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Pesome

TMopaxeHust KOXU 1 ee TIpUIATKOB Ha (hoHe 3a00JIeBaHNIT OPTaHOB AbIXaHUSI SIBJISTIOTCSI JOCTATOYHO YaCThIM SIBJIECHUEM, HaOJTI0MaeMbIM B PYTHH-
HOM KJIIMHUYECKOI npakTuke. [TaToornyeckre M3MEHEeHUsT KOXXHU U €€ TTPUIATKOB MOTYT MaHU(hECTUPOBATh B KAYECTBE MPOSIBICHUSI MYJIbTUCH -
CTEMHOTO TeHETUYECKOTO 3a00JIeBaHsI KaK MPOSIBJICHUE XPOHNYECKUX 3a00JIeBaHI I JIETKUX UJTU B Ka4eCTBE MPUOOPETEHHBIX CUHAPOMOB C COUe-
TaHHBIM TOPaXXEHUEM KOXM, €€ NMPUAATKOB U OPraHoB jbixaHus. [laTtojsornyeckre M3MEHEHMS] KOXU M €€ MPUIATKOB Ha (hOHE MOpakeHUs
OpPraHoB JbIXaHUSI MOTYT OBITh OOYCIIOBJIEHBI HAJIMUMEM TSDKEJIOW CUCTeMHOM maTtojiorun (cuHapoM basekca, rpaHyjeMaTo3 ¢ MOJUAHTUUTOM,
cunapoM JledrpeHa), HO B TO Ke BpeMsi MOTYT ObITh €IMHCTBEHHBIM KJIMHUUYECKUM MPU3HAKOM 3a00J1eBaHUs (CUHIPOM XeNThIX Horreit). [lenbio
paboThI SIBJISETCS ONMCAHUE KIIMHUYECKOM KapTUHBI TPUOOPETEHHBIX KOXHO-JIerouHbix cuHapoMoB (ITKJIC), Bkitouas cunapom basekca, rpa-
HyJIeMaTo3 C TOJMAaHTUUTOM, CUHIpOM JledrpeHa M CUHAPOM KEIThIX HOTTEel, 203MHOMWIBHBIN I'paHyJIeMaTo3 ¢ MOJUAHTUUTOM U CUHIPOM
IlerpeHa, ¢ aKIIEHTOM Ha U3BECTHBIE KIMHUYECKUE MPOSIBJICHUSI CO CTOPOHBI KOXKMU, €€ MPUIaTKOB U OPraHOB IbIXaHUsl. 3aKioyenue. BoisBieHue
OTIEJIbHBIX CUMIITOMOB ¥ CUHIPOMAaJIbHOTO KOMIIOHEHTa KOHKPETHOTO 3a00JIeBaHMsl SIBJISIETCS OUEHb CJIOXKHOM 3a1aueit, Tpyu pellieHu KOTOPOii
TpeOyloTCs TIyO0KHMEe aKaAeMUYeCKUe U KIIMHUYECKUE 3HaHUsI CO CTOPOHBI Bpaya. PazHooOpa3ue KIMHUYECKUX OPakeHU it KOXHU, e MPUAATKOB
U opraHoB nbixaHus B pamkax [TKJIC MoxeT npeactaBisiTb TPyIHOCTH B paMKaX PYTMHHOTO TNpuema. B paMkax JaHHOM cTaTbM MPEINPUHSITA
MOMBITKA OMMcaTh oOcHOBHbIE TIpnodpereHHble [TKJIC, BcTpeyarolmecs B pyTUHHOM MpaKTUKe KakK MyJIbMOHOJIOTa, TaK W IepMaToJiora, ¢ akIeH-
TOM Ha KJIMHUYECKUE MPOSIBJICHUS JaHHBIX CUHIIPOMOB CO CTOPOHBI KOXH, €€ MPUIATKOB U OPraHOB JIbIXaHUs.
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Abstract

