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Pesiome

Llenb paboTbl: M3yyeHne 0COBEHHOCTEN KNMHWKI IEPMATO30B 11 HaCTOTbl PErUCTPALIMN «BHENEYEHOUHbBIX 3HAKOBY,
COMyTCTBYIOWMX 3a60EBAHMAM NMEUEHM W XKeNUHbIX NyTel, A1arHo3 KOTopbIX yxe Obin BepuduLmMpoBaH o obpalleHna
K flepmatonoram.

Matepuanbl 1 MeTofbl: B OCHOBY PaboThl MONOXeHbl 0600LIEHHbIE Pe3yNbTaThl KNMHUKO-1a00PATOPHBIX 1 MHCTPYMEHTAMb-
HbIx 06CNeoBaHUI, NpoBeaeHHbIX B TedeHre 10 neTy 368 naumeHToB ¢ 3300NeBaHNAMM NeUeHM 1 XKeNuHbIX NyTeN.

Pe3ynbtatbl: B CTPYKTYpe HO30M10rueCKmx Gopm AepMaTo30B Y 368 60MbHbIX C PasnuuHbIMA GOpMaMM XPOHUYECKKX ANDDY3-
Hbix 3a60/1eBaHMI NeveH (X[3M1) Hanbonee YacTo PEerMCTPUPOBANKCD: KOXKHbI 3y — 86,4%, M1KO3bl cTon — 77,1%, cebo-

ped — 60,9%, NOBEPXHOCTHbIM KaHANAO3 KOXW 1 CAIM3UCTbIX — 50,8%, 0TpybeBUAHDBIN NMwain — 41,0%, NnanrnaomMoBMpycHan
nHdekuma — 40,8%, kcepoaepmmna — 31,5%. PacnpocTpaHeHHOCTb U UHTEHCUBHOCTb KIMHUYECKVIX MPOABAEHIA AEPMATONOrH-
UECKMX CYMMTOMOB 3aBVCAT OT XapaKTepa NaTtonorMyeckoro NpoLecca B NeUYeHN 1 CBUAETENbCTBYIOT O €10 TAKECTU U aKTUBHOCTY.

3aK/loueHe: yunTbIBaA BbICOKYIO YacToTy pervctpaummn npy XA3M oHrxonatui, TeneaHriaktasni, ToMxonatui, NATeH
Kamn6enna fie MopraHa v BbICOKY0 MHOOPMATUBHOCTb CHMNTOMA «3aMyCTeBLLIMX BEH», LieNeco0bpasHbiM NpeacTaBnaeTca
paclMpeHne peecTpa BHeMeYeHOUHbIX «3HaKOBY, 11 M3MEHeHWe 3TOro TepMmnHa Ha bonee JEHOTVPOBaHHbIN — Aepma-
TONOrMYeCKMe CUMNTOMbI KOXKHOTO crHapoma X[3[1. MpenctaBneHHble AaHHbIe MOTYT ObITb MCMOb30BAHbI Kak Bpayamu
racTPO3HTEPONOraMK, Tak U AePMATONOraMIU.

KntoueBble cnoBa: xpoHuueckne anddysHble 3aboneBaHna neyeHw, KOXKHbIA 3y, MUKO3bl, cebopen, KCepoaepMus, TeneaH-
rM3KTa3nw, naTHa Kamnbenna ae MopraHa
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summary
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The purpose of the work was to study the characteristics of clinic of dermatoses and registration frequency of “extrahe-
patic signs”, accompanying diseases of liver and biliary tract, a diagnosis which has already been verified before resorting to

Dermatologists.

Materials and methods: the work is based on the aggregated results of clinical, laboratory and instrumental examinations
conducted during the 10 years of 368 patients with diseases of the liver and biliary tract.

Results: in structure of nosological forms of dermatoses at 368 patients with various forms of the chronic diffuse diseases

of a liver (CDDL) most often were registered: an itch of a skin — 86,4%, mycoses of feet — 77,1%, a seborrhea — 60,9%,

a superficial candidiasis of a skin and mucous — 50,8%, a chromophytosis — 41,0%, a human papillomavirus infection —
40,8%, a xerodermia — 31,5%. The prevalence and intensity of clinical implications of dermatologic symptoms depend on
the nature of pathological process in a liver and testify to its gravity and activity.

Conclusion: considering the high frequency of registration at CDDL of onikhopatiya, teleangiectasias, trichopathies, Camp-
bell de Morgan'’s spots and high informational content of a symptom of “the become empty veins’, extension of the register
of extrahepatic “signs”, and change of this term on more denotated — dermatologic symptoms of a dermal syndrome of
CDDL is represented expedient. The submitted data can be used both by gastroenterologists, and dermatologists.

