbl, puTM npaBuabHbli, YCC — 88 B Mu-
HyTY, AJl — 150/100 MM pT. cT. CusucTas 0o60modKa
IIOJIOCTY PTa YMUCTas, A3BIK BIAXKHBIN, MaJITHOBBIIL.
JKuBot yBemyeH B 06beMe 3a cueT OOJBIINX Pa3MepOB
BEHTPAJIbHOM I'PbDKY ¥ acuuta. [ledeHp u cene3eHKy
MaJbINPOBATh He yaeTcd U3-3a acuura. CuMITOM
«IIOKOJIAYMBAHMSI» OTPULIATETIEH C 00€UX CTOPOH.

B x1mHMYecKOM aHanM3e KPOBU — MPU3HAKMA
BBIpa)KeHHOI aHeMuu (reMornobun — 7,2 1/, apu-
tpouutsl — 3,7 x 10'%/m), nevikonennst — 3,3 x 10°/n
C TaJIOYKOSAIePHBIM cABUTOM 1o 10%, CO3 — 52 Mm/u.

[Tpu 6MoXMMMYECKOM aHaNu3e KPOBU OTMeYas-
cst HesHaunTenbHbI muTonus (ACT n AJIT menee 2
HOPM), BBIpa>keHHasA runoanpoymuuemus (26,4 r/n),
runoxonecreprHemMus (2,8 MMOIb/), TUTIOHATPUEM IS
(130 mmonb/n), Hapacranue CPB mo 2 HopM, pe3koe
CHIDKeHMe poTpoMbuHa (23%).

ITpy MMMYHOIOTMYECKOM MCCIEeJOBAHUMN BbIAB-
neapt AMA-M2 — 6onee 200 ME/n (mopma fo 10),
ANA — 1,9/n (nopma fio 1,0).

ITo ganubiM Y3U — nuddysHbie usMeHeHNA Ie-
4eHM, 00e[JHEeHVIe COCYAMCTOTO PUCYHKA, IPU3HAKA
MOPTaNbHOI IrUnepTeH3nn (pacirpeHe BOPOTHOI
BEHBI 10 16 MM, Cele3eHOYHON BeHbI 40 12 MM), BbI-
pakeHHas crjieHoMeranus (pa3mepsl 202 x 64 cMm,
mwiomangb 102 cm?), 60JIbIIOE KOMMYECTBO CBOOOTHOI
JKMIKOCTU B OPIONITHOI TOIOCTH.

ITpoBopguack guyperndeckas Tepanus (Bepou-
NMPOH B COUYETAHNN C AUYBEPOM IO/ KOHTPOIEM
Beca u juypesa). L-acnaprar-L-opHuTuH B/B 1o 20
MJI/CyTKY U B BUJie TPAaHyNATA 110 3 T 2 pasa B CyTKI.

Tpancdysnuu cBe>xe3aMOpPO>KeHHOI IITa3MBbl,
SPUTPOLUTAPHON MaCChl, aIbOyMIHa, IIpena-
paToB Xene3a.

Ha nportskeHuu Bcero BpeMeHu npedbiBa-
HMA B CTallIOHape OTMeYajach IMXOpagKa o
38 °C, yacThlii, 0 6-7 pa3 B CyTKU, XUJKNI
CTYJI, COXPaHAJICA MAJIOYKOALEPHBIN HEMTPO-
(UIBHBI CABUT, IOBBILIEHHDI ypoBeHb COD
u CPB, B cBs131 ¢ 4eM IIPOBOAMIOCH 00CTIeToBa-
HIe, HAallpaBlIeHHOE Ha MCK/TI0UYeHe NHPeK -
OHHBIX OCJIOKHEHMI M PPpO3a IeYeH.

IIpy peHTreHOMOTNYeCKOM UCCIIelOBAaHNN
OpPTraHOB TPY/JHON KJIE€TKM CBEXMX OYarOBBIX
" MHUIBTPATUBHBIX M3MEHEH NI He BbIsBIIEHO.

