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SIK mpencTaBiIEHO HAa PUCYHKY, 10 JIIKY-
BaHHS y BCIiX IOCTIIKXyBaHMX XBOPHUX
BiI3HAUAIOCsI 3HIKEHHSI BMICTY XOJIEBOI
Kucaotu ta ¢GocdominigiB i 30iIbLIeHHS
BMICTY XOJIECTEPUMHY B MiXypOBiii KOBYi.
VY nunamiui sikyBanHs Exepiisom y 93,8%
MALi€HTIB CIOCTEPIrajncsl BipOrigHO I10-
3UTHUBHI 3MiHU CKJIajay >KOBUi, a came:

— 301JIBbILIEHHST BMICTY XOJI€BOI KUCJIOTHU
Y MiXypoBiii xkoBui 1o 18,4+1,0 Mmoo/ y
88,9% xBopux (p<0,05);

— 301JIbIIEHHS  KOHIEHTpallil
domimigiB 'y MixypoBiii koBuUi
2,4+0,3 wmmoms/n1 y 86,7%
(p<0,05);

— 3HMKEHHSI BMICTYy XOJIECTCPUHY B
MixypoBiit xoBui 1o 1,5%£0,2 Mmonbp/1 y
84,5% xBopux (p<0,05);

—y 6,2% mnalieHTiB BiI3HaYeHO HOP-
MaJji3alilo IOKa3HUKIB yMICTy XOJIeBOI
KUCITOTH, (pochOoiMimiB i XoaecTepuHy.

TakuM YMHOM, YCTaHOBIICHO TO3UTHUB-
HU BIUIMB MpenapaTy EHepiiB cTocoBHO
3HMKEHHS JIITOTEHHOCTI >KOBYI.
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XBOPUX

BuchoBku

Bpaxosytouu Te, mo EHepiiB BrMBae
Ha MOTOpHY (GyHKIit0 2KM CcTOCOBHO ak-
TUBi3allil 10ro CKOpouyyBabHOI (PyHKIIIT i
ycyBae cna3mM ChO Ta cohinkrepa Jlor-
KeHca, oro cjIim mpru3HayaTy XBOPUM Ha
XX 3 OiniapHOI0 AMCOYHKIIIEO Y BUTSIAL
3aCTIHOTO JXOBYHOTO MiXypa Ta crasMy
CodO gk mikyBanbHUI 1 MpodinakTHIHUI
3acid II0M0 YCYHEHHSI ITONAIBIIOrO PO3-
BUTKY >KOBYHOKAM STHOI XBOPOOH.

BHacnigox Toro 1o  JiKyBaHHSI
EnepniBoM cripusie 3MEHIIIEHHIO KOHIICHT-
pailii xojiecTepuHy Ta 30iJIbLIEHHIO KOH-
LIEHTpalii XOBYHUX KHUCJIOT i oc-
dominminiB y XoB4Yi, 10 ycyBa€ ii JiTO-
TeHHICTb, MMpeTnapar J0LiJIbHO MpU3HaYaTH
XBOPUM 3 OYyAb-sIKOIO IaTOJIOTIEID Op-
raHiaMmy Ha (OHi Bu3HauyeHOi OimiapHOi
IUCGYHKIIII.
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llepBuvHbIl CKAGPO3UPY UL
XoNnaKzum: coBpeMenHoe

COCMOAHUE

MepBUYHbLIN CKNEPO3UPYIOLUA XONCHIUT
XPOHUYECKUM XOJIeCcTaTUYecKum 3abones

npo6nembt

(MCX) aBnsieTca pegKum, TXXKENbIM,
CGHMEM NnevYeHUu, KOTopoe

XapakTepusyeTcs BocnaneHuem, obnurepauuein 1 ubpos3om BHyTpU- U
BHEMEeYE€HOUYHbIX XXEJTYHbIX MPOTOKOB, PA3BUTUEM GMIMAPHOrO LUPPO3d,

NMOPTASIbHOM NMMEPTEH3UMN U NEYEHOYHOMN

dnugemuono2us

PacnpocTpaHeHHOCTb COCTaBJIsIeT MPHU-
omusuTenbHO 1-6 Ha 100 ThIC. HaceneHUS.
Yaie Bctpeuaetcs B CepepHoii EBpore u
CHIA, pexe — Ha tore EBporbi. CooTHOIIIE-
HMEe MYXYMH M XeHIIuUH — 2:1. Mmeercs
npsiMasi  BbIpakeHHas KOpPpeJsLMOHHAs
cBsi3b Mexxy [TCX 1 XpoHMYeCKMMU BOCTIa-
JINTEJIbHBIMU  3200JI€BAHUSMU KUILIEYHUKA
(XB3K): yacrora ICX npu XB3K cocras-
nstet 2,4-7,5%, a XB3K nipu T1ICX — 21-98%.
B CIIA na gomo IICX npuxoaurcst 5% ciy-
YyaeB BCEX MPOBOJMMBIX TpaHCILJIaHTALMi
MeYeHH.

dmuonozus

DTronorus 3aboieBaHUS He M3BECTHA.
Cy1iecTByeT MHOXECTBO TMIOTE3 pa3BU-
THs 3a00J1eBaHUS, HO TIOKA HE CYIIEeCTBY-
€T TOH, KoTopasi oObsICHsIJIa Obl BCE €ro
KJAMHUYECKHUE U TUCTOJOTMUYECKHUE MTPOSIB-
JIEHUS.

K ocHOBHBIE BO3MOXHBIM 3THOJIOTHYEC-
KuM (haKTOpaM OTHOCSITCS:

— MopTajibHas GaKTepueMus;

— MopTajibHasl 9HIOTOKCEMUSI;

— abcopOLMsT KMILIEYHBIX TOKCUHOB;

— TOKCWYHBIE XEITYHbIE KUCIOTHI (B Iep-
BYIO OUYE€peab JINTOXOIMEBas);

— HakoIUIeHMe M TOKCHUYECKOe BO3Meii-
CTBUE MEJIU;

— BUpYCHasl MHMEKUUs: peoBUpyC 3-TO
THUIIA, LIUTOMETaJOBUPYC, PETPOBUPYCHI;

— UIIeMUYecKoe MOBpeXIeHNe (3aKymop-
Ka BOPOTHOW BEHBI UJIM TIEYEHOYHOU apTe-
pun);

— MUMMYHoOJIoTHYecKue (pakTophl.

TICX rtecHo cBsasan ¢ XB3K: y 65-86%
o6oabHBIX [1CX mMeeTcst I3BeHHBIN KOJINT,
OIHAKO Cpeau JIMI, CTpajaloliuX SI3BeH-
HbIM KojutoM, ITCX pa3BuBaeTcs JUIIb B
2-6% ciny4aeB. Y 6oabHBIX ¢ XB3K BCnen-
CTBME MOBBILIEHHO! MPOHUIIAEMOCTH CJIU-
3UCTON 000JIOUKHM B BOPOTHYIO BEHY, a 3a-
TE€M U B TIeYeHb MOI'YT MOMaAaTh IHAOTOK-
CHUHBI (JTUTIOMONMCAXapUabl), 9TO COIPO-
BOXIAETCS TOBBILIEHHOW 3KCIIPECCUE B
OoJibllieil cTernmeHW MPOBOCHIAIUTEIbHOTO
nyaa uMTokMHoOB. Ilpeamosaraercs, uTo
9TO MOXET CMOCOOCTBOBAaTH Pa3BUTUIO
nepuxojanruta. OnHako yOGeauTeslbHbIX

HeAOoCTaTO4YHOCTU.

JI0Ka3aTeJbCTB B MOJIb3Y Y4acTUs YKa3aH-
HOTO MeXaHW3Ma JeNCTBUS SHIOTOKCHMHOB
B 3THOJOTMH 1 atoreHe3e [1CX monyaunTsb
He yaana0Ch.