Keywords: chronic diffusion diseases of a liver, skin itch, mycoses, seborrhea, xerodermiya, teleangiektaziya, Campbell de

Morgan's spots

BBepeHune

B HacTosmIee BpeMs OTMedYaeTcCs 3HAUYMTEeNTbHOE yBe-
JI49eHye KOM4ecTBa JepMaToI0rNYeCKIX IallIeHTOB,
CTpAAOLMX PA3TNIHBIMYU KOKHBIMY 3a00/IEBAHNAMM,
KOTOpBIe Pa3BMBAIOTCS Ha pOHE BUPYCHBIX U IApasu-
TapHBIX rernaronaruii. [Ipy aToM Bpauu-gepmMaTonory,
Hab/0ast KIMHNYeCKM HeOObIYHO MpOTeKalole
IepMaTo3bl, a TAK)Ke He MO0 ecs 001 pUHSTON
Tepanuyu GopMbl NHPEKIMOHHO-BOCTIATNTENbHBIX
U aJUIePIUYIeCKIX 3a00/IeBaHMII KOXKI, 3a4aCTYIO0 He T10-
IO3PEBAIOT, YTO ITU OTKIOHEH N 1160 BBI3BaHBI XPO-
HIYECKOJI TeraTofenpeccueit, n1ubo CyXar BHELIHUM
(k0xXHBIM) ee oTpakeHreM. KpoMe aTOro, 0OTCyTCTByeT
KOHI[eMIMsI 0COOEHHOCTEN ITaToreHe3a fepMaTo30B,
Pa3BUBIINXCS WM M3MEHMBIINX CBOE KIMHIIECKOE
TeJyeHNe B YCIOBUAX I'elaToNaTnii, CIefoBaTenbHo,
HeT He TOJIbKO eMHBIX CXeM KOMIIIEKCHOI Tepanun
MOpa)keHMI IeYeHU Y KOXU, HO U OIpeflelIeHHOM Jie-
4e6HO-IMArHOCTUYECKOI TAKTVKM IJIsI BBISBICHUS
" 9 PeKTUBHOI KOPpeKLUMM OXOOHON cOYeTaHHO
MIaTOJIOT M.

ITeyenp, ABNAACD 110 CBOEJ CyTH GapbepHBIM Opra-
HOM MEXJY >KeMyLOYHO-KMIIeYHbIM TPAKTOM U BHY-
TPEHHeIl Cpefioli, BHIIIONHsIET MHOr0o6pasHble QyHK-
LM, TIO9TOMY HapyIlleHNe ee BeATeTbHOCTY BlledeT 3a
€060J1 LieBIit PsIJ| TATOMOTMYECK X M3MEHEHMIT B Opra-
HusMe. [Ipn sTOM HapymraeTcs nuineBapeHne, paspu-
BAeTCSA MHTOKCUKAIVA, U3SMEHAETCS COCYAVUCTHIN TO-
HYC, CHMDKAeTCA CBEPThIBAEMOCTb KPOBY, HAPYLIAeTCA
KpOBETBOPEHNeE U UMMYHO/IOTMYecKas peakKTUBHOCTD
[1]. Xponnueckue nuddysHbie 3a601eBaHMs IEYEHN
(XI3I1) ABMAIOTCA OMHON M3 YaCThIX MATOIOTMYECKMUX
CUTYyaIuii, 00ecreYnBaOIINX Pa3BUTIE BBIPA>KEHHBIX
MOpGbOodYHKIMOHATBPHBIX HAapyLIEHNIT TOMeOCTasa

TKaHell, B IIEPBYI0 O4epefb, medeHn u koxxu. O6a aTux
OpraHa IPefCTaB/IsIT CO60i ONNYHKIMOHAIBHbIE
TKaHeBble acCOLManny, 06ecreIrBaloIyie BHEIIHII
U BHYTPEHHUIT TEMIIEPATYPHBII 1 MeTa60INUeCKMIT
roMeocCTa3; KOMIEHCATOPHO-IPUCIOCOOUTEIbHbIE
peaxuuu, COXpaH;AoI /e BHYTPEHHIO CPEY OT 9K30-
M HJIOTEHHBIX TOKCMYECKUX Bo3fericTBuit. Obmue
3aKOHOMEPHOCTY CTPYKTYPBI M PYHKIUIT KOXKU U TIe-
YeHY OTPa’keHbl B TaO. 1.

Takum 06pasoM, yIUTbIBast TOT QaKT, ITO HeYeHb
U KOXKa AB/IAIOTCSA OCHOBHBIMMU OpraHaMi, obecredn-
BAIOIIMMM TOMEOCTa3, ¥ MIMEIOT 3HAYMTETbHOE CXOJ-
CTBO 10 IPUCYIIUM UM QYHKIMAM — MeTabONIMYeCKO,
peuenTopHO, 3alMTHON!, MMMYHOKOMIIETEHTHOIL,
TepMOPEryaupylouleii, 3KCKPETOPHOI U MHKPETOP-
HOI, MOXHO TI07IaTaTh, YTO MEX/y HUMM He MOTYT He
CylIeCTBOBATh YETKO ONpefieIeHHbIE B3aMMOJEICTBI A,
MMEOIVE B CBOEI OCHOBE XapaKTep KOMIIEHCATOPHO —
MIPUCIIOCOOUTENBbHBIX PEaKIINIL.