IIpoBeneH guMarHocTUYeCKuii MapaleHTes.
B acuuTndeckou KXUAKOCTY KOMUYIECTBO HE-
TpoduI0B — 200 KJI/MJI, aTUIIMYHbIE KIeTKY He
oOHapy>keHbl, albOyMuH — 1,4 1/11, amunasza —
48,7 En/n. [JaHHBIX 32 CHOHTaHHBI GaKTepU-
a/IbHBIN IEPUTOHNUT He IOy IEHO.

[ToBTOpHBIE TOCEBBI KPOBYU Ha Guoormnye-
CKMe Cpefibl poCcTa He Jajll.

ITpu yn1bTpa3ByKOBOM MCCTIEOBAHNM ITOYEK
Y MOYEBOTO ITy3bIps MATOMOTMYECKNX M3MeHe-
HUII He 06Hapy>keHO. [Ipy MOBTOpHOM moceBe
Mouu BuiABneHa Klebsiella pneumonia, 4yB-
CTBUTe/IbHAA K reHTaMULIMHY. K nedeHuto 6b1a
NpucoeHeHa aHTOaKTepraabHas TePaIus.

Kpowme Toro, Han4ame frapen 3aCTaBUJIO IIPOBECTH
nuddepeHIMaTbHBII AMATHO3 C LieTMaKMeN, KoTopasi,
KaK M3BECTHO, IOCTATOYHO YaCTO MOXKET COYeTAaThCs
¢ 3a00/IeBaHMAMM ayTOMMMYHHOTO reHe3a. Tak, o
mauubiM C. Efe, mpn o6¢cnegoBanun 71 6onpuoro I1B1]
B 4,2% cny4aeB OblIa ;UarHOCTHpOBaHa ie/uaku [15].
B Hamem ciaydae mpy MMMYHOIOTMYECKOM JMICCIERO0-
BaHUU KPOBY ObUIM BBIABJICHBI AaHTUTENIA K ITIMAJUHY
(ATA) —IgA > 100 Ell/mm, 1gG > 44,4 Ell/mn (N — 0-12
EJl/mi), B TO BpeMs KaK aHTUTea K TKaHEBO TPaHC-
rmoramunase (T'TT) coorBeTcTBOBaNM HOPME, YTO HE
TO3BOJIVJIO OCTAHOBUTBCS Ha IUATHO3€ «IeTMaKUI».

Ha ¢done nmpoBopmuMoIi Tepanmm 0TMe4anach mojo-
JKUTeNbHAs JUHAMMKA CO CTOPOHBI OT€YHO-aCIIUTIYe-
CKOTO CMHAPOMa — YMEHBIIVJICA aCIUT, ICYe3/IN OT-
eKy Ha Horax. [IoBBICHIIOCH coflep)KaHue reMOorIoomHa
1o 100 r/m, apurpounTs — 3,78 x 102,

Opnaxo 19.07.2011 npousono peskoe yXyleHne
COCTOSIHMSI 6OTBHOTO B BU/e HAPACTAHMUs IPU3HAKOB
sHIle¢anoNnaTUY, CHYTaHHOCTY CO3HaHMA. PasBuach
KJIMHMYeCKas KapTUHa JKelTy/JOYHO-KNIIeTHOTO Kpo-
BOTedeHUs (C KaJIOBBIMU MaccaMu BoieneHo 200 M
CTYCTKOB TeMHO-BMIIHEBOI KpoBu). bonbHOII B co-
CTOSIHMM KOMBI IIepeBefieH B OT/e/IeHNe peaHMMaIu,
e IPORO/IKeHa reMocTaTdecKas 1 MHQy3MoHHaA
TepanuA. [Ipu npoBegeHNN 3KCTPEHHO KOTOHOCKO-
NIV B IIPOCBETE TOICTON KUIIKY OIpefie/saiach CBe-
’Kas anas KpOBb, MICTOYHMK KPOBOTEYEHN I He HalifieH.
IIpogomxanach reMocTaTn4eckas Tepanus, KpoBoTe-
YeHNe IpeKpalasoch, OFHAKO Yepe3 KOPOTKue Ipo-
MeXyTKU (MeHee 1 4aca) BO30OHOB/IANIOCH BHOBb. Ha
npotsKeHnu 8 yacos npousomno 5 penuausos JKKK.

KAVUHNYECKWA CAY4Han

clinical case
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HecMoTps1 Ha TPOBOAMMYIO TeMOCTaTUIECKYIO Tepa-
IIMIO B IIOJTHOM 00'beMe, OCTAaHOBUTDH KPOBOTEYEHME
He yJanoch.