Ceponorunueckue uccienopanust (Minuk,
1987; Mason, 1991) yka3bIBaioT Ha TO, 4TO B
KauecTBe 3THONOrMYecKoro ¢akrtopa INCX
MOXET pacCMaTpUBaThCs BUPYCHast MH(pEK-
st (peoBUpyc 3-ro TUIa, LUTOMETaTOBU-
pyc, petpoBupychl). OnHAKO B OOJIBIINHCTBE
ciyvaeB (DMKCUPYETCSl HU3KUI TUTP aHTUTE
K 9TUM BUpPYycCaM, YTO CTABUT IMOJ COMHEHHUE
aTy rumnotedy. [lo naHHBIM psifa aBTOPOB
(Boden, 1959; Jacob, 1977), y GOJbHBIX C
XB3K MoxeT oTMeuaThCsi BO3HUKHOBEHHE
MOPTaIbHON OaKTEPUEMUU C MOCAESAYIOIIUM
pa3BUTUEM OYaroB oTceBa MHGMEKIIMU B TKa-
HU niedyeHu. OHAKO 3TU JaHHbIE HE MOJy4U-
JIM cBoero noaTeepxaeHus. Kpome Toro, aH-
TUOMOTMKOTEPATTUS He TIPUBOAUT K YITydIlle-
Huto TedeHus [1CX, a KOJIaKTOMUS HE CIO-
coOHa TpPeaoTBpPaTUTh MPOrPECCUPOBAHUE
MOpaXXeHUsI MeUeHU.

HawubGonee monynsipHoii (XOTS HE OKOHYa-
TEJIbHO TOKA3aHHOM) SIBJISIETCS] TOUKA 3pEHUSs
0 CBSI3U BO3HUKHOBEHUST U TIPOTPECCUpOBa-
Hua [TCX ¢ HapylIeHUSIMU UMMYHHOIA pery-
nsumn  (Mitchell, 1997; Moloney, 1996;
U. Leuschner, 2005).

Nlamozenes

CoBpeMeHHasT KOHUEIIIUS TaToreHe3a
IICX ocHoBbIBaeTcsl HA BEAYLIEN POJIU UM-
MYHHBIX HapyumieHuii. [locie OTKpBITUS B
Havane 1980-x rogoB cBsizu Mexay [NCX u
onpeaeSeHHbBIMY YeJ0BeYeCKMMU JIEHKOLIM-
tapHbiMu aHtureHamu (HLA) — HLA-BS,
HLA-DR3 MHoroyuciaeHHble HCClen0Ba-
HMSI CKOHILIEHTPUPOBAHbI Ha U3YYEHUU BO3-
MOXHOM POJIM T€HETUYECKUX U MMMYHHBIX
(baxTopoB. B cBsi3u ¢ TeM UTO psil ayTOUM-
MYHHBIX 3a00JieBaHUI (caxapHblii nuadeT
1 Tuna, ayTOMMMYHHBIA TenaTuT) CBs3aH C
HLA-B8/DR3, BO3HUKIIO TPEATIOIOKEHHUE
o TICX xak ayTOMMMYHHOM 3a00JIeBaHUMU.
HecomHeHHO, 4TO B peTyasinio UMMyHHO-
ro OTBeTa BOBJeYeHB Mojekyabl HLA.
Oo6HapyxeHna (Overlup ¥ coaBT.) B3auMO-
cBa3b ¢ HLA-AI, -B8, -DR3, nocroBepHast
cBa3b ¢ aeaemM DRB1*1301 u ramoTtuna-
mu DRBI1*1301 u DQAI1*0103. OmHako

NmmyHoreHeTHyeckas
NpeApaAcnoNoXeHHOCTh ‘

Axktveauma IKKMn < — : Jkenpeccus UI1-8 IKKM,
HAOTENMANBHBIX KNETOK | ” | npepcraBneHue aHTMreHa
AxTuBauus HeiTpodunos,

MOHOLMTOB, T- U
B-numdouuros, akcnpeccus
LIMTOKMHOB M OKTUBALUS
¢$ubpobnacros
‘/ MepuayKTynapHbii “~ \ DubpoayKTynIpHbii
¢$unbpo3 ) Y NOrPAaHMYHBII renaTuT
Mporpeccupyiowas
06CTpYKLMS M Xonecras
\ \
Wwemus, atpodus Y y
3KXM n nocnepytowas = Mporpeccupytowuit
arpodms XK BUJIMAPHBIN LIUPPO3 ]4— nopranbHbii $pubpo3

Puc. 1. Cxema natoreHesa MCX
XM - xenunbie npotoku, IKXKI — anutenmansHbie KNeTKM Xen4HbIX NPOTOKOB.

K.A. Mpoconexko

HE TIONTBEPIUIUCH TEpPBOHAYANbHBIE TaH-
Hble 0 TOM, uTo DR4 MOXeT MMETh HEKOTO-
poe 3alIuTHOE AeiicTBUe MPOTUB Pa3BUTHS
[ICX, a takxe yto HLA-DRw52a saBnstetcsa
OoCHOBHBIM ajiieseM st [TCX.

XopoI1o n3ydeHbl HapyIIeHUST KJIeTOIHO-
ro UMMyHMTeTa, OOHapyxeHHble npu [1CX.
CxeMaTUYHO KJIETOUYHbIE MEXaHU3MbI UMMY-
HOOTOCPEIOBAHHOTO TMOPaXKeHUsI CTPYKTYp
rnevyeHu, opMUpoOBaHUsI Xojiecrasa, hpudpo-
3a M B UTOTE LIMPPO3a MEUYEHU MPEICTABACHbBI
Ha pucyHke 1.

Ilpu3HaHO, YTO Ha pPaHHUX CTaausix Oo-
ne3Hu monynsiuuu T- u B-kietok nepude-
pUYECKON KPOBU COOTBETCTBYIOT HOpME.
ITo mepe mporpeccupoBaHusi 3a00JeBaHUS
yMeHbInaeTcs Koandectso CD8 -mumbonu-
ToB. Bce mcciemoBatenm eaMHBI B TOM, YTO
TTOpTaTbHbIE MHOUIBTPATHI COCTOST ITPEUMY-
mectBeHHo u3 CD4"-T-xnerok, a B-kie-
TOYHBbIE UH(UIBTPAThl BCTPEUAIOTCS PEAKO.
OyHKIIMOHAIbHOE 3HAYCHNE 3TUX MHOUIIBT-
paToB Bce elle 00CYXIaeTCsl.

ITpoucxonut axtuauusi T-kieTok. -
(exTopHas ¢daza KJIETOUHOTO OTBETA TAKXKE
VCWJIMBAETCS, O YeM TOBOPUT paclllipeHMe
MOMYJISLIMU BHYTPUIEUEHOUYHBIX ITUTOKHU-
HOB. YuuTbIBast 4To T-KJIETKU TECHO CBsI3a-
HbI ¢ OWJIMAPHBIM SMUTEINEM, KOTOPbIA MO-
ket abeppaHTHO 3KcnpeccupoBath HLA-DR,
pSIL MCcenoBaTesiell CYUTAIOT, YTO OuIrap-
HBIA SMUTENUI MOXET COAEpXKaTb AHTUTEH
g CD4"-T-KJIeToK U, TaKUM 00pa3oM,
MHULIMUPOBATH UMMYHHBII OTBET.

OnucaH psii HapylIeHUH TyMOpPaIbHOTO
nMmmyHuTeta rpu [CX, x0T MHOTME U3 HUX
He cBs3aHbl HenocpeacteeHHo ¢ [ICX, a
00YCJIOBJIEHBI XOJIECTA30M WJIM IIUPPO3OM
(tabun. 1). BeisiBasiemoe nipu [1CX noBbliIeH-
HOe cofiepXXaHUe LUPKYJIUPYIOUIMX UMMYH-
HBIX KOMIUIEKCOB OMpEAEsIeTCsl U MpU JIpy-
rmx 0Oojie3Hsx TeyeHu. Her mokaszarenbcTB
AKTUBALIMU CUCTEMbl KOMIUIEMEHTA B ITeye-
HU. Y 26-85% GonbHbix IICX kak ¢ XB3K,
TaK U 0€3 HUX B CHIBOPOTKE KPOBU OOHapy-
JKUBAIOT TIepUHYKJIeapHble aHTUHEUTpo-
¢unbuble antutena (p-ANCA), KoTopbie
BpsIZL I UrpaloT poiib B maroreHese I1CX.
CBsI3b MEXITy aHTUTETAMU U KIMHUKOU WUJIH
OTBETOM Ha Tepanuio OTCYTCTBYET.