Tewyenne X/I3I1 conpoBoXXjaeTcsA coueTaHNMEM Ha-
pylueHnit nepudepnueckoro apTepuaabHOro 1 BEHO3-
HOTO KpoBooGpamenus u numdpoobpaiennus [2], Ha-
JIM4MeM 3HJ0TOKCUKO3a C pa3BUTHEM IIOMOPTaHHOM
HEeIOCTaTOYHOCTH, IIATOMOTUYECKMMMY JeBUALMAMMU
TYMOPANbHOTO ¥ KJI€TOYHOTO UMMYHMNTETA, CHIUXe-
HueM abcopOLNM M CMHTe3a TUIOTPOIIHBIX PaKTOPOB,
negUIMTOM XUPOPACTBOPUMBIX BUTAMMHOB U T.[.
[3,4]. B cBOIO OYepenb, HAPYLIEHN TeMORMHAMUKIA,
JUIMAHOTO 0OMeHa, MeTabo/IM3Ma >KMPOPacTBOPH-
MBIX BUTAMUHOB I UMMYHOJIOTMYECKNE OTKTOHEHNSA
MIPOABIAITCSA B 0COOEHHOCTAX KJIMHIYECKOTO Teye-
HIA PAa3INIHBIX BAPMAHTOB JI€PMATO30B I I€PMAaTO-
JIOTUYECKUX CUMIITOMOB [5,6].
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MaTepmanbl n metoabl

B 0cHOBY IpecTaBIeHHO paboTHI ION0XKEHbI 0606-
IjeHHBbIe Pe3yIbTaThl KIMHNKO-Tab0PATOPHBIX 1 MH-
CTPYMEHTANIbHBIX 00C/IeJOBaHMIT, IPOBEfEHHBIX
B TedeHne 10 et y 368 manueHTOB ¢ 3a60/1eBaHNAMNI
IedYeHM U XKeTIHbIX yTell. Ilepio paboTh ABUIOCH
u3ydeHue 0COOEHHOCTEN KIMHUKH JepMaTO30B I Ya-
CTOTBI perUCTpaLuyM “BHEIEYEHOYHBIX 3HAKOB”, CO-
IyTCTBYOIMX 3a00/€BAHMSM IT€YeHN 1 XKeTIHBIX
IyTell, JUarHo3 KOTOPBIX yxKe OblT BepuduIupoBaH
10 06palleHNs K {epMaTOoIoraM.

C IOMOI[bI0 KTMHNYECKUX M MHCTPYMEHTaIbHO-/Ia-
60paTOPHBIX METO0B 00C/IefOBaHNMs 368 IIaLleHTOB

y 115 u3 Hux (31,3%) 6b11 BepupMLUMPOBAH AMATHO3
XPOHMYECKOTO BUPYCHOTO renatuTa, y 94 (30%) — xpo-
HUYECKOTO TOKCUYECKOTO renaTuTa, y 83 (22,6%) — onu-
CTOPXO3HOTO T'eaTOX0NMaHINTa, y 72 (19,6%) — nupposa
neveHn, y 4 (1,1%) - ayTOMMMYHHOTIO remnarura. 45,6%
6O/bHBIX I'PYIIIBI COCTaBUIM MY>KYMHBL, 54,4% — >KeH-
I[VHBI, X BO3PACTHOM AMana3oH BapbupoBazn ot 18 o
86 nteT, mpu cpefiHeM Bo3pacTe 42,745,2 1 45,4+6,4 et
COOTBETCTBEHHO. PacipepienieHne 6OMbHBIX MO TPYI-
I1aM 3aperUCTPUPOBAHHBIX [[ePMaTO30B 1 BHeIeYe-
HOYHBIX KO>KHBIX IIPOSIBJIEHNUI, CONYTCTBYIONINX Te-
HATOIATUAM, IPEACTABICHO B TaOI. 2.

0co6eHHOCTM CTPYKTYPbI U GYHKLMN
opraHa

Koxa

Tabnumna 1
O61ye 3aKOHOMEPHOCTI

MNeueHb

Mopdo-dyHKIMOHaNbHAA efUHNIIA

SnupepmanbHas nponudepaTuBHasL

TexcaroHanpHas (Kmaccuyeckas) CTPYKTYPbI U GYHKUMU KOXKM

U II€YECHN
IOJIbKa, II0 MHEHMNIO COBPEMEHHbBIX
(M®E) oprana eqVHNIIA ? P
aBTOPOB — allMHApHAaA NO/IbKa
Macca oprana ~3500Tr = 1500
9MbpuoreHes opraHa OKTOepMa, Me30ofiepMa DHTOfepMa, Me3ogepMa
JlenoHMpoBaHMe ¥ XMMMUYeCcKas
JlenoHMpoBaHye ¥ XMMMIeCcKas TpaHchOpMaLUs Pa3TUIHBIX XUMU-
Metabonuyeckas GpyHKIusA TpaHchOpMaLMsi PA3/IMYHBIX XUMHU-  YECKUX BEIECTB M MUKPO3TIEMEHTOB.
4YeCKMX BELIeCTB ¥ MUKPO3JIEMEHTOB  Bcero nsBecTHO okomo 500 meTabomn-
4eCKMX QYHKIMIT
MexanopenenTtops (Tenbra ®a-
pen pr ( 1-1 BapopeuenTopsr (Tumna rener Pa-
tep-ITavununm).
tep-Ilauunum).
TaKTUIbHbIE PELeNTOPHI (TembIia
PerjenitopHas QyHKIMA . OcMopeLenTopH.
MeiicHepa).
BomomopenenTopsl.
VHTeppeuentopsr (tenbia Pybdunn,
XeMopeIenTopsl
xon6er Kpayse)
BapbepHas GpyHKIUA B OTHOLICHUN BapbepHas QyHKIUA B OTHOIICHUN
3amuTHas QyHKIMA PasNIMYHBIX arpeCCUBHBIX BO3/Ie- TOKCMYECKMX BEIeCTB, IIOCTYIA0-
CTBUII BHEIIHEN Cpefibl mux u3 XKT u xposu
ONNUTeNNOLNTEL, dINIlepMabHble MounounTtapHo-MaKpodaraabHas
VIMMyHOKOMIIeTeHTHa A QYHKIINMA makpodaru, Thy-1-monoxxurenbuble  cUCTeMa IeYeHM, TPORYKIUA UMMY-
KJIeTKU, TUCTUOLIMTHI I[p HOI‘J'IO6Y]'II/IHOB
IIpopykuus u BblfieNieH1e oTa
OKckperopHas QyHKIMA TIpomykiiust u BeIfie/ieHME YKETIN
peTop dynxn ¥ KOXKHOTO cajna poaykn .
CuHTE3 3IUAEepPMaTIbHOTO TUMOLM-
IIpopykuusa HaTPUYpPETUIECKOTO TOP-
TaKTUBHOTO paKTOpa, XO/IeKaTbL1-
VnkpeTopHas GyHKIMA bepona, HelpONENTHIOE U MHTe MOHa, y4yacTHe B CUHTe3€ TOPMOHOB
pona, P P APUD-cucrembr
¢epoHoB
OpraH, aKTVBHO COXPaHSIOINII OpraH, akKTVBHO COXPaHSIONNIT
U Peryupyounii TeMnepaTypHbli U Peryaupyounuit TeMnepaTypHblil
TepMmoperynupymomas GpyHKIus peryipyrom paryp perypyror paryp
TrOMeOCTa3 IIyTeM U3MeHEeHM s TeI/IO- TOMeOoCTa3 MyTeM M3MeHeHV s TeIIo-
oTHauYn MPOAYKIUK
KnuH. rpynnbl Ipynnbl fepmartosos Bcero (a6c. nokasaTtenn) Bcero (0TH. noka3sartenn) Ta6numa 2