21.07.11. ex consilio 6bl1a BBIABUHYTA Bepcus, 00b-
ACHAIOIAA KPOBOTEYEHMeE, He NMOfijalolieecs KOHCEp-
BaTMBHOI T€PaNNy, HAIM4YMeM KPOBOTOYALIUX 9PO3UIA
TOHKOJ KKy, OnepaTMBHOMY JeYEHNIO OONTBHON
ObI/I HEOCTYIICH B CBSA3Y C KpaliHe TSXKeJIBIM COCTOsA-
HueM. IIporuos pacueHuBajicsa kaxk KpaiiHe HeOmaro-
npuATHLI. [Ipofomkena cuMnToMaTnudeckas Tepa-
nus, B 13 yacos 50 munyT 21.07.11 KOHCTaTMpOBaHa
Ouonoruveckas cMepTb 6OIBHOTO.

ITocMepTHBII AMIaTHO3:

OcnosHoe 3a6onesanue. Lluppos nedeHn B UCXofe
ayTOMMMYHHOTO IepekpecTHoro cuagpoma AVI/IIBLI.
Knacc C (12 6annos) no Child-Pugh.

OcnosxcHenuss ocHo8H020 3a6onesanus. IlopranbHas
TUIEPTEH3M: PacCIIMPEHMEe BOPOTHOM U CENIE3€HOYHOM
BeH, BPBII II ct. HanoxeHne Me3eHTepUKO-KaBaib-
Horo aHactoMosa B 2005 rogy, TpoM603 aHaCTOMO3a
u cene3eHo49HoM BeHbl B 2005 ropy, SHA0CKONMYECKOe
JUTUPOBaHME BaPUKO3HO PacCIIMPEHHbIX BEH MUIIle-
Boza B 2010 ropy, nmopTanbHas racTpomnarus, Iop-
TaJibHas SHTEPOINATH A, S3PO3UBHO-TeMOpparnyecuin
eroHounent. IIponomxkaroeecs XXenyl04HO-KMILIEYHOE
KpoBoTedeHue oT 19-21.07.2011. XpoHudeckas >xene-
3omepuuUTHAS aHEMMUS CPeJHEeNl CTEIIeHU TAXKeCTH.
I'mnepcrennsm. TpexpocTKoBast UTONEHUA. ACIUT.
OHuedanonaTus CMeIaHHOTO reHe3a (le4eHOoYHasd
U IOpTOKaBajbHasA) 4-it crenenu. Koma.

Conymcmeyioujue 3a60ne6aHuA.: XpOHUIECKUI
OMIMapHBIL MAHKPEeaTUT B Pade yMepeHHOTO 060-
crpenus. JKKB. Xonenucrakromua B 2005 ropy 1o
MOBOJYy KaJbKY/I€3HOTO XONenUCTUTAa. JJONMMXOKOIOH.
I'mranTCcKas mocneonepanyoHHasA BEHTPalbHaA I'PbI-
ka. CaxapHBIil nuaber 2-ro TUIa CpenHeli CTENEeHN TH-
XKeCTU MHCY/IVTHONIOTPeOHblIi, CyOKOMIIEHCUPOBaHHBIIA.