Ta6nuua 1. UmmyHonorMyeckue HapyLieHUs npu
nex

TymopanbHbiii MUMMYHUTET
* YBenuueHue LMpKyIMpyHOLMX MMMYHHBIX KOMMIEKCOB
* YBennueHue ypoBHs UMMYHOTNIOBYNMHOB M HU3KME TUTPI

ANA/SMA, ANCA

KnetouHbiii uMMyHUTET

* YMeHblUEHWE UMPKYIUPYIOLMX Nepudepruieckux
CD8"-T-knetok

* MopranbHbii T-kneTouHbiA MHGUALTPAT

* YBenuueHue KoNMYECTBA QKTUBMPOBAHHBIX M T-KneToK
namsT1

* Yeennuenue uncna T-knetok

* ABeppanTHas akcnpeccuss HLA-DR Ha kneTkax
BMAKapHOro anuTenus

* Koakenpecens CD80 1 HLA-DR Ha knetkax 6unuaproro
anuTenus

* YBenuueHue LMpKyMpyIowmx 1 MeMBPaHOCBA3AHHbIX
QAre3MBHbIX MOMEKyn

WmmyHHble 3¢ HeKTOPHBIE MEXUHU3MDI
* YBenuueHue 3KCNPECCHM LIUTOKUHOB B NeEYeHM

WmmyHoreHeTHyeckme MeXaHU3Mbl
* HLA-B3anmocsa3u

Mpumeyanne: ANA — aHTUHYKNneapHble aHTUTENa,
SMA - antuTena k rnapkoi myckynatype, ANCA —
QHTUHEMTPODUIIbHBIE AHTUTENA
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HmetoTcst yoeauTenbHble 10Ka3aTeabcTBa
TOrO, YTO UMMYHHbIE MEXaHM3Mbl BOBJIEYE-
Hel B martoreHe3 IICX, HO HEBO3MOXKHO
OTIPEIENINUTh, YTO 3aITyCKAET 3TU MEXaHU3MBI —
HapylIeHUs] BHYTPU MMMYHHOW CUCTEMbI
WM 9K30TeHHble areHThl. HecMoTps Ha To
yT0 npu [1CX OTCYTCTBYIOT MATOTHOMOHUY-
Hble [T JAaHHOTO 3a00J1eBaHusl ayTOAHTUTE-
Jla, a UMMYHOCYTIpECCUBHAs Teparust OKa3bl-
BaeTcsi Majno3(h@eKTUBHOM, accolMalus ¢
HLA-anTureHamu, nosiBjieHue B TKaHU Tie-
YeHU UMMYHOKOMIETEHTHBIX KJIETOK, a TaK-
K€ COMYTCTBYIOLIME ayTOMMMYHHbIE CUH]I-
poMmbl Mo3BoJsAOT pacueHuBath [1CX kak
ayTOMMMYHHOE 3a00JIeBaHNe TIEYCHU.

ITo mepe nporpeccupoBaHusi 3a001€BaHUS
KOJTMYECTBO (DYHKUMOHUPYIOIIMX KETIUHBIX
MPOTOKOB YMEHbIIAETCs, TTOBPEXIAETCS Ma-
peHxuma TiedyeHHu, pasBuBaeTcs (Hubpo3 u
uuppo3. B KoHeuHoii ctanuu 3a0oseBaHus y
6osbHbIX [TCX ¢ OuiMapHbIM UPPO30OM Tie-
YEHU U MOPTAJILHOM TMIIEPTEH3UEN BOZHUKA-
10T TAKUE XK€ OCIOXKHEHMSI, KaK ¥ TIPU APYTUX
XoJiecTaTMYeCKUX 3a00J1eBaHUSIX MEUeHU.

Knunuka

3abosneBaHue yallle BCEro KIMHUYECKU
MaHubecTupyeT B Bozpacte ot 25 no 50 jer.
ITCX moxeT BcTpeyaThes U Yy AeTeil (B OTIM-
yue OT MePBUYHOr0 OMJIMAPHOTO LIUppo3a —
T1BL).

Knunnueckast kapruna I[1CX xapakrepu-
3yeTcsl 3HAYUTETbHON BapuabeTbHOCTHIO,
00YCJIOBJIEHHO HATMYMEM UJTH OTCYTCTBUEM
OCJIOXKHEHUI, CBSI3aHHBIX C TOpaXkKeHUeM
JKEJTYHBIX MPOTOKOB. Psi aBTOPOB BHIAESIOT
6eccumnToMHOE (y 10% K MOMEHTY YCTaHOB-
JIEHUs1 AMarHo3a) U KIMHUYeCKU MaHUbecT-
Hoe TeueHue. OTMedaeTcs, YTO IMALIMEHTHI
0€3 CUMIITOMOB MOJIOXE M UMEIOT MEHee BbI-
paXkeHHble M3MEHEHUS] OMOXMMUYECKHUX
MapkepoB 3a0oneBaHus. OqHAKO Takoe Je-
JIeHUe SIBJISIETCSI YCIOBHBIM, B CBSI3U C TEM
YTO y TAKMX OOJIbHBIX B OOJIBILIMHCTBE Clyya-
€B PaHO WJIM TIO3IHO Pa3BUBACTCS CHUMIITO-
MaTHKa.

Yacteim cumntomoMm ITCX siBiisieTcst Koxk-
HbI 3yl, COINPOBOXIAEMbIA pacyecamMu W
MPUBOASILNIA K 3HAUUTETbHOMY YXYIILIEHUIO
KavecTBa XM3HM 00JbHBIX. [IpumepHO Y 15%
MAIMeHTOB K MOMEHTY TTOCTAHOBKH TMATHO-
3a oTMeyvaroTcs 0ojau B 00JacTM MpPaBoOro
nosipedepbsi, HAOIIOJAIOTCS MPUCTYIIbI PELI-
JTUBUPYIOLIEH TUXOpaIKU ¢ 03HOOAMU, TOTe-
Ps1 Macchl TeJla 10 KaXeKCUU, PeLIMIMBUPYIO-
mast xkenaryxa (tadi. 2).

Ta6nuua 2. KnuHnyeckne CMMNTOMBI M AOHHBIE
o6bekTMBHOTO 06¢nepoBanms npu MCX

C Yacrora
MMNTOM o
nposiBneHus, %

3ya 10-70
Moteps Maccbl Tena, aHopekcus 25-80
Peunameupyiowas xentyxa 25-75
Jlnxopaaka, 03HO6bI 20-30
OtcyTCTBUE KNMHNYECKUX CHMNITOMOB 7-50

C yBenwyeHUWEM BoO3pacTa TMAIMEHTOB W
MPOAOIKUTEILHOCTY 3a00JIeBaHUSI YacToTa
KeruHo-KameHHo 6one3Hu (KKKB) cocraB-
nsieT 40-60%. Y 27% 6ompHBIX [1CX € comyT-
ctBytonieit 2KKb KoHKpeMeHTbl 0OHapyKu-
BalOT OJHOBPEMEHHO B KEJTYHOM TY3hIpe U
KEYHBIX MPOTOKaX, y 32% malueHTOB —
TOJIBKO B KEJTYHOM I1y3bipe, Y 41% GOJIbHBIX
— TOJILKO B XENTYHBIX TPOTOKaX. CTPUKTYPHI
kemuHbIX 1potokoB U 2KKb udacto BemyT K
DPa3BUTHUIO BOCXOJSIIIETO, B OOJBLIMHCTBE
CITyJaeB PEUIUBUPYIONIETO OaKTePHaTbHO-
TO XOJIAHTUTA, IPOTEKAIOIIETO C IPUCTYIIAMHU
JKEJTYHOU KOJIMKU, JIMXOPAJIKOK ¢ 03HOOAMU,
xkentyxoii (tpuana Ilapko).