I Muko3nl 284 77,1% Pacnpepenenue nanueHToB 110
11 AnneproyepMaTo3bl 71 19,3% TPYIIAM IEPMATOSOB, COTYT-
III HMOAePMMM 96 26 l(y CTBYIOLIMX renaTonaTuAM

, 1%
v Anrnomarun Koxu (Backy- 44 11,9%
JIATBI)

\% Bupycublie gepmaTO3BI 283 46,9%

VI Bonesun «ob6MeHa» KOXU 318 86,4%
VII BHemneueHOuYHbBIE «3HAKM» 368 100%

(extrahepatic manifestation)
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Pe3synbratbl

V3 rpr6KOBBIX 3a007I€BaHIIT MUKO3bI CTOII OBUIN JU-
arHOCTUPOBaHBI y 284 marueHToB (77,1%); moBepx-
HOCTHBIJI KaHAMT03 KOXKM ¥ CIMBUCTBIX — y 187 6071b-
HbIX (50,8%); oTpy6eBuaHbit mumait — y 151 (41,0%);
spuTpasma-y 60 (16,3%); MUKOTMYECKA S 9K3eMaA -y17
(4,6%). Y 247 (70,2%) 60NbHBIX peTUCTPUPOBATIACDH
coyeTaHHas rpuOKoOBas NaTONOTMA. MMKO3BI CTOII
yaine MpoTeKaau pacnpoCTPaHEHHO, B CKBAMO3HOI
U/ CKBAMO3HO-TUIIEPKEPATOTNYECKOM KITMHNYECKMX
¢dbopmax, ¢ BOBlIeYeHNEM B NTATOMIOTMYECKUII IIPOIiece
HOT'TEBbIX I/IACTMHOK C PasBUTUEM IunepTpoduye-
CKOTO MJIM COYETAHHOTO TUIIOB OHMXOMUKO3a. ¥ 187
[aleHTOB 6b1I0 BepuuIpoBaHo 279 caydaes mo-
BEPXHOCTHOTO KaH/[M03a KOXKI J CIM3UCTBIX. TONBKO
y 110 u3 Hux (58,8%) 6Obl1a BIABIECHA eHCTBEHHAA
JIOKa/IM3anMs MaTOIOTNYeCKOro KOJXKHOTO Ipolecca.
Cpenn kInHMYecKUX GopM IpeBanInpoBanIn ypore-
HUTAJIbHBIN KaHAMAO03 U pasIMyHble BAPMAHTHI I10-
pakeHU A CAM3UCTON POTOBOI MONOCTHU, AHTYIAP-
HBIIT CTOMATUT, pexe xeitut. Hanboree sHauuMbIMu
KIMHUYECKMMYU 0COOEHHOCTAMMI TEYEHM ST MUKO30B
y 60/IbHBIX OKa3aaach MX TEHAEHIMA K PacIpocTpa-
HEHHOMY, 1100 PelUANBIPYIOLIEMY TeIeHIIO I 4aCTOe
coYeTaHMe HEeCKOJIbKMX HO30/I0rn4ecKux GopMm y ofi-
HOTO nanyeHTa. Yaije Bcero OHM perucTpupoBaInuch
y GONBHBIX C MPPO30M HEeYEeHN, TOKCUIECKUM U BU-
PYCHBIM TenaTUTaMu.

AnnepromepMarossl, 3aperncTpupoBaHHblie y 71
(19,3%) mauyeHTa KIAMHUYECKON IPYILIBL, IPOTEKA-
M KaK anaeprudeckuit sepMatut y 25 (35,2%), ak-
3eMa -y 22 (39,2%), Tokcukopepmus — y 14 (19,7%),
HeitpopepMuT —y 10 (14,2%). OHU XapaKTepu30BaINCh
XPOHMYECKMM, HENIPEPBIBHO PeLMIVBUPYIOIIMM, pac-
NIPOCTPAaHEHHBIM, YaCTO TOPIMAHBIM K CTAHJAPTHOM
Tepanuu TedeHueM. [IpenmMyniecTBeHHO OHY AMArHO-
CTUPOBANNCD y IALIIEHTOB C OIMICTOPXO3HBIM I'ellaTo-
xomaHruToM (y 53,5%).