Jannbie ayTorcun. Tpyn My>X4MHBI IPaBUIBHOTO
TEeJIOCTIOXKEHM A, IOHM>KEeHHOTO NuTaHusA. KoxxHble no-
KpPOBBI OJ1eiHbIE, BUJMMBbIE CIIM3VCThIE XKeITYLIHBIE.
ITo mepepHelt cpegMHHON TMHUY XUBOTA IPOJIOIb-
HBIIT 6esecoBaTslil pyoer; pamuoit 20 cM. B o6mactu
HepenHell OPIOLIHOJ CTEHKY IPBDKEBOE BHIIIAYMBAHIE
ouaMeTpoM 13 cM, BHYTpPEHHAA MOBEPXHOCTb I'PHI-
JKEBOTO MeIlIKa IpeJicTaBleHa CepoBaToO, IMajgKoi
TKaHbI0, C MO/INaAHHON NPANBIO CaIbHMUKA JKEITOTO
1IBETa, JMaMETPOM 7 CM. B mieBpanbHBIX MOMOCTAX
>XUAKocTu HeT. [lapueranbHas u BucCIiepanbHas MeB-
pa ragkas, 6nectamas. B momoctu nepukappa cie-
Il XKMAKOCTU. B 6prourHoit monoctu 0kono 3500 M
>KeTITOBATOM, IPO3PavyHOIl )XUAKOCTH. bpromunHa ce-
pas, rmagkas, 6necramas. Ilnmeson npoxoguM Ha
BceM IpoTs>keHnn. CImsucTas ero cepo-CUHIONIHAS,
CKJIaJlYaTOCTDb CITa)KeHa. B HYOKHel TpeTu nuieBopa
ONpeJieNATCA BAPUKO3HO PAaCHIMPEHHbIE BEHDI, CIN-
31ICTas HaJl HUMU He M3MeHeHa. B mpocBere xenyzgka
HeO0JIbIII0e KOMYECTBO XKeITOBATO KalnileoOpas3Hoil
Maccel. Cnmsuctas 060mo4Ka >Kenyaka n 12-nepcr-
HOJI KMIIKY 6/IeTHO-cepas, CKIaZ4aTOCTh CITIa)KeHa.
JKemunble nyTy cBO60OJHO MPOXOAUMBL, CIM3UCTAS UX