[Tpu ITCX MoXeT BO3HUKHYTh CTeaTopes ¢
noTepeit XXUPOpaCTBOPUMBIX BUTAMMHOB A,
D, E u Buramuna K. JlaHHbIe KTUHUYECKHE
nposieienusi, kak u npu [1BLI, Bo3HuKawT B
pesynbraTe XoJecTa3a, pexke BCIEACTBUE CY-
Xoro cuHapoma. Jdedunur ButamuHa A 00-
HapyxuBaeTcs B 80% ciydaes ¢ pa3BepHYTOI
kaptuHoit [1CX, nedpuuut BurammHa D u
E — B 50% (Tabmx. 3).

3n0poBs” YKpainu

Ta6nuua 3. Knunuueckue nposeneHus u
ocnoxHenus MCX, cea3aHHbIE ¢ NOPAXKEHMEM
JKEeNYHbIX I'IPO'I'OI(OB

06ycnoBneHHbIE X0NeCTasom
. 3)’H

* Crearopes

* [ledmumt BUTAMUHOB

* Ocreonopo3

0G6ycnoBneHHble CTPUKTYPAMM JKENYHBIX NPOTOKOB
* BunuapHbin cnapx

* Xoneuucro- 1 XoNepoXoNuTUa3

* [porpeccupytowmin xonecras

* bakTepuanbHbIi XONaHTUT

06ycnoBneHHbIEe XONAHTUTOM
o CTeHO3bl M CTPUKTYpBI
* XonaHr1ouenonsgpHas KapLuHoma

Kak v npu apyrux ayTouMMyHHBIX 3200-
neBaHusix nedenu, rnpu [CX HabmomaoTcs
MMMYHO3aBUCUMBIE TopakeHus. Cpeau HUX
npeobaanator XB3K. 3abosneBaHus Kuiieu-
HMKa 4acTO MPOTeKaIoT Oec- WU MaJOCUM-
NMTOMHO W MOTYT AMAarHOCTUPOBATHCS TOJb-
KO TpU TUCTOJOTMYECKOM MCCIEIOBAaHUU.
Puck pa3BuTHs KOJIOPEKTAIbLHOTO paka y Ta-
KUX IMalIMeHTOB MOBLIIIeH. YacToTa ero Bo3-
HUKHOBEHHUS KoppeaupyeT co craxem [TCX.
Cywuralot, uto y 60JabHBIX [ICX ¢ s13BeHHBIM
KOJIUTOM PUCK Pa3BUTHUSI KapLUHOMBI BbI-
e, yeM y OOJbHBIX C U30JMPOBAHHBIM 13-
BEHHBbIM KonuToM. Yaine pasBuBaeTcs pax
MpaBbIX OTAETOB KUIIEYHUKA, YTO, BO3MOXK-
HO, CBSI3aHO C KaHLEPOT€HHBIM BIMSHUEM
JKEMYHBIX KUCJIOT. PUcK pa3BuTus paka He
CHUKaeTcsl Ha (hoHe MpHUeMa ypCoae30KCH-
xojieBoit kuciotel (YIXK), a puck pasBu-
TUSI paka TOJICTOW KMILKW WIA AUCIIA3UU
COXpaHsIeTCs Taxe ITOoce TPaHCITAHTaI[I!
TIeYeHM.

IMpu TICX yame, yeM B MOMYJSILINM,
BCTpeYaloTCsl pasiMyHble UMMYHHBIE CUHI-
pombl: cuHapoMm IlerpeHa, ayTrouMMyHHas
reMojuTuyeckas aHeMusl, JMCCEMUHUPO-
BaHHBIN BACKYJIUT, 3a00/eBaHUST IIUTOBUI-
HOM Xele3bl, IeuaKkus, JTuMmborpaHyieMa-
TO3 U JIp.

Ocreomnopos npu [1CX BcTpevaetcs ¢ Toit
K€ 4aCTOTON M BBIPAKEHHOCTbIO, UTO U MPU
TIBLI. ExeronHast morepsi MIOTHOCTU KOCT-
Hoil TKaHu y OoabHbIX [ICX mpumepHO
B/IBOE TTPEBHIIIACT TAKOBYIO Y JIUL] KOHTPOJIb-
HOM TPYIIbI COOTBETCTBYIOIIETO 0JIa M BO3-
pacra. OcTeoneHus MOXeT HabJII0aThCs YKe
B paHHeM JeTckoM Bozpacte. OHa ObICTPO
MPOTrpeccupyeT U KOppeaupyeT C aKTUB-
HOCTBIO BOCITAJIUTENIbHBIX U3MEHEHUI B TTe-
yeHu. HemoctaroyHoe muTaHue U 3adepiKKa
pocTa MPUBOJAT Y IeTel U MOIPOCTKOB K 00-
Jiee BbIPaXKEHHBIM TIPOSIBJIEHUSIM OCTEOIe-
HMM, YeM Y B3POCJIbIX.

BaxHylo AMarHoCTUYECKYIO U TepareBTh-
JeCKyI0 TPOOJIeMY TPEICTaBISIET XOJaHTHO-
uesuofisipHas kKapuuHoMa (XLK), xors y
6onbHbIX [ICX Hapsmy ¢ Heli BCTpedaroTcs
TaKXKe TenaToLe/TIoNspHas KaplLuHoMa U
pak kemuHoro my3bips. Yacrora XK mpu
TICX cocraBnsiet okono 8%. [To Mepe yBemm-
YeHUST TPOMOJIKUTETHHOCTH 3a00JIeBaHUS
puck Bo3HukHOBeHMs1 XIIK Bo3pacraer mo
10%. XLIK Bo3HukaeT y 60sbHbIX TICX He
TOJILKO Ha CTaAMM LMPpO3a MeYeHU, HO U B
MPEeLUPPOTUUECKYIO CTaaui0 3a00JeBaHUSI.
Puck pasputust X1IK Bo3pacraer y Kypsiux
MalyeHTOB.

OcrasibHbIE ONYXOJIU MIEYEHU U OUTMapHO-
TO TPaKTa BCTPEUYAIOTCS] 3HAUUTEJILHO pexke.

JluazHocmuka

[1pu nabopaTopHOM MUCCAENOBAHUU Y Ta-
LMeHToB ¢ paHHUMU cTagusiMu [1CX oOHa-
PYXUBAETCS MOBBILIIEHIE YPOBHS (DePMEHTOB
xoJectasa (1ieno4yHoi (ocdaTassl U raMMa-
[YTaMUWITPAHCTIENTUAA3bl) TPU YMEPEHHOM
MOBBIIIEHUU aKTUBHOCTU TpaHcamMuHa3. Ha
CTaAMM IMPPO3a MeyeHU HaOII0NAeTCsl CHU-
JKEHUE YPOBHSI ChIBOPOTOYHOTO albOyMMHA,
(hakTOPOB CBEPTHIBAHUS KPOBU M XOJIMHICTE-
pasbl, TIOBBIIIAETCSI COlepKaHUe raMMarjio-
Oy/JIMHOB. YpOBeHb OMIMPYOMHA B CHIBOPOT-
Ke KOJIeOseTCsl COOTBETCTBEHHO PELMIBU-
pytolemy TeueHuto 3aboneBanus. Kpome To-
IO, OH 3aBUCUT OT HAJIMYMsI WK OTCYTCTBUS
conytctytomeit KKb.