ITnogepmun, BolsABIeHHBIE ¥ 96 (26,1%) manmeH-
TOB HOCM/IM XapaKTep BY/IblrapHOTO MMIETUro y 40
(41,6%) n3 Hux, domnukynuta -y 28 (29,2%), nmie-
turo bokxapra -y 14 (14,6%), BYJ/IbTapHOI S9KTUMBI —
¥ 9 (9,4%), XpOHMYECKOII A3BEHHOI TMOfEPMUN — Y 5
(5,2%). OTnuyanuch maTeprudeckuM xapakrepom,
paclpoCTpaHeHHOCTDIO, TEHIeHLIVeN K XpPOHU3a Uy
U peLuAMBMpYoLeMy TedeHuio. Hanbonee qyacTo Ha-
671108a11Ch Y 6OIBHBIX € XPOHUYECKIM TOKCIIECKIM
reraTUToOM U LMPPO30OM ITeYeHN.

Backynutsl, fuarHocTupoBaHHble y 44 (12,0%)
[aIMeHTOB, IPOTEKaaM B HO30/I0TM4YecKux ¢op-
Max — FeMOPpParn4ecKoro KanmuanAapoTOKCUKO3a y 22
u3 HUX (50%), TPOMOOLMTOIIEHNYECKOIL Ty PIIy PbI —
y 17 (38,6%), TMTMEHTHOTO U IyPIIyPO3HOTO aHIMO-
mepmuta-y 3 (6,8%), y3nmoBatoii spuremMsl -y 2 (4,6%).
Y 6ONBHBIX LMPPO30OM MeYeHN Yallle PerucTpupoBa-
JIach XpOHMYeCKasi TPOMOOLMTONIeHIYeCKas Ty pIypa,
y 6O/IBHBIX XPOHMYECKMM BUPYCHBIM TeIIaTUTOM — Te-
MOpparm4ecKuii BACKyJInT, pa3BUTIE KOTOPOTO CO-
BIIaflajio ¢ 060CTpeHeM IIaTO/IOINYeCKOTO Ipoliecca.

BupycHble mepMaTOo3bl 66111 BepuUIUPOBAHBI
y 283 (76,9%) marneHToB, U3 HUX — 6opogaBku y 116
(41,0%), repriec 'y 84 (29,7%), KOHTarMO3HbLIT MOJIIIOCK
y 34 (12,0%), onosicpiBarouuit mumait y 8 (2,8%). Ouu
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XapaKTepu30BalINCh PaCIpOCTPaHEHHDIM, XPOHIYe-
CKMM PeUVAVBUPYIOLINM, NHOTA ATUIIMYHBIM Te-
YeHUEM.

Y 318 (86,4%) manueHTOB B MCCIEAYEMOIL IPyIIIIe
ObI/I0 BBIABIEHO 798 C/y4aeB [epMaTOMIOTMYECKOIT
HATONOTUM, 0OYC/IOB/IEHHO OOMEHHBIMM U MeTa-
60nMyecKMMM HapyLUIEHWAMMU: KOXKHBI 3y —y 318
(86,4%), cebopes -y 224 (60,9%), kcepopepmusi —y 116
(31,5%), xcanTomaro3 -y 68 (18,5%), sucxpommn —
y 72 (19,6%). Ko>xHbli1 3yH1, BbIPaXKEHHOCTb KOTOPOTO
BapbypOBaja OT C1abOro MHTEPMUTTUPYIOLIETO 1O
MYYUTETBHOTO PEMUTTUPYIOLIET0, HaOMI0Aa/ICs Y BCEX
60/IbHBIX Ay TOMMMYHHBIMY 3a00/IeBaHMAMMY MT€YEHNU
U IIMPPO30OM 3TOTO OpraHa, M y 6OJIbIIMHCTBA HaIlu-
€HTOB C renaTuTaMu pasnudHoit sruonorun. Cebopes,
IIPOTeKAILIasi B BIJE CYyXO0il (OPMBI, perNCTPUPOBa-
JIach y BCeX Ial[eHTOB C ayTOMMMYHHOII ITaTOJIOT el
He4yeHu ¥ y OONBIIMHCTBA [TALMEHTOB C IUPPO3aMU
Ie4YeHN U TOKCMYeCKuM renatutom. Kcepomepmunu
¥ BUCXPOMUY Harboee 9acTo BCTPEYanch B KJIMHN-
YeCKUX TPYIIIaX C ayTOMMMYHHBIMY 3a00/1eBaHMAMU
u nupposamu nedenu. Kcanromaros, coueraromuiics
y BCeX MALMEHTOB C XOMeCTATUYeCKIM Vi XKeITYIIHbIM
CUHJPOMOM, Yallle AMAarHOCTUPOBAJICA B TPYIINIaX C ay-
TOMMMYHHBIMY 3200/IEBaHIAMY U LMPPO30M II€YEHN.