Lesions of the skin and its appendages against the background of respiratory diseases are fairly common in routine clinical practice. Abnormal
changes in the skin and its appendages can manifest as signs of a multisystem genetic disease, chronic lung diseases, or acquired syndromes with
combined lesions of the skin, its appendages, and respiratory organs. Abnormal changes in the skin and its appendages against the background of
respiratory diseases can be linked to a severe systemic condition (Bazex syndrome, granulomatosis with polyangiitis, Lofgren’s syndrome), but at the
same time can be the only clinical sign of the disease (yellow nail syndrome). The aim of this work is to describe the clinical features of acquired
skin-pulmonary syndromes, including Bazex syndrome, granulomatosis with polyangiitis, Lofgren’s syndrome, yellow nail syndrome, eosinophilic
granulomatosis with polyangiitis, and Sjogren syndrome, with an emphasis on the known clinical manifestations in the skin, its appendages and
respiratory organs. Conclusion. Identification of distinct symptoms and syndromic nature of a specific disease is a very complex task, requiring deep
academic and clinical knowledge of the physician. The variety of clinical lesions of the skin, its appendages, and respiratory organs associated with
skin-pulmonary syndromes may create challenges during a routine appointment. In this article, the authors attempted to describe the main acquired
skin-pulmonary syndromes encountered in the routine practice of both a pulmonologist and a dermatologist, with an emphasis on the clinical
manifestations of these syndromes in the skin, its appendages, and respiratory organs.
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JpIxaTebHAasT CUCTEMa U KOXa MMEIOT TeCHbIe GU3Kn-  Ha (POHE XPOHUUYECKOI OOCTPYKTUBHOI OOJIE3HM JIETKIX,
OJIOTMYECKHUE U TaTtojiorudeckue cBs3u. F.S.Abdalrazik  9T0 OBLIO TOATBEP:KICHO B OoJIee IMTO3MHUX padboTax [2].

et al. [1] BBISIBAEHO, YTO TIPOILIECC CTAPEHUST KOXM Ha- boiee Toro, HajMuMe XpOHUYECKOI MATOJOTUN TbI-
MPSIMYIO CBSI3aH C HAJIMYMEM XPOHUYECKOIO BOCIIAJICHUSI  XaTeJIbHOM CUCTEMbl MOXKET MPUBECTU K (DOPMUPOBAHUIO
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y HalMEHTOB XapaKTePHbIX KIMHUYECKUX MPOSBICHUI,
HaIrpyMep TUNepTpohUIecKoil 0cTeoapTpoIiaTu (HOITH
lunmokpara) (puc. 1A). Knuanvecku naHHOE TTaTONIOTH -
YeCKOE COCTOSIHME XOPOILIO TUATHOCTUPYETCS IIPU ITOMO-
1IM olleHKM cumnToma (okHa) [llamMmpoTa — ncue3HoBeHUE
POMOOBUIHOM TSI MEXIY COTIOCTaBICHHBIMU BMECTE
HOTTSIMU TTPOTUBOIIOJIOXKHBIX KUCTEH (TTOJIOXKUTETbHBIN
cumntoM) (cMm. puc. 1B) [3].

Taxke onpeesieHHas: aHaTOMO-(U3UOJIOrnYecKast
OOIITHOCTb KOXU, €€ MPUAATKOB U OPIaHOB JbIXaHUSI TTO/T -
YepKMBAETCS MPU UX COYETAHHOM BOBJIEYEHUU B TTATOJIO-
TMYECKUIi TIpoLiece Ipu psige cuHapoMoB. CodyeTaHHbIe
MOPaKEHUST KOXKU 1 OPTaHOB JIbIXaHUsI OTMEUaloTCsl Py
TaKUX TSKEJBIX HACJIeNCTBEHHBIX 3a00JIeBaHUSIX, KaK
cunapom Panmio—Ocnepa—Bebepa [4], cunapom bep-
ta—Xorr—/1o06e [5], cunapom Diepca—/danio [6], Heii-
podudbpomartos 1-ro Tuna [7], TyOepo3HbIit ckiepo3s [§],

Puc. 1. Tuneprpoduyeckas ocreoapTpornaTtus y naieHTa ¢ XpoHu4e-
CKOI OOCTPYKTUBHOI 0O0JIE3HBIO JIeTKUX: A — OO BUI MOpaXKeH-
HbIX HOTTei; B — monoxurenbHblit cumrtom [lampora

Figure 1. Hypertrophic osteoarthropathy in a patient with chronic
obstructive pulmonary disease: A, general appearance of the affected
nails; B, positive Shamroth sign
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cunapom Knunnens—TpeHone [9], Cutis laxa [10], cuH-
npoM 'epmancku—ITynnaka [11], BpoxXaeHHBIN TUCKe-
pato3 [12] u psime mpyrux paccTpoiicTs.