[Tpu I1CX obHapyxuBaeTcst 60JbIIOE KO-
JIMYECTBO DPA3IMYHBIX OpraHocrneunubuyec-
KUX ayTOAHTUTE. AHTUHYKJI€ApHbIE aHTUTE-
Jla ¥ aHTUTeNa K TJIaIKOM MyCKyJIaType oOHa-
pyxupatorcst y 30-60% mnanuentos ¢ I[1CX,
MPU 3TOM XapaKTepHO OTCYTCTBME aHTUMMU-
TOXOHIAPUAIbHBIX aHTUTeNl (AMA). Jluub y
5% OONBHBIX OHU MOTYT OOHapyXKMBaThCS B
HU3KOM TUTpe. AHTUTENa p-ANCA cunTaior-
¢S TOCTAaTOYHO HANEXHBIM, XOTSI ¥ He abco-
MoTHBIM MapkepoM [TCX. OHU BBISBISIOTCS
B 30-90% cnyyaeB, mpruyeM OOIMHAKOBO YaCcTO
y OOJIbHBIX C COMYTCTBYIOLIUM SI3BEHHBIM KO-
JIUTOM U y NaluMeHToB 6e3 Hero. CrenyeT oT-
METHTh, YTO 3TU aHTUTEJIa TAKXKe OOHAPYKHU-
BalOTCsI Uy OOJIbHBIX SI3BEHHBIM KOJIMTOM 03
MCX, maumenTos ¢ I1BL] 1 ayrouMMyHHBIM
rernaTUuToM. BBIAENSIIOT Tpy pa3IMyHbIX MOMI-
tuna p-ANCA:

— 1UTOIJIa3MaTUYeCcKrue  aHTUHEHTpo-
unbHble anTUTENa (C-ANCA);

— kiaccuyeckue p-ANCA;

— atunuuHbie p-ANCA.

BoisiBnienune antuten c-ANCA wumeer
MPOrHOCTUYECKOE 3HAUEHHUE MTPU CUCTEMHBIX
BacKyJIMTax, 0COOEHHO rpaHysieMarose Bere-
Hepa (ooHapyxuBaroTcst y 80-95% GONBHBIX).
Atunuunsie p-ANCA, 1o-BUAMMOMY, acco-
LIMUPOBaHHI ¢ TskeabiM TeueHueM [1CX. Ha-
JU4Yue aHTUKApIMOJIUIMHOBBIX aHTUTEN
(oHu BBISIBISAIOTCS Y 60-65% OOJBHBIX) KOP-
peupyeT ¢ TUCTOJIOTMYECKON cTaiaueit 3a00-
JIeBaHWS. DTH aHTHUTENIAa UTPAIOT POJIb B MPO-
rpeccupoBanuu I1CX, a He B er0 BOBHUKHO-
BeHuU. KinnHuyeckoe 3HaueHue oOHapyxe-
HUSl opraHocnenu@uueckux ayTOaHTUTEN
HE3HAYUTENIbHO.

Bax#eiinieii mpo0emoii B Kypalyu rmamu-
eHToB ¢ [1CX sBnsieTcsi CBOeBpeMEHHOE BbI-
spieHne XLIK. Omnyxosnesbie Mapkepbl Xa-
paKTepHbI ISl JaJeKo 3alleAlnux (Gopm
XUK, HO He MO3BOJISIIOT PacO3HATh €€ PaH-
HMe cTaauM. YyBCTBUTEIBHOCTb M CIELM-
(uyHOCTb M30JUPOBAHHOTO  BBISBICHUS
KaH1epo-3MoproHanbHOro antureHa (CEA)
u pakoBoro antureHa (CA) 19-9 B o6Hapy-
xeHun XK okasbiBatorcst HU3kumMu. Kom-
ounuposaHHas oueHka CA 19-9 u CEA no
dbopmyne: CA 19-9 + (CEAx40) yBenauuuBa-
€T YYBCTBHUTEIBHOCTh MO 88%, ecim Imoy-
yeHHble pe3yabrarhl npesbimator 400. Uc-
CJIeIOBAaHUE YETHIPEX OIyXOJIEBBIX MapKepoB
(CEA, CA 50, CA 19-9 u CA 242) He TIOBBI-
[IaeT TOYHOCTh AuarHocTuku XI[K.

DHIOCKOMMUYECKasl peTporpanHasl XojJaH-
ruonankpeatorpadust (OPXIIT) sasasiercs
30JI0TBIM CTaHAapTOM B auarHocTtuke [1CX.
VY 80% GonbHbIX Tipu DPXIIT BHIABISIOTCS
U3MEHEHUS] BHYTPU- U BHEMEUYEHOUYHBIX
KETYHBIX MTPOTOKOB, y 10-20% manueHTOB —
TOJIbKO BHYTPUIIEYEHOUHbIX, & MEHEE YeM Y
5% OONBHBIX — TOJBKO BHEIECYCHOUHBIX.
VY 10-20% manneHTOB 00HAPYKMBAIOTCS W3-
MEHEHUS JKEJTYHOTO TY3bIpS W ITTy3bIPHOTO
nportoka. [Tpeumymectso DPXIIT B auar-
HOCTHKE OTyXOJIel 3aKII04aeTcsl B BOZMOX-
HOCTHU MPOBEAECHUS IETOYHOM LIUTOJOTUU CO
B3SITUEM MaTepuajla U3 MOJ03PUTETbHBIX
VYACTKOB TIPOTOKOB, a TakXKe HEMOCpe.-
CTBEHHOI OMOIICHH.

Baxnoe 3Hauenne B mmarHoctuke [1CX
umeeT komnbloTepHas ToMmorpadus (KT) u
MarHMTHO-pE30HAHCHAasl XoJlaHTHorpadus
(MPX). YUyBCTBUTEIHHOCTD TIOCEIHETO ME-
Toma cocrtaBnseT okoimo 90%. CoveraHHoe
npuMmeHenue DPXIIT u MPX nosbliaer
TOYHOCTh pacrnosHaBanug [1CX o 97%
(puc. 2). K npeumymiecteam MPX oTHOCSTCSI
HEUHBA3UBHOCTb, BbICOKAst MH(POPMATUBHOCTD
B OLIEHKE COCTOSIHUSI MEYeHW U CeNIe3eHKH,

Puc. 2. MPX (cneBa) n peHTreHOrpamma, nony4eHHas
npu IPXMT (cnpaga) y naumenta ¢ MNCX
(no A.S. Fulcher, 2000)
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pacrno3HaBaHUM YBEJIMYEHHbIX JUMGbOY3I0B
u BbIsiBAeHUU acuuta. Kpome toro, MPX
MOXET TPUMEHSTBbCS, €CIU TpOBeIcHUE
OPXIIT nportuBomnokasaHo. TexHuueckue
Bo3MOXHOCTM MPX MOCTOSIHHO paciiupsi-
I0TCS, W, MO-BUAMMOMY, B MEPCMEeKTUBE OHA
MOXET MPUMEHSTLCSI B COYETAHUU C Upec-
KOXHOIi OUOTICUEi.

VnwsrpasBykoBoe ucciaenoBanue (Y3U) op-
TaHOB TEMaTOOMIMAPHON CUCTEMBI y OOJIb-
HBIX ¢ Jajeko 3ameanmmu cragusamu [1CX
MO3BOJISIET BBISIBASTH YTOJIIEHHbIE CTEHKHU
JKEJYHBIX MPOTOKOB, JAWJATUPOBAHHbIE U
CTEHO3MPOBAHHBIE YYACTKM XEJTUHBIX TPOTO-
KOB, yBeJIMYEHHE TIepUTETIaTUIECKUX JIUM-
(batmueckux y3moB, KeTUHbIE KOHKPEMEHTBI
U OwMapHblil ciamxk. YyBCTBUTENIBHOCTh U
creuubUIHOCTb YABTPa3ByKOBOTO MeETO/a
uccnenoBanus B auarHoctuke XK He BbI-
COKH.

VY 6osbHbIX ¢ [ICX Moka3aHo MOBTOPHOE
MIPOBE/IEHNE KOJOHOCKOMUU. DTO 00YCIOB-
JICHO BBICOKOM YacTOTOM COIYTCTBYIOLLIETO
SI3BEHHOTO KOJIMTA, CKJIOHHOCTBIO €ro K 0ec-
U MaJOCUMITOMHOMY TEYEHMIO U BbICOKUM
PUCKOM Da3BUTHUSI KOJOPEKTAJbHOTO paka.
Puck BOBHMKHOBEHUST KOJIOPEKTAIBHOTO pa-
Ka COXpaHseTCsl M TIOCje TpaHCITaHTalluu
MeYeHu, TI03TOMY MalueHTaM Heo0XOIUMO
€XEeroaHoe MpoBeeHUe KOJTOHOCKOMUH.