JKeJIToBaTasd, rmagKas. JKemquHblil Iy3bIpb OTCYTCTBYET
BBMJY aBHETO OIIEPaTMBHOTO yjaneHus:A. B obmactu
7I0>Ka My3bIps cTapble cnaiiku. Iledenp pasmepamu
25 x 15 x 10 X 9 ¢cM, IJIOTHOM KOHCUCTEHIINI, MaCCON
2700 r. TkaHb IIeYeHN C TIOBEPXHOCTM U Ha pa3pese
JK€/ITOBATO-KOPUYHEBOTO I1BETA, Y37I0BaTOTO CTPOEHM,
puametp y3nos 0,5-1,5 cm (puc. 5)*. Tlpu rucronornye-
CKOM UCCIIeJlOBAaHUMN: apXUTEKTOHMKA TKaHU IeYeH!
HapylIeHa, OTIpefleNIATCA T0XKHBIE TONTbKMU, OKPYKEeH-
Hble IMPOKMMM COeJMHUTENbHOTKAHHBIMU CENTaMU,
comepxKalmyuMy 60JIbLIOe KOMMYEeCTBO KAaMIIAPOB
u BeHy. CenThl MHPUIBTPUPOBAHBI TUMPOLUTAMY,
MakpodaraMm ¢ IpUMechI0 IIa3MaTUYeCKMUX KIETOK
(puc. 6)*. B HEKOTOPBIX CENTAX OTMEYAETCs JYKTYIOMe-
HUA, B Apyrux — nponudepanns u mumdonutapHas
MHOUIBTPALVA SIIUTENNA C 30HAMU NeCTPYKIUU MeTl-
KX JKEMIHBIX IIPOTOKOB (puc. 7)*. Mectamu Bocmanu-
Te/IbHas MHPUIBTpauys U npoandepupyomye MeIKue
>Ke/TIHbIe TPOTOKM, PACIPOCTPAHAIONMECH 32 TPEJENbl
CEIlT, BCTPEYAIOTCA BHYTPUIONIbKOBbIE CMEIIaHHO-KJIe-
TOYHbIe MHPUIBTPATEL, IpecTaBIeHHble TUMponuTa-
MU U MakpodaraMu. Y4acTKy KUPOBOI MHPUIbTpa-
LUV U IUIIoQycuyHO3a renatonyuTos. [lomxenynoynas
JKesle3a IJIOTHAsA, TKaHb CepO-CHHIONIHAA, JOoIbYyaTas,
€ y9acTKaMu numnomarosa. IIpu rucronornmyeckom umc-
C/IefOBaHMY HAOMIOAI0TCA MIPU3HAKY XPOHIYECKOTO
IaHKpeaTHTa: arpoQys allMHYCOB, CKJIEPO3 MEX/IO/b-
KOBOJ ¥ BHY TPUJO/IBKOBOJ CTPOMBI, IIEPULYKTaTbHbII
CKJIEPO3, YYaCTKM JIMIIOMATO3a ¥ ITMMQPOLUTAPHOI
uHQUIbTpanuy crpoMsl. Cepo3a TOHKOI M TOZICTON KI-
IIOK cepasd, IafKas, Onectsamas. Cnusucras 060mouKa
TolIel KUIIKY O/IeTHO-cepasd, ckinagdarad. Causucras
TOAB3JOIIHON KUIIKN CEPO-PO30Basd, OT€YHas, M-
61b1poBaHa KPOBbIO, C TEMHO-KPaCHBIMM KPOBOU3-
MUAHUAMH, CKIalYaTOCTh MeCTaMM cTiakeHa. ITpu
TYICTOTIOTMYEeCKOM MICCIIE,0OBAHNM TAHHBIX 3a LIe/TMaKNIO
He nony4eHo. CrysucTas 060/104YKa TOICTOI KUIIKY Ha
BCEM INPOTSKEHUM OTedHasd, TEMHO-Cepas, C CMHIONI-
HO-BUIIHEBBIMY IIAATHaMM, UMOMOMpPOBaHa KPOBbIO,
CK/IalYaTOCTb OTCYTCTBYeT. B mpocBeTe NoAB3A0MIHOM
(na mpoTsxkeHuu 50 €M) M TOJCTON KMIIOK XXMKas
KpPOBb TEMHO-BUIIHEBOTO 1iBeTa. IIpyu rucronormye-
CKOM MICC/IefIOBAHUM ONPENeNIATCA MHOXKECTBEHHBIE
OCTpBbIe 9PO3UY CIU3UCTON 0OO0IOYKM TOHKON U TOJI-
CTOJi KMIIOK, POKYCHI KPOBOMSIUAHMIL, IIOTHOKPOBUE
COCYZIOB MOACIU3NUCTOrO crosA. H-o6pas3Hblil Me3eHTe-
PMKO-KaBaJlbHBIM aHACTOMO3 HEIPOXOA MM, C y4acT-
KaMu o6 Tepaluy IpocBeTa 1 He6O/MbIINM Komnde-
CTBOM MYTHOTO >XKMJKOTO COJIEP>KMMOrO B IIPOCBETE
MCKyCCTBEHHOrO wyHTa (puc. 8)*. IlopranbHas u ce-
TIe3€HOYHAs BEHbI PaCIIMPEHDI, IPOCBET MOPTANbHON
BEHBI IIYCT, B IIPOCBETeE Ce/le3eHOYHOI BeHbI HeOOIbIIOe
KO/IMYeCTBO CBepTKOB KpoBy. CeleseHKa pa3MepaMm
20 x 15 x 4 cm, maccoit 410 r. Kancyna cepad. Tkanb
ee ips6as, Ha paspese OreHO-po30Basi, 6e3 cockoba
mynbnbl. IIpy MUKPOCKONMYECKOM UCCIIEOBAaHUN: PU-
CYHOK CTPO€HU A TKaHM CETIE3€HKM CTEPT, ONPENENAI0T-
s eI HNYHbIe TMMOUHBIE POIUIMKYJIBL, TUIIOIIA3U A

*  CM. IBETHYIO BKJIEJIKY.



6eroit u KkpacHoit my/bnbl. [Touky pasmepamu 1mo 12 x
6 X 4 cM, TOBEPXHOCTbD I7IafiKasd, Ha pa3dpe3e HIOKOBOTO
BUJia — Kopa O/1eTHO-KOpUYHeBa s, MMPaMUIbl TEMHO-
kxopuuHesble. Cepprie 11 X 7 X 5 cM, 0OBIYHOTO CTpOe-
HU, 6€3 IaTOMOIMYeCKMX M3MeHeHIL. VIHTMa aopThI
O7meHO-KeNTa A, I/IafiKast, yCThbs IOYeYHBIX M OpbDKeed-
HBIX apTepuii npoxonuMbl. Hapnodeuynyky, myuroBua-
Hasi Kernesa, runodus 6e3 HaTonorn4ecKnx u3MeHeH .
YMepeHHO BbIpaKeHHBIJ OTeK JIETKUX, FO/IOBHOTO MO3Ta
U MATKUX MO3TOBBIX 000JI0YeK.