IMomMuMo pa3HOOOPA3HBIX B CBOMX KIIMHUYECKUX ITPO-
SIBJICHUSIX HACJIEACTBEHHBIX CHHIPOMOB KOXa, €€ TTpuIaT-
KU 1 OpraHbl IbIXaHUST COUYETAHO TOPaXKaloTCsT MPU PsIze
TPUOOPETEHHBIX CUHIPOMOB, TIOSIBJIEHNE KOTOPBIX TIPO-
HUCXOIUT B TeUCHME XU3HU TallMeHTa. B paMkax cratbu
JAaHHBIE PACCTPOICTBA UMEIOT YCIIOBHOE O0l1Iee Ha3BaHUE
«IIPUOOPETeHHbIE KOXKHO-JIerouHble cuHApoMbl» (TTKJIC),
TOTYEePKUBAst TEM CaMbIM XapaKTep UX KIMHUUECKOU Kap-
TrHbI. K JaHHBIM paccTpoiicTBaM ObIIM OTHECEHBI CUH-
npom basekca, rpaHyiemMaros ¢ MoJIMaHTMUTOM, CUHIPOM
JledrpeHa, CUHAPOM KEJIThIX HOTTel, 303UHOMUILHbBII
rpaHyJIeMaTo3 ¢ mojauaHruutToM u curapoM LllerpeHa.

Llenpro maHHO paOOTHI SIBIISICTCST OIMMMCAHNE KITMHM -
YyeCcKO# KapTUHBbI yKa3daHHbIX puodpereHHbIX [TKJIC
C aKIIEHTOM Ha M3BECTHbIC KIIMHUYECKUE MTPOSIBJICHUS
CO CTOPOHBI KOXHU, €€ TIPUIATKOB U OPTAaHOB JbIXaHUSI.

KnuHuyeckas kapTuHa npuoGpeTeHHbIX
KOXHO-NEro4HbIX CUHAPOMOB

YuurteiBasi pa3dHoOOpa3ue KJIMHUKU HEKOTOPBIX CHUH-
JIPOMOB, 3HAHME WX OCHOBHBIX ITPOSIBJICHUI CO CTOPOHBI
Pa3IMYHBIX OPTAHOB M CUCTEM C aKIIEHTOM Ha KOXKHbIC
U JIETOYHBIC TTOPAXKEHUS MOXKET ITOMOYb KIMHUIICTAM
U CYIIECTBEHHO YCKOPUTH A depeHInaTbHO-IUarHO-
CcTUYeCKuit mouck (taou. 1).

Cunapom basekca

Cunapom baszekca (akpokepaTo3 ncopruazudopMHBIi

Bazekca, akpokepaTo3 rapaHeoTuIacTUIeCKil) — pem-

Koe 3a0o0sieBaHNe KOXU, OTHOCSIIEECS K O0TUTaTHBIM

napaHeoruiacTudeckuMm aepmartozaM. CuHapom bazek-

ca IMpeacTaBisieT co0O0l accolualrio ncopuasudopm-

HBIX BBICHITTAHWI Ha KOXe Ha (hOHE IJIOCKOKIETOTHOTO

pakKa IIpenMYIIeCTBEHHO BEPXHUX OTHCIOB IbIXaTelb-

HBIX IyTei. JlaHHoe 3aboeBaHue ObLI0 onrcaHo A. Bazex

(1965) [13]. DTuonaToreHe3 3a00JieBaHUSI OCTACTCS HE-

u3BecTHbIM. [IpenronaraeTcs, YTo OCHOBY 3a00JIeBaHUST

MOTYT COCTaBJIATh 3 OCHOBHBIX TATOTCHETMUECKMX MY TH:

e Th2-UMMYHHBII CABUT, MHAYLIUPOBAHHBIN TIJIOCKO-
KJIETOYHBIM PAKOM JIETKUX;

*  TMPOAYKIHUS OIYXOJISIMU OOJIBIIIOTO KOJTMYECTBA (PaK-
TOPOB POCTa;

* MMMYHHBIE PEeaKIIM1 Ha KapIIMHOMAa-aCCOIMUPOBaH-
HbIe aHTUTeHHBI [14—17].

CornacHo A.Bazex u A. Griffiths [18] KoXHBIE ITPO-
SIBJICHUS TIPY JAHHOM CHUHAPOME IPOXOMST 3 CTaauu
pa3BUTHUSL:

* [: cumMeTprUUYHOe TopakeHue 3aBUTKOB YIITHBIX pa-
KOBWH, HOCa, MaJblieB KUCTe M CTOI. BEICHITaHMs
MIPEICTABIISIIOT COOOM TTaITyJIBl M OJISIIIIKK PO30BOTO
1IBeTa, C HEYETKMMU TPAaHUIIAMHU U YMEPEHHBIM IIIe-
JIyLIEHWEM Ha MOBepXHOCTU. EAMHCTBEHHOI Xanoboit
MalMEHTOB Ha 3TOM CTaAuUu MOXeT ObITh 3y1 [19, 20];