Heobxoa1mMo oTMeTUTb, UTO BCE OMUCAH-
Hble BbIIlIE METOAbI MCCIEA0BaHUSI B 0O0Jb-
IIMHCTBE CJTy4aeB He TTO3BOJISIIOT TUaTHOCTH -
poBaTh [ICX 1 comyTcTByIOIINE €My BHETIe-
YeHOUHbIe OCJOXHEHMSI Ha paHHEeW cTamuu
3a0oseBaHus. TunMyHble KJIMHUYECKUE
CUMIITOMBI U JIaHHbIE 00BEKTUBHOIO MCCIIEe-
NOBaHMS  (XapaKTepHYIO0 KapTUHY TMpH
OPXIIT) MOXHO HaOMOAATH JUIIb MTPU BbI-
pPakeHHBIX U3MEHEHUSX KETIHBIX TPOTOKOB,
KOTOpbIE MOSIBSIOTCS YK€ TpU JNaNeko 3a-
LIEIIMX CTaausIX 3a00eBaHuUs ¢ pa3BUTHEM
Ha (oHe BocHaJleHUsl MPOLEeCcCOB pyOlieBa-
Hus. JAuarHoctupoBath XK y GonbHBIX
[ICX obiBaet oueHb TpyaHO. OmyXxojb oOHa-
PYXUBaeTCs CAy4aitHO UM, KaK TpaBuiIo, yxe
Ha T0OCTATOYHO MO3IHUX CTAIUsAX.

bBuorncus neyeHn MOXKeT MOATBEPAUTD Tra-
rHo3 [ICX, xoTs1 oHa He SIBJSIETCSI METOJIOM
BbIOOpa B AMarHocTuke. OJHAKO OHA UrpaeT
BaxKHYI0 poJib y 00JibHBIX ¢ XB3K, y KoTOphIX
00HaAPYKMBAIOTCS MUHUMAJIbHbIE OMOXUMU-
yecKue W3MEHEHUs, XapaKTepHble ISl XO-
necrasa. [McToNornueckuMmu U3MEHEHUSIMM,
crieuuduuHbiMu 11t [ICX, cunratorcst ckie-
pO3UpOBaHUE M OOJMTEpALMs BHYTPU- U
BHEIEUEHOYHBIX JKEITYHBIX MPOTOKOB TsKa-
MU COETUHUTETBHON TKAHU TO TUITY «JTyKO-
BOI1 wenyxu» (puc. 3).

o

(cneuuduueckue nsmeteHms)

B cpenHeii yacT pricyHKa BUIEH TTYYOK CO-
eIMHUTEIbHOTKAHHBIX BOJIOKOH B BUAE «Iy-
KOBOIA LIEyXW», B LIEHTPE KOTOPOTO HAXOAMT-
Cs1 XKEeYHBIA MPOTOK (TPUXPOMHOE OKpallu-
BaHue 1o Maccony, ysennuenue B 100 pa3).

Bce npyrue ructonoruyeckue U3MeHEHMsI
ABISIIOTCS HeCTTeUN(PUUHBIMA ¥ HAIIOMUHA-
1ot usMmenenus npu [MBL (puc. 4), HO Ge3
HErHOMHOM AECTPYKUMU STUATEIUS KETIHBIX
npotokoB. Ha I cranuu mopaxarorcst TOIbKO
MeJIKMe XeJTuHble MpoToku. [lopaxkeHue
KPYIHBIX TPOTOKOB MPOUCXOAUT HA MPOTSI-
xeHuu I craguu. B psime ciydyaeB KpyIHble
MPOTOKKU HE TMopaxalTcs U 3abojeBaHUE
npoTekaeT 0e3 UX TUIMUYHBIX WM3MEHEHUI
BILUIOTH 10 Iupposa medeHn. XL[K moxer
pa3BUBaTbCs HA JIIO0OU cTanuy 3a001eBaHUs.

IIponomxenue Ha ctp. 30.
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MepBuyHbii ckneposupylouiuli Xonanzum:
COBPEMEHHOE COCMOYHUE MpoGnembl

IIponomxkenue. Hayano ua ctp. 28.

AL, L, 7

Puc. 4. Tucronornyeckas kapruda MCX IV cragum
(Hecneyudpuueckue usmeHeHus)

TIpu [TCX Guorncust meueHU He BCeraa He-
obxomvMa JUIsI TIOCTAaHOBKM AuarHo3a. Ee
MpOBEICHNE TI0KA3aHO IIPU HESICHOM JHa-
THO3€e, KOrJa TMCTOJIOTMYeCcKre JaHHbIe MO-
T'YT TIOMOYb B BHIOOPE TAKTUKU JIEUEHMUSI.

Nuidiepenuuanbhblii guazios

Huddeperuumanbhblii guartos mpu [ICX
HEOOXOIMMO TPOBOINTH CO BCEMHU XOJleCTa-
TUYECKUMM 3a00JIeBAaHUSIMM TICUCHHU, B TIep-
Byto ouepenib ¢ [1BII (tab. 4).

kaptuHy [1CX. oBosibHO Go0JbllIOE paHIO-
MU3UPOBAHHOE TLIale00-KOHTPOJUPYEMOe
uccaenoBaHue MPUMEHEHUs CPelHUX N03
VXK cBugerenbctByer o ToMm, uto YIXK
3HAYUTEJIBHO YIyUIlIaeT OMOXUMUYECKHUE MO~
KaszaTeJd, HO He TOPMO3UT IMCTOJIOTHYECKOe
nporpeccupoBanue IICX u He BiMgeT Ha
CPOKM BbIXKMBaeMOcTU. Ha pesyisTaThl Mor
MOBIUATh TOT (akT, 4To 45% OOJbHBIX,
BKJIIOYEHHBIX B MCCJIeOBaHKWE, UMEIU Jalie-
ko zamteamue cranuu [ICX. Umerorcst cBu-
netenbctBa  Oosblielt 3G MEKTUBHOCTH
VYIXK B mose 20-30 mr/kr/cyT. [Ipemapart xo-
pOIIIO TIepeHOCUICS U He UMe 3HaYUTeNb-
HBIX MMOOOYHBIX 3 PekToB. OTMEUCHO CHU-
JKE€HME YPOBHS IleJoyHOi ¢ocdarassl U
raMMa-rIoTaMUITPAaHCIENTHAA3bl. YPOBEHD
OwIMpyOMHA M TpaHCaMKHA3 CYLIECTBEHHO
HEe M3MEHMWJICS TI0 CPaBHEHMIO ¢ KOHTPOJIb-
Holi rpynmnoii. [Ipenapat TOpMO31II TUCTOJIO-
ITMYECKYIO MTPOTrPeccuIo, Tak KaK TUCTOJOTH-
YeCKM MHAEKC MO0 He MeHsuics, Jnubo
yayumancs. Hasnauenue YIXK B no3ax me-
Hee 10 MT/KT Macchl TeJla B CYTKH He 3¢ dek-
THUBHO. JleyeHHue HeOOXOIMMO MPOAOJIKATh B
TeueHue Bcelt xku3Hu. [IpepbiBaHMe Tepanuu
MPUBOAMT K Pa3BUTHIO PEIIMIMBOB C UBMEHE-
HHUEM OMOXMMUYECKUX ITOKa3aTeseid.

Ta6nuua 4. Auddepenuuanbras auardoctuka MCX u MBL

MpusHaku nex

Mon My>xumnb (2:1)
Bospacr

Knunuveckne npusHaku
nuxopapka

CouetaHHble 3a60neBaHUS

Jla6oparopHbie Mapkepbl ANCA

Buoncus neyenn

XHAX

MopaxeHue BHe- U
Xonaxruorpadus
NpoTOKOB

Monopot (~30-35ner)

EGKTepMdﬂbelﬁ XOJIAHIUT,

Bonesnb KpoHa, s3BeHHbIN KOnuT,
mynbTHdOoKanbHbIi Gpn6po3

Du6po3HbIii 06nMTEpUpPYIOLLUIA

BHYTPUMNEYEHOUYHbIX XEMUHbIX

neL
Xenwmuei (9:1)

Moxwunoii (~50 nert)

TMnepnurmeHTaums, KCAHTENA3MbI

Cunapom LlerpeHa, ayTOMMMYHHbIN
TUPEOUANT, CUCTEMHAS CKIIEPOAEPMUS,
PEBMATOMAHDIN APTPUT

AMA IgM ANA
Ipanynemarosubii XHAX

OrcyTcTBME M3MEHEHNI, PeAKo (npu
LMppo3e) — Cy)XeHue
BHYTPMNeEYeHOUHbIX NPOTOKOB

MNpumeuanmne: XHOX — XpoHM4ECKMI HETHOMHBIN [ECTPYKTMBHBIA XONAHIMT.