Taxum 06pa3oM, Ha OCHOBAaHUY MaKpO- X MUKPO-
CKOIMYeCKOT0 MICCTIEROBaHM L, @ TAKXKe KJIMHUKO-Tabo-
PaTOPHBIX JaHHBIX OB CHOPMYIMPOBAH CIIEAYIOLINIA
[IaTOJIOTOAHATOMMYECKMIT ;UaTHO3:

OcHoBHoOe 3a6omeBaHne. Makpo-, MUKPOHOAY-
JIAPHBIN IVPPO3 MEeYeHU B MCXOe ay TOUMMYHHOTO
rermatuta (ANA*) ¢ mepekpecToM ¢ epBUYHBIM OUIIN-
apHBIM I ppo3oM (AMA-M2*), kinacc C o Haitng-Ilbko
(12 6annos).

OcnoxxHeHUsA OCHOBHOro 3afoleBaHUA.
[NopranpHas runeprensys: acuut (3500 1), CIIIeHOMe-
ranus (Macca cenedeHky 410 ), BApUKO3HO paclIpeH-
Hble BeHbI HYDKHe TPeTy NUIIeBO/a; HaJIOXKeHVe Me3eH-
TepUKO-KaBalTbHOro aHacTomo3a (2005 rog), TpomM603
Cele3eHOYHOIT BeHbI 1 aHacToMo3a (2005 rom) c ob6nure-
paLyeil ero IpocBeTa, 3HAOCKOINYeCKOe TUIVPOBaHIe
BeH nuinesoza B 2010 ropy. IlopTanbHasg sHTEPO- U KO-
JIOTIATHM A € PELUIBUPYIOIM KPOBOTEUEHIEM U3 MHO-
YKeCTBEHHBIX OCTPBIX 9PO3UIT TOHKOI U TOICTOI KUIIOK
(xupKasg KpoBb B IIPOCBeTe IOfIB3[OIIHOI ¥ TOICTOM
kyok). OcTpoe MaJIOKpOBUe BHYTPEHHUX OPTaHOB.
I'mnonporennemus (061mmii 6enok 51,4 /), runoanboy-
MuHemus (anb6ymuH 17,8 r/n). TunonporpombyuHeMu s
(49,2%). I'mnepbunupy6unemus (o6t 6unupy6us
38,8 mkmonb/m, npsmoit 20,1 MKMOsb/m). A3oTemMus
(MoueBmHa kpoBu 11,32 Mmmonb/m). Otex nerkmx. OTex
TOJIOBHOT'O MO3Ta.

ComyTcTBylomye 3a60neBaHuA. XpOHNYECKUI
naHKpeatnut. CaxapHblii uabeT 2-ro TUIIA, CpefHell
CTeIeHU TSXKEeCTU, NHCYIMHONOTPeOHbIN, CYyOKOM-
neHcupoBaHHbIn. Xonenucrakromus (2005 rox) mo
HOBOJY XPOHUYECKOTO Ka/IbKY/Ie3HOI'O XOMeIVICTUTA.
['mranTckas mocaeonepanoHHasA BeHTpalbHasA IPbIKa.

Knnnauko-anatommyeckmit snukpus. bonpnoii K.,
49 ner, cTpagan Makpo- ¥ MUKPOHOAYIAPHBIM LIUP-
PO30M IIeYeHM B VICXOfie ayTOMMMYHHOTO IelaTuTa
C IepeKpecToM C IePBUYHBIM OMIMAPHBIM LIUPPO-
30M. TeueHne 3a60/1eBaHIA OCIIOXKHUIOCH Pa3BUTIEM
BBIPa)KEHHOII IOPTa/TbHOI I'MIIEPTEH3UM, II0 IIOBOAY
4yero B 2005 ropy nNpoBeileHO Ha/IOXKEeHe MEe3EeHTEePH-
KO-KaBa/JIbHOTO aHACTOMO3a, B IOC/IEAYIOIIEM C er0o
TpoMO030M M obnuTepanyeit npocsera; B 2010 rogy
BBIITOJTHEHO 9HJJOCKOIYECKOe TUTMPOBaHMe BEeH IIM-
meBoza. B HacTosAmee BpeMs BCIeCTBYE IOPTAIbHOM
9HTEPO- U KOJIOIATUU C MHOXKECTBEHHBIMU OCTPBIMU
9pO3UAMU Pa3BUIOCh PeLUAUBUPYIOIlee KUIIeY-
Hoe KpoBoTedeHIe. HemocpeacTBeHHass npuymHa
CMepTU — OCTpasd IOCTreMopparudyeckas aHeMMu .
CoBnajieHye KJIMHUYECKOrO U aHATOMMYECKOro Jiua-
THO30B OCHOBHOTO 3a00/IeBaHM .