+ 1I: oTMegaeTcst BEIpaXkKeHHOE PACIIPOCTPAHEHME BHICHI-
naHuii. Ouaru mprodpeTaroT KPacHbBI WM KpacHO-
CUHIOLIHBIN 1BeT. [TopaxkeHus: pacnpocTpaHsIIOTCS
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Tabauua 1

OcHognbte Kaunuyeckue NpOA6ACHUA npuoﬁpemelmblx KOJCHO-/1€204HblX CllH()pOMOG

Table 1

Main clinical manifestations of acquired skin-pulmonary syndromes

CuHapoMm TMopaxeHusi KoXu 1 ee NPUAaTKoB ‘

MNcopuasnchopMHbie BbiChiNaHus
NpeMMyLLECTBEHHO B AUCTANbHBIX OTAENax
KOHEYHoCTE!

CuHppom Basexca

I'Iopa)xeuvm OpPraHoB AblXaHuA

Pak nerkux

‘ TMopaxeHusi APYrux OpraHoB U CUCTEM

3noKayecTBeHHbIE HEOMNa3uy pasnuyHoi
nokanu3auumn

‘ WHdmnbTpath! B nerkux

panynemaro3 Mopaxenus yxa, ropna u Hoca, nopaxeHus
AHTUUTBI KOXU ATtenekTasbl
C NONUaHTUMTOM noYeK 1 OpraHoB 3peHnst
‘ BpoHxoakTasbl
JlumdpapeHonatus rpyaHbIX .
Cunpapowm Jlecdbrpena Yanosatas aputema hap PYA TMopakeHns KOCTHO-CYCTaBHO CUCTEMbI

CHHAPOM XenTbIX HOrTen Ductpodpus HorTen

y ‘ Je/AKOLMTOKNACTUHECKUI BAaCKYMUT KOXM
903MHOUNBHLIN

rpaHynemaros
C MONMaHrMMTOM

‘ WHchapkThbl koXM

‘ Cetyatoe nueeao

CuHapom Llerpexa BhIpakeHHbIi KCepo3 KoXu

Ha KOXY JIMIla, BCIO TUIOLIAAb JaJ0HEe 1 TOJOIIB
KpoMe MX LIEHTPaJIbHBIX YyacTeil. B maTomornyeckumi
MpOLIeCC BOBJICKAIOTCSI HOITEBBIE TUTACTUHBI. Ha 370t
CTaIuU MALMEeHT UCTBIThIBaeT NUCKOMMDOPT 1 60Jb
BCJIEICTBYE MHOTOYMCIICHHBIX TPEIIMH Ha KOXe CTOIT
n Kucteit [21-23];

» III: Tsxennoe TeyeHue 3a00JieBaHUS C BhIpaXK€HHbBIM
00JIEBBIM CUHAPOMOM, aCCOLIMMPYEMOE C HEMOI1at0-
1eiicst Tepanuu KapuuHoMmoii. OTMeuaeTcs pacrpo-
CTpaHEeHNEe 0YaroB MOpaKeHUs B 00JIACTH TYJIOBUIIA,
pa3TubaTeIbHBIX TMTOBEPXHOCTEN JIOKTEBBIX M KO-
JICHHBIX CYCTaBOB, ThUIbHBIX ITOBEPXHOCTEI KUCTEH
u crorl. Hapsiny ¢ mamyiocKBaMO3HBIMU MOTYT OTMe-
YaTbCs M Be3MKYJIO-0YJUIE3HbIC OYary ¢ IPeUMYIIIe-
CTBEHHOM JloKanu3auuei B 06JacTu KUCTEH U CTOII.
OTMmeyvaroTes BhIpaxkeHHbIE JUCTpOoUUecKrue u3me-
HEeHUs HorTei [22, 24—28].

KoxxHbIe mpOosBICHUS BBISIBISIOTCS IPUMEPHO Ha

6 Mec. paHbllle CMHMIITOMOB KapIIMHOMBI, OJTHAKO 3Ta 3a-

KOHOMEPHOCTH MposBisieTcs: He Bceraa. [TpudausutenbHo

B 30 % ciy4yaeB KOXHbIE MPOSIBIIEHUsI CUHApoMa basekca

HaOJTIOIAfOTCST TIOCJIEe BBISIBJICHUS KaplIHMHOMBI [20—22].