Kpome Toro, 651111 BBISIBIIEHBI JEPMATONOTMYE-
CKJe CMMIITOMBI, pa3BuUBamwInuecs Ha GOoHe Xpo-
HMuecKMX AudysHbIX 3a60/IeBaHMII IEYEHN U Te-
MaToLe/IINAPHON HEZOCTATOYHOCTH, KOTOPBIE
OIIpefieNsAI0TCA B INTEpaType, Kak «BHEIIeUeHOUHbIe
sHaky» («extrahepatic manifestation»). Knaccuue-
CKUMU «BHETIEYEHOTHBIMM 3HAKAMW» SIBJIIOTCS: «CO-
CYRMCTbIE 3Be3NOYKM» (3Be3JuaThle aHTMOMBI), Ipefi-
cTaBnApLINe cOO0J apTepuo-BEHO3HbIII AHACTOMO3
(BepTMKAIbHO PACIONIOXEHHAs B lepMe apTepuona
HIePEXOZUT HEIIOCPEICTBEHHO B BEHYITY, KOTOpast 06pa-
3yeT «I1ayKooOpasHble» KallW/UIApHbIe pa3BeTBICHNUA);
nmanbMapHasi aputeMa («[edeHOYHbIE TATOHI») — CUM-
MeTPUYHOE, ISITHICTOE TOKPACHEHe KOXX I TaJJOHelt,
0COOEHHO SIPKO BBIpaXKeHbI B 06/1aCTU TeHapa, TUIIO-
TeHapa U MOAylIeyeK MasIblieB, pe)ke MATHA 9PUTEMBbI
HOSIB/ISIIOTCS Y OCHOBAHU S [TaJIbIIeB KIUCTel U Ha KOXKe
cror; «bemble HOI'TY» — U3MEHEeHMe OKPACKU TONBKO
IVICTA/IBHON YaCTV HOTTEBOIT TTACTUHKI BCIENCTBIE
ee HEIPO3PauHOCT; XKeITyXa — MKTEPUYHOCTD BUU-
MBIX CTM3VCTBIX, CKJIEP 1 KOXKHOTO IIOKPOBA, Pa3BIUBa-
I0IIAsCS BCTEACTBME HAKOIUIEHMsI B HUX OMIupy6uHa
M YKETYHBIX MUTMEHTOB [1, 3-6].

YacToTa perucTparnum Kaaccuueckux u gpyrux
BBISIBJIEHHBIX «BHEIIEYCHOUHBIX 3HAKOB» ¥ OOTBHBIX
U3y4aeMoJi I'PYIIIbI OKa3anach CIefyolleil: OHMXOIa-
Tuu -y 318 (86,5%), reneanruaxrasun -y 237 (64,5%),
Tpuxomatuu - y 233 (63,3%), narua Kamnbenna ge
Moprana -y 218 (59,4%), >KenTyIHbII cuHApOM -y 103
(28,2%), 3Be3puaTblie aHrnOMBI - ¥ 91 (24,8%), manpmap-
Has aputeMa —y 44 (11,9%), CUMIITOM «3aIlyCTEBIINX
BeH» -y 26 (7,1%).

TeneaHrMaKTa3UM, MMEIOLIVIE BIUJ, JPEBOBULHO-BET-
BALIMXCS WM TIePEIIeTeHHBIX MeX/Y cO0601 TOHKUX
H0JIOCOK CUHIOLIHO-KPACHOTO I[BeTa, MHOIZA HECKOTIb-
KO BO3BBIIIAIOIMXCS HAJl YPOBHEM KOXKM U MCUE3aI0-
VX [IPU HaJaBIVBAHNMY, TOKAIN30BaNINCh HA BCEX
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y4acTKax KOXXHOTO IIOKPOBa, 0COOEHHO 4acTo Ha JINIIE,
TPYAHOIT KJIeTKe, BHYTPeHHell II0BepXHOCTH Oefep,
TO/IeHE, ¥ MUCIUCTIANINCD leCATKaMM. MexaHusMm ux
0o6pa3oBaHMs 00BSICHSETCS QUIaTAL{Mell CTEHOK pe-
3VICTUBHBIX COCY/IOB M ABNAETCA CMMITOMOM IIVPKY-
JIATOPHO-TUIIOKCHYECKOTO CMH/IPOMA, BHIPA’KEHHOTO
Y 9TMX HaIlMEHTOB B TOJ M1V MHOM CTENEHN.

IIarna Kamn6ernna e MopraHa («6pycHUYHBIE 3ep-
Ha», «pyOVMHOBBIE IIATHA») — IVIOCKME MINU C/lerKa BO3-
BBIIIAOIMEC HAJ| TOBEPXHOCTHIO KOXXI 3T€MEeHTHI
pasmepom 0,1-0,2 cM HaCBILIEHHOTIO APKO-KPACHOTO
VLY TEMHO-BUIIHEBOTO 1IBET4, IPECTABIAIOT CO60IL
MMKPOAHEBPU3MbI COCYA0B KallU/IApHOTo pycia. Yaie
OHI PACIO/IaTajMCh Ha KOXKe IIIe, TIepefiHell oBepX-
HOCTY TPYAHOJ KJIETKY ¥ BEPXHEN TpeTy OPIOIIHO
CTEeHKW, IJIedax U IMpeAIiedbsax. VX KonmmdecTBo Ba-
PbUPOBAJIO OT €VHIYHBIX 9/IEMEHTOB JI0 2—3 IeCATKOB.
DaKT UX PasBUTIS MOXKHO OODBACHUTD HAPYILIEHSMU
TOKa KPOBM B KaIlM/IZIIPAX COCOYKOBOTO C/IOA €PMBI,
BC/IEfICTBYE 0OPAa30BaHNA B HUX SPUTPOLMUTAPHBIX CIaf-
XKell ¥ MUKpOTpoM60B. PeakTuBHbIe MOpdoornye-
CKVIe MI3MEHEHN YIaCTKOB KOXKM, HAXOfIAIIVIXCSA B 30HE
«OPYCHMYHBIX 3€PEH», BBLIB/ICHHbIE TUCTOIOTMYECKIM
MICCTIENOBAHMEM, TIPECTABISIN CO60I YMEpEHHBIIA I'i-
IepKepaTo3, 6a//IOHHYIO AUCTPOdUIO KIeTOK LINIIOBa-
TOTO C/1051 STUJEPMMCA, B COCOYKOBOM M CETYATOM C/IOSIX
TepMbI — IPOAYKTUBHbIE BACKYIUThI ¥ KALW/ULAPUTHI.