OBCY»XAEHUE PE3Y/IbTATOB
WCCNEJOBAHUA

O6¢cyxpasa npuBefieHHOE KIMHNYECKOe Ha-
6moeHne, HanboIee BaXXHO OOPaTUTh BHU-
MaHUe COBpEMEHHbIX Bpadel 001eit HpaKTUKM
Ha HeNpaBOMEPHOCTb ¥ HEPal[IOHAJIbHOCTD
OBITYIOIIEro [MarHo3a «UUpPpo3 MedeH! He-
YMOUYHeHHOU STUOTOTUN».

Eme B mpounom BeKke BeTUKUI PyCCKUI
tepamneBT E. M. TapeeB akTMBHO IIPOTECTOBA
MIPOTYB HepefiKO BCTPEUYABIIETOCS U B TO BpeM s
B KPYIIHBIX K/IMHIYECKMX PYKOBOJICTBAX Te3¥ca
«3TUONOTUsL O0Ie3HU HEM3BECTHAY,

«Cokpaliarb 1o MMHIMYMa (KaK 9TO MHO-
Ila HY TPYAHO) YUC/IO OONbHBIX “AHOHUMHBIX
“0e3pofHBIX , “UAMOTIATUIECKUX », — IPU3bI-
Ban E. M. Tapees [1].

ITO cripaBe[IMBO€e BbICKa3bIBaHIE 0COOEH-
HO aKTya/JIbHO B Halll BeK OO/IbLINX HayYHBIX
TOCTVKEHUI, PAaCIIMPUBIINXCS JUAarHOCTIYE-
CKJX BO3MOXXHOCTEN.

B HameM KIMHMYECKOM CIydae Ha IpPoO-
TAOKEHUM CeMU JIeT HaO/MIofeHU s B BeAyLIUX
KJIMHUKaX MOCKBBI 60JIbHOMY BBICTaBIIATICS
AVarHO3 «IMPPO3 IeYeH) Hey TOYHEHHOM 9THO-
JIOTVIVI» VI/IV TaK Ha3bIBAaeMBII «KPUIITOT€HHBIN
LUPpO3 IevYeHn». A Beflb TIIATeIbHbI cOOp
aHaMHe3a, Ja)ke IpY yTpaTe MeJULMHCKON JOKYMeH-
TaIMu, MOT Obl HAIIPaBUTb B HYXXHOM HaIlpaB/IeHUN
XOJ KTMHUYECKOV MBIC/IY KaXK[IOTO U3 CIEIINAINCTOB,
AVAaTrHOCTVPOBABIINX LIVIPPO3 II€Y€HN «HEYTOUHEHHO
STUNOIOTUIM».

KoHe4yHO, HEBO3MOXXHO JMarHOCTUPOBATD 9THO-
JIOTMIO IIYIPPO3a Ha OCHOBAHMY YCTHOTO COOOICHM A
60/BHOTO O TOM, YTO BpayaMM 10 JaHHBIM OMOIICUY
BBICKa3bIBaJIOCh MHEHMe 00 ayTOMMMYHHOM FeHe3e 3a-
6oneBaHMA (IIPU PETPOCIIEKTUBHOM OOpallleHNN K ap-
XMBY BBIACHUJIOCD, YTO OoTncuitHbIe 610KM 2005 rosa
He COXpaHMINCh). TeM He MeHee CBOEBpeMEHHbBIE VIC-
C/IeOBaHNA CIEKTPa ayTOAHTUTEN U OIpefieNieHne
raMMa-Ij00y/IMHOB, KOTOpbIe BIepBbIe OBIIN IIPO-
BeJIEHbI TOIBKO 3a MOC/IeHME [BA TO/Ia, MOT/IU OBl
IIOMOYb B YCTAHOBJICHN IIPABVJIBHOTO JMATHO3a yKe
Ha I[IepBbIX 3Taax 06CIeToBaHMS.