Camoit yacToii mpuumnHoit pa3Butus cuHapoMa basekca

ABJISIETCS PaK JIETKUX, YTO MOATBEPKIACTCS PE3YJIbTa-

TaMU Psila MHOTOYMCIIEHHBIX KIIMHUYECKUX Ha0JTIome-

Hui1 [29—33]. MeHee 4acTbIMU IIPUYNHAMHU PA3BUTHUS

JMAHHOTO CHIPOMA SIBJISTFOTCS 3JI0KAY€CTBEHHBIC OITyXOJIN

nuieBona [30], monoctu pra [31], royossl u 1eu [16].

FpaHynemaTos C NONNAHTUUTOM

I'panynemaTo3 ¢ nonumaHruuToM (rpaHyjiemaTo3 BereHe-
pa, ueHTpodamatbHas TpaHyJieMa, TaHTPEHU3UPYOIIast
rpaHyJjiemMa) IpeacTaBiIsieT Co00ii peaKoe ayTOMMMYHHOE
3aboJjieBaHue, XapaKTepU3yeMOe HEKPOTU3UPYIOLIUM Ipa-
HYJIEMaTO3HBIM BACKYJIMTOM B COCyIaX MEJKOTO U CPel-

numdaTnyeckmux y3nos
BpoHxoakTaTnyeckas bonestb
BpoHxuanbHas actma

Punut

Cunycut

NumdroumTapHas UHTepCTULMANbHAs
NMHEeBMOHMUS

NumdhoumTapHbIi GpoHxMonuT

Numdepema

TsXenble nopaxeHusi CepaeYHo-
COCYAUCTO, NULLeBAPUTENLHOMN,
MOYEBbIAENUTENLHOM, HEPBHOM CUCTEM

lMopaxeHune opraHoB 3peHusi, KOCTHO-
CYCTaBHOM M HEPBHOW CUCTEM, MEYEHH,
noYex, WUTOBNUAHON XKenesbl, pa3BuTme
3n0Ka4YeCTBEHHbIX Heonnasui

Hero KaJubpa, 4YTO KIMHUYECKU TPOSBIISIETCS IPEUMY -
IIECTBEHHBIM MOPaXKeHNEM TTOYeK, BEPXHUX M HIKHUX
npIxaTenbHbIX TyTeit [32]. [lepBble onmucanus 3aboieBa-
HUs1 ObLTM oryoskoBaHbl B 1897 u 1931 rr. H. Klinger [33].
Hewmuoro nosxe F Wegener (1936) onucana cepust ciyda-
eB TaHHOTO paccTpoiictBa [34], a B 1954 r. G.C.Godman
u J.Hurg onucaHa kJjlaccuyeckasi Tpyuaaa CUMIITOMOB
TTAaHHOTO 3200JIeBaHUsI:

* CHUCTEMHbBII HEKPOTU3UPYIOLIUI AHTUUT;

* HEKpPOTH3UpYIOIlee rpaHyJIeMaTO3HOE BOCITaJICHIE

IIBIXaTeTbHBIX TTyTEeH;

*  HEKpOTU3UPYIOLIWi rIomMepysioHedpuT [32].

DrronaroreHes3 3a00JIeBaHUS OCTACTCSI HEM3BECTHBIM.
[Ipenmomnaraercs, YTo OCHOBY (hOpMUPOBAHUS TpaHYyJIe-
MaTO3HOTO BOCHAJICHHUSI C BACKYJIMTOM M HEKPO30M TKa-
Hel COCTaBISIIOT ayTOMMMYHHBIE TIpoliecchl [35].

I'paHysieMaTo3 C TOJIMAHTMUTOM XapaKTepu3yeTcs sip-
KOt KITMHNYECKOI KAPTUHOI CO CTOPOHBI OPTaHOB IbIXa-
Hus, HabmogaeMoii y 75—90 % naiueHToB B 3aBUCUMOCTH
OT JIOKaJIM3alMu MaTojiornyeckoro npouecca [32]. Taxk,
MMOpakKeHUST BEPXHUX AbIXaTeJIbHBIX ITyTeil BCTPEYAIOTCS
B 95 % cnyuaeB 3a0oaeBanus. Hanboiee xapakTepHbBIMU
paccTpoiicTBaMy JaHHOU 00JIaCTU SIBJISIIOTCS XpOHUYE-
CKUI CUHYCUT, CeUTOBUIHAS AehopMalius Hoca, IMOACBS -
30YHBII CTEHO3 TPaxeu, PUHUT, HOCOBbIE KPOBOTEUCHUSI,
SI3BBI CJIM3UCTHIX PTA U TTOJIOCTH Hoca [36].