Tpuxonarum — mopefieHe AINHHBIX BOJIOC, COIPO-
BOXXJalolljeecsl U3MEHEHMEM UX CTPYKTYphl (MCTOYe-
HUe, CYXOCTb, IOMKOCTb). Y HEKOTOPBIX NaLlVIeHTOB
TPUXOTIATUM COYETANNCD C IOPEZIeHMEM Y BbITIafIeHVeM
BOJIOC B M€CTaX BTOPMYHOTO OBOJIOCEHM, a TAaKXe
C IpU3HAKAMM TUMPCyTU3Ma, Bupunnusma. Ilarorenes
PasBUTUA JAHHOTO CHMIITOMA CBSI3aH, B IIEPBYIO OUe-
penb, ¢ nepudeprudecKuMy apTepuanbHO-TeMORN-
HaMMYeCKMMMU JIeBUALMAMMY, TaK KaK XpPOHMYECKas
LUPKY/IATOPHAsI TUIOKCUS BOMOCAHBIX (GOIIMKYIOB
MOJKeT SAB/IATHCSA KII0YeBbIM PaKTOPOM, KaueCTBEHHO
U3MEHAIMM COCTaB IIMKO3aMWHOIINKAHOB, TOBbI-
IIeHHOe COofiepKaHNe KOTOPBIX B BOMTOCAHOM COCOYKe
Heo0XO[MMO /1A IIePeX0/ja LIMK/Ia BOIOC B aHAT€HHYIO
crapguio. OnpefeneHHas poab NPUHAAIEKNUT aTMMeH-
TapHOMY (aKTOPY U TOPMOHAIbHBIM HapyLIeHUAM,
HensbexxHo pasBuBawiumcs npu X311,

Knnundeckne GopMbl M3MEHEHNIT HOTTEBBIX II/Ia-
CTVMHOK Y 60/IbHBIX ObI/IM BeCbMa Pa3HOOOPA3HBI, YTO

O6cyxpeHune

CpaBHeHMe II0/Iy4eHHBIX Pe3y/lbTaTOB C JaHHBIMIU,
MIPUBENEHHBIMI B JINTEPAType [7,8], mokasbiBaeT, 4TO
JlepMaTOIOTM4eCcKIe CMMIITOMBI Y HaiyenTos ¢ XJI311
KpaliHe Baprabe/IbHbl, OGHAKO MX pa3HOOOpasHoe CO-
JeTaHIe, MMeolleecs y KaXX/Ioro M3 OCMOTPEHHbIX ITa-
LIMI€HTOB, AB/IAETCA BbICOKOMH(POPMATHBHBIM CKPUHIH-
TOBBIM IIPM3HAKOM T'eNaTOoLe/IIONIAPHON MaTOIOT M.
Bricokas yactora perncrpanum 1€EpMaTo3oB Y MalyieH-
TOB M3y4YaeMOJl K/IMHUYECKOI1 IPYIIIBI, 0COOEHHO fiep-
MAaT030B MH(EKI[IOHHOTO 1 META6O/MINIECKOrO reHesa,
HOATBEPXKAAET, YTO MAaTODU3NOMOTIIECKIe TIPOLIECCHI,
BO3HMKAIOLIVIe BCIEACTBYE BOCIIATUTEIbHO-AUCTPODI-
YeCKJX M3MEHEeHMII B IIeYeHU, CITY>KaT 160 IPeIIoChII-
KOI1, 1100 HETIOCPECTBEHHOI IPUYMHON UX Pa3BUTHAL.

II03BOJIMJIO HE TOJIPKO AE€TA/NIN3NPOBATb ONIMCAHNE
CUMIITOMA «OebIX HOTTeW», HO U BBIJENINTD Apyrue
KIMHNYIECKNE BapMaHTbI OHUXONATUI, YaCTO BCTpe-
YJarommecsa y 9TUX NaliMi€HTOB:

o nuHMKM MIOpKe - [1Be IIOTOCKK 6€Ioro 1{BeTa, pac-
MOTI0’KE€HHbIE Tapai/ieNTbHO TYHOYKe HOT'TeBOIA MIa-
CTUMHKU U He CMelllaollyecs 10 Mepe pocTa HOI'Ts;

o cumnToM Teppu — 6emblit IBET MPOKCUMAJIBHOI
YaCcTU HOT'TEBOJ IUIACTMHKY, 3aHUMAIOIINIT 1O %5
ee IIoIafy;

* «ABYXIBETHDII» HOTOTb — PO30Bas JUCTA/JIbHASA [10-
JIOBMHA HOI'TE€BOI! IJIACTMHKY, pe3KO OTTpaHMYeHa
0T ee MOJIOUHO-6€/10il TPOKCUMATbHOI JaCTH.