Kpowme Ttoro, B xpyr auddepeHunanbHon
JMAarHOCTUKU CJIEAyeT BKJIIOYATh XOJAHTUTHI
0aKTepuaTbHOrO U Tapa3uTapHOTO IMPOUC-
XOXJIEHUS, IeKapCTBEHHbIE XOJIaHTMOMATHH,
a Takxe oryxonu, B yactHoctu XK, koto-
pyto TpyaHo otrpanuuuTh oT [TCX. B cBsizu ¢
TEM YTO CHCTEMa KETUYHBIX TIPOTOKOB CHAb-
’KaeTcsl KPOBbBIO UCKITIOUUTENBHO YePEe3 BETBU
MEYECHOYHOW apTepuu, U3MEHEHUS, CBOJ-
ctBeHHble [ICX, MOTyT OoTMeYaTbCsl U TIPU
nimeMuyeckux nopaxeHusix. I[lpu Gaxktepu-
JIbHOM XOJIAHTUTE, HE aCCOLIMMPOBAHHOM C
TICX, OynyT oTCyTCTBOBAaTh MPU3HAKM CYXKe-
HUS U CKJIEPO3UPOBAHUS KETYHBIX MPOTO-
KOB, s13BeHHbIIl KonuT. [Ipu mapazutapHoM
XOJIaHTUTe OYIYT BBISIBISTBCS aHTUTeNda K
reibMuHTaM. [Ipu uiieMuyeckoMm mopaxe-
nuu nipu Y3U, KT, MPX u anruorpacpun
TIPU3HAKY MTOPAKEHUS TICYCHOUHOW apTepuu
OYIyT BBISIBIISITBCS, @ KETUHBIX MTPOTOKOB —
OTCYTCTBOBATb.

Nevenue

CrienmunIecKnx METOIOB JICUCHMST KOX-
HOTO 3y/1a, MajibabcopOLIUK XKUPOPACTBOPU-
MBIX BUTaMUHOB, acIliTa, BapUKO3HO pac-
LIMPEHHBIX BEH MMIIEBOAA U MOPTOCHUCTEM-
Holi sHuedanonarun y 6oiabHbIX [ICX He cy-
IIIECTBYET.

MeaukameHTO3Has Tepanus

VYIXK — enuHCTBEHHBII Mpemnapar, KOTo-
poiii B Hu3kux (10 mr/kr) u cpemnux (13-
15 Mr/Kr) mozax yiayduiaer OMOXMMUYECKUE
1oKa3aTteau, HO He BIMSIET Ha KIIMHUYECKYIO
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Bbiiu mpoBeneHbl KOHTPOJIUpPYeMble U He-
KOHTPOJIMPYEMbIE MCCIEA0BAHUS, TMOCBS-
HIeHHBIE N3yYeHMIO 3((DEKTUBHOCTH TIPUME-
Henud npu [TCX Takpoaumyca, METOTpeKca-
Ta, D-neHunwiiaMuHa U KoJaxulyHa. B Ha-
cTosiIIee BpeMsl Ha3HAUEHUEe BCEX ATUX ITpera-
patoB 1ipu sneueHun [1CX He pekomeHmyeT-
cs1. Hecmotpst Ha To uto [1CX siBnsieTcst uM-
MYHHBIM 3a0oJjieBaHHeM, 3(POEKTUBHOCTH
CUCTEMHBIX KOPTUKOCTEPOUIOB M3yueHa He-
nocTatouyHo. [Ipy MecTHOM TpUMEHEHUU
CTEpPOUIOB TMyTeM HAa300MIMApHOrO JaBaxa
4acToO BO3ZHMKAI OaKTepUalbHbIA XOJaHTUT.
BcaenctBue moGouHbIX 3 (HEKTOB KOPTH-
KOCTEPOUIOB, B YACTHOCTU Pa3BUTHS OCTEO-
1opo3a, OoJiblliie KOHTPOJUPYEMbIE MCIIbI-
TaHuUs1 ObUTM OcTaHOBJEHBI. OCTe0nopo3 Mo-
JKET TPOrpeccupoBaTh Jaxe y MYXUYMH C
[ICX, xotsa OucdochoHaThl CIIOCOOHBI €ro
TOPMO3UTb.

Kpome Toro, mpoBeaeHbBI MUIOTHBIE MC-
clenoBaHuUs, Kacaroliuecss TMPUMEHEHUS
OynecoHuna, HUKOTMHA U MEHTOKCUMUI-
nuHa. [TosyyeHHbIe pe3yabTaThl MpenBapu-
TeJbHbIE, MOATOMY IOKa OCTaeTcsl Hesic-
HbIM, TOKa3aHbl JIM JaHHbIE MpernapaThl
JUTS TIMPOKOTO MPUMEHEHUS WIM XK€ OHU
MOTYT MCIIOJIb30BAaThCS JUIIb B OTAEIBHBIX
cayJasix.

JleyeHue COMyTCTBYIOIETO OaKTepualib-
HOTO XOJIAaHTUTA 3aKJII0YAETCs B I€3MHTOKCU-
KallMOHHON MH(bY3MOHHOM Tepanuu, Bo3Me-
HIEHUW TIOTePH XUAKOCTH W JICKTPOJUTOB,
6oprOe ¢ 00JeBbIM CHHIPOMOM U palMO-
HaJbHON aHTUOMOTHUKOTEpanuu (Tadm. 5).

Ta6nuua 5. AuTubnoTukoTepanus conyrcrayiouiero MCX Bocxoasiwero 6akTepuanbHOro XONAHIMTA

LledpanocrnopuHb! 1 f-nakramubie aHTHOMOTUKM
(Hanpumep, LedTpUAKCOH)

YpeuponeHuuunnuHb! (Hanpumep, a3nOLUNNMH)

AmuHornuko3uapl (B cny4yae pe3ucTeHTHOM
MUKPOGNOPBI), HANPUMED FEHTAMULIUH

MeTtpoHunpason (npu aHaspo6Hoii Mukpodnope)

2 1 B CyTKV BHYTPMBEHHO MM BHYTPHMbILLEYHO
12-15 r B CyTKM BHYTPUMBILLEYHO WY BHYTPMBEHHO
2-5 Mr B CyTKV BHYTPUMBILLEYHO UAW BHYTPUBEHHO

500 mr 3 pasa B cyTK¥ BHYTPMBEHHO

LiMknocnopuH cMsiryaeT CUMATOMbI I3BEHHOTO KOJIUTA, HO He BAMSIET HA TeueHne unu nporHos MCX.