B 71 % ciny4yaeB nopaxeHus JJeTKUX IIpU TpaHyjIeMa-
TO3€ C MOJIMAaHTMUTOM TPOSIBIISIIOTCS B BUAE 00pa30BaHUsI
I dY3HBIX JIETOYHbIX UHPWIBTPATOB. Takke y mauueH-
TOB MOKET OTMEYAThCS Pa3BUTHE aTeIEKTa30B, TUIEBPaTh-
HOTO BBITIOTA, KABUTAIIUM TTAPESHXUMBI JISTKMX, JICTOUHBIN
¢GubPO3 M JIeroyHas TUNepTeH3us. Y maiueHTOB MOTYT
HabJIIoIaThCs OABIIIKA, 00JIb B 00ACTH TUIEBPHI U AUC-
KOM@OPT B Tpyau, SNU30[bI KPOBOXapKaHbs [37].

IMpumepHO y 45 % GOJbHBIX PAHYJIEMATO30M C I10-
JIMAHTUUTOM HaOJIOJaI0TCs MopaxkeHus Koxu [32].
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CrenyeT OTMETUTh, YTO KOXKHbBIE MPOSIBICHUS TpaHyJie-
MaTo3a C MOJTMAaHTMUTOM SIBJISIIOTCS] HecTielIM(DUIeCKUMHU
1 OOBITHO JIOKAJIM3YIOTCS Ha KOXEe HIKHUX KOHEUHO-
creii. HauboJsee pacrpocTpaHeHHBIM SIBJISIETCS TTOpaXKe -
HUE KOXU IO TUMY JEHKOIUTOKIACTUIECKOTO aHTMUTa
(Typrypa, HeKpo3, U3bsI3BJICHUE KOXM), HO TAKKE MOTYT
OTMeUaThCs MaJbIIpyeMast IypIrypa, CeTyaToe JTUBEI0
n KpanuBHu1a [38].

K npyrum BaxKHBIM TIPOSIBIIEHUEM TIpaHyJieMaTo3a
C MOJIMAHTUUTOM OTHOCSITCS TTOPaXKeHUST OPTaHOB 3PEHUS
(KOHBIOHKTUBHT, JAKPUOILIUCTUT, KEPATUT, YBEUT, CKIIC-
PUT, BACKYJUT 3pUTEILHOTO HEPBa, OKKIIFO3UST apTepuit
ceryatku, nuruionusi) [39], opraHoB ciyxa (CEpO3HbIIt
OTUT, TIOTeps ciiyxa) [36], mopakeHusI KOCTHO-MBbIILIEY -
HOM CCTeMBI (MUAJITUU Y apTPAJITUH, apTPUTHI KPYITHBIX
cyctaBoB) [36], mopaxkeHue TOJIOBHOIO MO3ra (maxume-
HUHTUT, HEHPOTIATUsI YEPETTHBIX HEPBOB, BACKYJIUT I'OJIOB-
Horo moara) [36], mopaxkeHus moyek (ocTpast moyeyHast
HEIOCTaTOUYHOCTh) [40].

CuHapom JlecbrpeHa

CunnpoM JledbrpeHa npencrabisieT COO0I OCTPYIO, TSIKe-
JIyio OpMy CapKOUI03a, XapaKTepU3yeMylo HAIMINEM
y ManyeHTa KJacCUueckKon Tpuaabl CUMIITOMOB:

*  BHYTPUTPYIHAas JTUMQaIeHOITATHSI;

* y3JI0BaTasl 3pUTEMa;

* JIBYCTOPOHHUI OCTpBIit apTpuT [40—42].