Y 33 60nbHBIX C UUPPO3aMU IIeYeHU, OCOOEHHO
OC/IO)KHEHHBIM OTEYHO-aCLUUTUYECKUM CUHJPOMOM
¥ IOPTaJIbHOI TUIIepTEH3MeN, BbIAB/IEH BA3YaIbHbIIA
(deHOMEH - pe3koe ocabienne, BIJIOTH [JO ITOTHOTO
MCYEe3HOBEHSI BEHO3HOTO PUCYHKa B 00/IaCTH ThIIa
KIUCTe ¥ IpefIUIednil (CMMIITOM «3aIyCTEBIINX BEH»).
Ero ¢popMupoBaHue CBA3aHO C llepepaciipefie/ieHneM
KkpoBu u cekBectpanueitr yactu OLIK B mopTanpHOM
6acceliHe, 4TO IPUBOJUT K €T0 HeUINTY, CHYXKEHUIO
YPOBHS BEHO3HOTO KPOBOTOKA M BHYTPUCOCYUCTOTO
IaBJIeHUsI, 0COOEHHO BBIPa’KEHHOTO B CHCTEME BepX-
Hell 1010 BEHBI

Y maunentos ¢ XJI3II BcTpeyanuch pasHoobpas-
Hble BapUMAaHTBl COYETAHNMA BBIIIENEePEINCIeHHBIX
IepMaToIOrMYeCKMX CUMIITOMOB, IpuieM Hanboree
YaCTO perucTpupyeMble 13 HUX COYETANNCh C boee
PenKMMIL, HO BBICOKOMH(OPMAaTHBHBIMY (3Be3[[4aThie
aHTMOMBI, Ta/IbMapHas 3pUTEMa, KeITYIIHbI CUH-
IpPOM, CMIITOM «3aIyCTEBLINX BEH»), M OTMEYa/NCh
y OOJIBHBIX C BBIPa>KEHHOII TeNaTOoLe/I/TI0NSAPHOIL He-
JOCTaTOYHOCTBIO. VIX pacipocTpaHeHHOCTD U KJIMHU-
4yecKas BbIPA)KEHHOCTb KOPpeNMpoBaja cCO CTENEHbI0
aKTMBHOCTM NATOJIOTUYECKOTO Ipoliecca B MeYeHN.
YuuTbiBasA BbICOKYIO YaCTOTY perucTpaluy Ipy ma-
TOJIOTMAX IeYeHM oHuxonaTuii —y 86,5% nanneHTos,
TeleaHTMIKTasnii — y 64,5%, Tpuxonaruii -y 63,3%,
nated Kammnbernna ge Moprana -y 59,4%, 11 BBICOKYIO
MHGOPMATUBHOCTb CUMIITOMA «3aIyCTEBLINX BEH»,
11e71eC000Pa3HbIM ABIAETCS pacliMpeHNe peecTpa
BHeIIeYeHOYHBIX 3HAKOB 1 I3MeHEHMe 3TOT0 TepPMIHA
Ha 60Jiee IeHOTMPOBAHHBIN — «IePMATONOTNYeCKIe
CUMIITOMBI KOXKHOTO cuHApoma X [131I».

Takum 06pasoM, B CTPyKType HO30/IOTMIECKUX
¢dopm repmartosos y 6onpubIx X/I3I1 Hanbonee 4acto
PperucTpupoOBanuCh: KOXHBIA 3y7 — 86,4%, MUKO3BI
cron - 77,1%, ce6opest — 60,9%, IIOBEPXHOCTHBII KaH-
IUA03 KOXU U CAu3ucToix — 50,8%, 0pr6eanHb1171
mumai — 41,0%, manuaIoOMOBUPYCHAsI MHPEKINA —
41%, xcepogepmus — 31,5%. [Tpu aTom, 14 KaK Ko U3
XPOHMYECKNX reNaToNaTHii BUPYCHOTO, TOKCUIECKOTO
WIM IIApa3UTapHOTO IeHes3a, OTMeYeH CHEeKTP Ipeob-
NafalomX KIMHNIeCKNX GOpM KO>KHOI ITaTOTOTUN.
YcTaHOB/IEHO, YTO IIpM XPOHMYECKOI TATO/IOTUH TIe-
4YeHV 0ObIYHO HAOTIOAI0TCS COYeTaHHbIE TePMaTO3bI,
UMeole TeH/IeH UM K XPOHMYEeCKOMY, pacIpocTpa-
HEHHOMY, YaCTO Pel[UINBUPYIOIIeMY, ITaTePIIIecKOMY,
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a MHOT/Ia aTUIIMIHOMY, TAXKE/IOMY UM TOPIULHOMY
K TepaIny Te4eHN10, 00513aTe/IbHO COIIPOBOXK/IaeMble
KV HWYECKMMY IPOAB/IEHNAMMY JJ€PMATOIOTMYECKMX
cumMnToMOB. CIefoBaTebHO, STUOMATOTeHeTHIecKa s
TepaIusi JepMaTo30B Y 9TOI IPYIIIIBI 60TIbHBIX FODKHA
HIPOBOAUTBCA C Y4€TOM K/IVHUYECKOi GOPMBI, CTai N
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