DHAOCKOMHUYECKOe AeveHue
DHpockonuueckoe geueHue [1CX ceogurcst
K JUIaTalliy y4acTKOB HauOoJjiee BbIpaxkeH-
HOTO CTEHO3WMPOBAHMS KETYHBIX IMPOTOKOB.
bannonHas quiaTanust MOXeT COIPOBOXKIATh-
Cs1 yCTAHOBKOI KpaTKOCpO4YHOro, Ha 10 gHeit,
CTEHTA WJIM HA300WJIMAPHOTO 30HAA. DHIO-
CKOITMYECKOE BMEIIATEILCTBO IPOBOAUTCS HA
(boHe TPoUTAKTUYECKOTO TTPUMEHEHUST aH-
THUOMOTUKOB B TeueHWe 24 4, CHIZKAIOIIETO
PUCK pPa3BUTHSL BOCXOISIIETO XOJAHTUTA.
Y 60-80% 6OJIbHBIX [TOCIIE SHIOCKOIINMYECKOTO
JICUCHUsS] OTMeYaeTcss OBbICTPOE YMEHBIICHUE
TMpOosIBJICHMIA XosecTasa. Yepes rog mocie mo-
BTOpHOI mumatarmu y 80% TMaIMeHToB UTH-
TeJIbHOE BpeMsI OTCYTCTBYET HEOOXOIUMOCTD B
MPOBEICHUM JTATbHEUIIINX 3HIOCKOMUYECKHX
BMellIaTeIbCTB. JI0Ka3aHo, YTO MPU COYETAH-
HOM IPUMEHEHUU SHAIOCKOIMMYECKON TrIaTa-
uuu v Tepanun YIIXK ormevaercst craTuctu-
YEeCKM JIOCTOBEPHOE YBEJIUUEHUE OXKMIAEMOM
TTPOIOJIKUTETBHOCTH JKU3HU OOJTbHBIX U YIUTH-
HeHMe Tieproa UX XKU3HU 0e3 TpaHCIUIaHTa-
uuu nedeHu. Ilockonbky TTCX mpotekaer ¢
ITOBTOPHBIM CTEHO3UPOBAHUEM KEJTUHBIX ITPO-
TOKOB, 11eJIeCO00pa3HO TPOBEACHUE KOHT-
ponbHoi DPXITIT ¢ uHTepBanom B 6-12 Mec.

Xupypruueckoe aeuvenue

B Hacrosiiee BpeMs1 TpaHCIUIAHTAIIUS Tie-
YeHU CUMTaeTCs CpeacTBOM BbIOOpa s
00JbHBIX ¢ KoHeuHo#t ctagueit [1ICX. Apry-
MEHTaMU B I0JIb3Y BBITOJHEHUS TPAHCIIIaH-
TalluM B paHHUE CPOKU CITYKUT PUCK pa3BU-
TUSI XOJAHTMOKAPLMHOMBI U XOPOIINe pe-
3yAbTaThl S-JeTHEH BBIKMBAEMOCTU TIIOCIHE
omepauuu. Mexay TeM MMEIOTCSl TaHHbIE,
CBUIETEIBCTBYIOIINE O TOM, 4TO Y 20% 00JIh-
HBIX 11OCJIe TPAHCIUIAHTALMY B TEYEHHUE S JIET
[NCX peuunuBupyeT B BUIE HEAHACTOMO3U-
PYIOIIMX BHYTPU- U BHENEYEHOUHBIX CTPUK-
Typ. bosee Toro, mocse TpaHCIIIAHTAIIUY T1€-
YeHU Haubosiee YacToil MPUUYMHON CMepTH
SIBJISIETCS PaK TOJICTOM KUIIKH.

[ManmeHnTam cienyer crapatbcsl M30eraTh
JIIOOBIX CIMOCOOOB XMPYPTUUECKOTO JICUEHHS],
3a UCKJIIOUEHUEM TPAHCILTAHTALIUU TICYCHU.
Peub unet o Takux BUAAX OMEPaTUBHBIX BMe-
11aTeIbCTB, KaK pa3InyHbIe BApUAHThl OMIMO-
SHTEPAJbHBIX JIPEHUPYIOIIUX OMNepanuit
(BHYTpUIIEYEHOUYHASI XOJAHTUOECIOHOCTOMMSI,
HaJIOKEHUE X0JIe0X0-CI0HO-KYTaHHBIX (hHC-
TYJ U JIp.), COMTPOBOXAAIOIINXCS WU HE CO-
MTPOBOXIAIOIIMXCSI YCTAHOBKOM cTeHTa. Pe-
3yJIBTaThl YIOMSIHYTBIX OMEpaliuii B OTHOLIE-
HUM BIMSHUSI HA BBIPAKEHHOCTb XEJITYXU U
TeueHUe PelMIMBUPYIOLIUX XOJAHTUTOB Obl-
BAaIOT JOCTATOYHO HETUIOXMMU, HO 3TH OIe-
paluy UMEIOT BBICOKME MTOKA3aTeTN JIeTallb-
HOCTU OOJIbHBIX, OCOOEHHO C yXe copMu-
POBABLIMMCSI LIMPPO30OM IEYEHHU.

ITpoxTokonskTomus y 6onbHbIX [TCX ¢ co-
MYTCTBYIOIIUM $I3BEHHBIM KOJUTOM HE MpH-
BOIUT K YIYYIICHUIO OMOXMMUYECKUX TTOKa-
3aTeneil, YMEHbIICHUI0 U3MEHEHUN TeYeHH,
BBISIBASIEMBIX TPHU XOJAHTHOTpapUUEeCcKOM U
TMCTOJIOTUYECKOM MCCIIENOBAaHUSIX, U YBEIU-
YEHUIO MPOJOKUTEIbHOCTH XKU3HU 0OO0Jb-
HBIX, TIOATOMY BCE OMEpalMy Ha KUILEYHUKE
JOJDKHBI TTPOBOMUTHCS, €CIM TIOKa3aHUs K
HUM OTIPENIEIISIIOTCS XapaKTepoOM TTOPaKEeHUSI
KunieyHruka. HampoTuB, TpaHCIIaHTaLMs
MeYeHU ¢ Mocjeaytolieii UMMYHOCYTIPECCUB-
HOI1 Tepamnueil MpUBOUT K YIyULIEHUIO Teyue-
HUSI SI3BEHHOTO KOJIUTA.

Npozno3

g TTCX xapakTepHa BapuabeIbHOCTb Te-
yeHust. CpeHsIst IPOIOKUTEIBHOCTD XKU3HU
npu [1CX ¢ MOMeHTa TOCTAaHOBKU JHMAarHo3a
IO HACTYIIJIGHUS] CMEPTU WUJIU JI0 TPaHCILIaH-
TaMM TIeYeHU, IO HTaHHBIM pa3TUIHBIX

nccienopareneit, cocrapusger 8-20 net. Pas-
JIMYUsl B CPOKAX MOTYT ObITb OOYCJIOBJIEHBI
pasHbBIM TOAXOAOM K ONpeNesieHUIo aedioTa
0oJ1e3HM U ee ucxoma. [1e61oT 601e3HU MOXHO
OMpeessITh MO MOSIBJIEHUIO TIEPBbIX KIMHU-
YeCKUX CUMIITOMOB, MEPBbIX UBMEHEHUI T1e-
YeHOYHBIX Mpo0 1o naHHbX DPXIII Yer-
KMX HaJIeXHbIX MapKepoB Havasna 3a0osieBa-
Hus He cyuectByeT. [To nanusiM U. Broome
(1996), MPOIOIKUTETBHOCTD KM3HU [UIST BCEX
0OJIBHBIX COCTaBUIIA B cpefHeM 144 mec, mist
OOJIbHBIX C KIMHUYECKMMU CUMITOMaMU —
112 mec. bonee yem y 20% 0oJbHBIX ¢ Gec-
CUMITTOMHBIM TeUeHHEeM O0JIE3HU CPOK TTOSIB-
JIEHUS] KJIMHUYEeCKMX TPU3HAKOB 3a00JeBa-
HUSI B CpeTHEM COCTaBIII 63 Mec.

daknvenue

Takum obpaszom, nipodsema [1CX sBisier-
Cs1 OUEHb BaXHOI, TOCKOJIBKY 3TO 3a00JieBa-
HUE SIBJISIETCS] CIOXKHBIM JJTs1 AMarHOCTUKU U
neyeHust. [Ipy aTOM MHOTrMe Bpayu MMEIOT
HEIOCTaTOUYHO TIOJIHbIE 3HAHUS TIO TAHHOMY
BOIIPOCY, YTO OTAAJISIET CBOEBPEMEHHYIO OC-
TaHOBKY TIpaBWJILHOTO MrarHo3a. K coxane-
HUIO, Ha CETONHSINHMIA JeHb IO KOHIA He
omnpene/ieHbl MPUYMHHBIE (DAKTOPBI U HE pa3-
paboTaHa ToJTHasi KOHLEMIUS MaToreHesa, B
CBSI3U C YeM JieueHue 3TOro 3abojieBaHUs B
psiie caydyaeB OCTaeTcsl HEAOCTaTOYHO 3(-
(beKTUBHbBIM.
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