B HacTosmnimii MOMEHT K XapaKTepHbIM CUMITTOMaM
cuHapoma JledprpeHa Takxke OTHOCSITCSI YBEUT U JIMXOPA/ -
Ka [43]. BriepBoic maHHOE 3a00JIeBaHIE OBIJIO OIMMCAHO
S.Lofgren 8 1953 1. [44, 45]. HecMoTps Ha TO, UTO CUHIPOM
Jledprpera oGbIYHO MMeEET OJIArONPUSITHBIN ITPOTHO3 [46],
KJIMHUYECKUE MPOSIBJIEHUS] JAaHHOTO COCTOSIHUSI MOTYT
HMMETb OYCHb TsDKeJI0e TeueHue. Tak, TopaskeHUsI OpraHOB
IBIXaHUS TIPU CapKOMIO3€ XapaKTepU3yeTCsT HATMIMEM
y TIallMEHTOB ABYCTOPOHHETO YBEIWUYEHUs TuMbaTrie-
CKMX Y3JI0B BOPOT JIETKMX U TapaTpaxeajlbHbIX JuMda-
Thyeckux y3ioB (tpuana Iapnanga) [46]. Co cTOpOHDI
KOXXM HanOoJiee XapaKTePHBIM KIMHIIECKUM ITPU3HAKOM
cuHapoMa JleprpeHa saBiseTca y3aoBaras sputema. [1o-
paXkeHusI TIpU y3/710BaTOl 3puTeMe Ha (pOHE CMHApOMa
JledrpeHa oObIYHO MPEACTABIISIIOT COOOM MaIyJibl U y3J1bl
SIPKO-KPACHOTO II1BeTa, OOJIE3HEHHEBIE, C caMopa3pele-
HUEM B TeueHue 6 Hel. B 0Yaru MoCTBOCIAIMTEIbHOM
runepnurmeHTauuu [47].

K npyrum nposiBieHusiM 3a001€BaHUsI OTHOCSITCS ap-
TPUTHI U apTpornatuu [48], mopaxeHus ria3 (MaHyBEUT,
rnoteps 3peHust) [49].

CUMHAPOM XenTbiX HOrTen

CUHIPOM XKeNIThIX HOITEe — XpOHNYEeCKOe IMTPUOOPETeH-
Hoe 3a00J1eBaHue, BKIIIOUalollee B ce0st Tpuaay CUMIITO-
MOB:

* TOpaXeHUe HOTTEW;

* TOpaxkeHUE JIETKUX;

« mmMmdenema [50].

BriepBble maHHbIN cuHApOM ObLT onucaH J.Hell-
er (1927) [51]. IMosxe P.D.Samman i W.F. White (1964)
OITMcaHa cepus KIMHUYECKUX CIydaeB, B KOTOPOM IT0-
Ka3aHa CBSI3b MEXIY MTOpaKeHUEM HOTTEBBIX IIJIACTUH
u tumpenemoti [52]. Ipennonaraercs, 4To OCHOBY 3a00-
JIeBaHUSI COCTaBJIsIET MUKPOBACKYJIOMAaTHs, TPUBOISIILIAS
K IoTepe Oeika 4yepe3 CTEHKU COCYI0B U (DOPMUPOBAHUIO
otekoB [53]. Takke eCTh JaHHBIE O POJIM TMOKCHUIA TUTAHA
(TiO,) B pasBuTHHM 3a00€BaHus [54].

CrenyeT TakKxKe OTMETUTh, UYTO Ha CETOMHSIITHUI
IIeHb OIIMCAHO JOCTATOYHO MHOTO COIYTCTBYIOIINX pac-
CTPOVICTB CO CTOPOHBI OPTaHOB JbIXaHUS, KOTOPBIE TAKXKE
HEeoO0XOAMMO YYUTHIBATh MPU YCTAHOBASHUM AUarHo3a
CUHJIPOM KEeThIX HOrTel (TadJ. 2).

Hawubonee yacto Hab1I01a€MbIMU CUMIITOMAMU Y Ma-
LIMEHTOB C CUHIAPOMOM 3KEJITBIX HOTTEH SIBJITIOTCS KallleTb
u ofbiika. [Tpu MHCTpYyMEHTaIbHOM 00CIeI0OBAaHNH Y T1a-
LIMEHTOB Yallle BCEro AUarHOCTUPYIOTCS PUHOCUHYCUT,
TUIeBpabHBINA BBINOT, IBYCTOPOHHUI alTUKaabHbINA (Qu-
OpO3 JIETKMX 1 KUCTO3HBIC TTOPAKEHUST, 09arOBbIC aIbBe-
OJISIpHBIE UHDWILTPATHI.

ITopaxxeHnsT HOTTE! IMPU CHHIPOME KEJITHIX HOTTEH
SIBJISIETCST CAMBIM XOPOIIIO BU3YAIN3UPYEMBIM IIPU3HAKOM
3abosieBaHus. 11 cMHIpOMA XKeNThIX HOTTEl XapaKTepHO
HaJIMYUe TUCXPOMUU U PA3TUIHBIX TUTIOB OHUXOIUCTPO-
dwuii [60—62] (Tabi. 3, puc. 2).