bonee Toro, BbIsAABIEHME BBICOKOTO YPOBHA
AMA-M2 Ha npoTs>XKeHUM HECKONbKUX JIeT He TPU-
HJIMaJIOCh BO BHUMAaHIIE, I10-BUVIMOMY, BC/IEICTBIE
TOTO, YTO B IICUXONIOT UM IPAKTUIECKUX Bpadel JO-
MUHUPYET MHeHue o ToM, 4To IIBI] He BcTpedaer-
CA y MYXX4MH, a IPeACTaBIeHNA O IePeKPeCTHOM
ayTOMMMYHHOM CYHApPOMe B IVPOKOJI BpadeOHOI
IIpaKTMKe He JOCTaTOYHBI. CyliecTByollee IpefcTaB-
JIeHVIe O PeIKOCTM IIepeKPeCTHOTO ayTOMMMYHHOIO
cunppoma AUI/IIBLI, no-BugumMoMy, o0bACHAET-
CsI TE€M, YTO ero MO0 OTHOCST K OOLIEeNPUHATHIM
Ho3oorndeckuM ¢popmam, 1ub60O OTPULIAIOT CAMO
CYI[eCTBOBAaHNE U, UTO XYK€ BCETO, B AMArHOCTUKE
OUYeHDb IMPOKO VCIONb3YIOT BCe TO JKe OIpefieNieH e
«HEYTOYHEHHDIN».

KAVUHNYECKWA CAY4Han

clinical case
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B HameMm KAMHMYECKOM HAOMIOmeHUM 3a00/1eBa-
HJe MHOTYE TObl IIPOTEKANo B MaTeHTHOI dopme
u MaHU(EeCTUPOBAIO y>Xe Ha sTane chopMUPOBaB-
LIerocs NYPpo3a IIeYeH N Y BBIPa>keHHO IIOPTAIbHOM
runepTeHsun. HeymauHas mombiTKa HalmoXXeHNUA Me-
3eHTEepPUKO-KaBaTbHOTO aHACTOMO3a, 3aKOHYMBIIASCS
ero TpoM6030M, TOIBKO CIIOCOOCTBOBAIA [IPOrpec-
CUPOBAHUIO IIOPTATBbHO TMIEPTEH3NY, OCIOXHYB-
mesicsa nopropHbIMU JKKK, ncTOUHMK, KOTOPBIX HU
IIpY TaCTPOCKONMNY, HY IIPYU KOJIOHOCKOIIMY HAaNTU
He yJaBasioCh.

B cBA3M ¢ 3TUM B 3aK/TI0YEHNN IIOMUMO «HEYTOU-
HEHHOJI 3TMOJIOTUM» 3a00/IeBaHNA YKa3bIBalIOCh, YTO
«MICTOYHUK KpPOBOTEUEHNA ONIPEefie/INTD He YoaeTCs».

BupneokarcyibHas S9HTOCKONN A — BBICOKOMH(OP-
MAaTVBHBII METOJ IMATHOCTUKY COCTOSHILSA C/IU3VICTON
000/T0YKI KUIIIEYHMKA.

Karmcyma, mpogBurasch 1o >kenyfLo4HO-KIUIIeTHO-
MY TPaKTy C IOMOIIbIO COOCTBEHHOI IIePUCTAIBTUKY
KMIIeYHMKA, Bocnpoussoaut okono 50000-60000
1300parkeH NIt 3 BpeMsI CCIIe[OBaHN I, KOTOPBIE TIepe-
TAIOTCS Yepe3 CEHCOPHI, PACIIONO)KeHHBIe Ha TeJle 9eo-
BEKa, ITIOf|K/II0YE€HHbIE K 3aIIMChIBAIOIIEMY YCTPOJICTBY.
JJaHHBIEe IEPEHOCATCA Ha KOMIIBIOTEP, U Jajee MCCe-
TOBaTe/lb MOy4YaeT BO3MOXXHOCTD aHANN3NPOBATh
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