HorTtu mauimeHTOB ¢ CMHAPOMOM XeJIThIX HOTTeH cTa-
HOBSITCSI MyTHBIMU, TIPUOOPETAIOT CBETIO- WU TPSI3HO-
JKeNThIN 1BeT. Takke oTMeuyaeTcss HaTuurue OHUXOJU3U-
ca, CKJIEPOHUXUU, HApYILIEHUS LIEJTOCTHOCTU KYTUKYJIbI
1 MyTHAasI WA OTCYTCTBYIOIIAS JIVHKA.

K npyrum nposiBaeHUsIM 3a00JI€BaHUSI OTHOCUTCS Ha-
Jure uMpenemsl y 29—80 % malveHToB, KoTopasi 3a4a-
CTYIO MOXET OBbITh IEPBBIM MTPU3HAKOM 3a0oseBaHus [S1].

Tabauua 2

Yacmoma écmpevaemMocmu CORYmcmeyrouiix paccmpolicme co CHopoHbl 0p2aH08 ObIXAHUS NPU CUHOPOMeE

aceamoix noemeil, %
Table 2

Associated respiratory disorders in yellow nail syndrome (prevalence), %

ye CUMNTOMbI
el o CUCTEMbI

Kawenb, oabiwuka (56 %) [54]

Hopa)KeHuﬂ BEePXHUX 0TAeNoB AbixaTenbHoN

PutocuHycut (14-83 %) [54-57]

MopaxeHuns nerkux

MneBpanbHbIit BbinoT (14-46 %) [54, 55]
[IBycTOpPOHHMI anukanbHbIi hnbpos [58, 59]
OuaroBble anbBeonsipHbIe MHUNLTpaThl [58, 59]
KuctosHble nopaxenus [58, 59]

BpoHxoakTatuyeckas GonesHb (44 %) [58]
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Tabauua 3
ITlopaxncenus noemeii, xapaxmepnoie 045 CUHOpOMA
Jceambuix Hoemeil
Table 3
Nail lesions characteristic of yellow nail syndrome
Atpoduyeckme nopaxeHus CocTosHMe NyHKK
HorTeit CocTosiH1e KyTUKynbl HorTeit
M3meneHne useta
(Aucxpomus) HorTel:
. Hapywehue MyrHas
* NEHKOHUXMA LienocTHocTy WM oTCyTCTBYlOWas
WK OTCYTCTBME
* KCAHTOHMXMS KyTHKY b1 UIyHKa
* XTIOPOHMXVSt
CKnepoHuxus - -
Onmxonuanc - -

Puc. 2. [TopaxeHre HOITEBbIX IJIACTUH KUCTEH TIPU CUHAPOME XKeJ-
TBIX HOTTEN

Figure 2. Nail plate lesions of the hands in yellow nail syndrome

03UHOUNbHbINA FpaHyneMaTo3 ¢ NONMaHrMMTOM

D0o3UHOMDWIBHBIN TPaHyIeMaTO3 C TOJIMAHTUUTOM (CUH-
npom Yepmxka—Crpocc) mpeacTaBisieT coboii 3aboieBa-
HME U3 TPYIIIBI aCCOLIMMPOBAHHBIX C aHTUHEUTPODUIIb-
HBIMU LIMTOIUIA3MaTHYECKNMHU aHTUTEIaMU BaCKYJIUTOB
U XapaKTepu3yeTcsl MOPakeHUEM COCYIOB PA3IMYHOTO
Kayibpa B COYETaHUU C IMOPAXKEHUEM OPraHOB JAbIXaHUS
(6ponxuanbvHag actMa (BA), pyUHOCUHYCUT) U U3MEHE-
HUSIMU TIOKazaTtesieil B ieprudepruieckoii KpoBH (3031 -
Hohuust) [63]. BriepBble TaHHOE PACCTPONCTBO OBIIO
onucano J.Churg v L.Strauss (1951) xak ajuiepruueckuii
rpaHyJjieMaTo3 1 Backyaurt [63], a B 1990 r. 3abojieBaHMe
MOJIy4MJIO CBOE HACTosIlee Ha3BaHue [64].

Co CTOPOHBI OPTAHOB JIBIXaHUST 203WHOMUIIBLHBIN Ipa-
HyJIEMATO3 C IMOJIMAaHTUUTOM TTPOSIBIIIeTCS pa3BuTHeM BA,
Kotopast Habmomaaetcs y 96—100 % nauuenron. [Tomumo
BA, y maniieHTOB OTMeuaeTCs HaJTM4Ire CUHYCHUTa, PUHUTA
Y MOJIMII03a TIOJIOCTH Hoca [64]. PUHUT siBIsieTCst BTOPOi
T10 YacTOTe Xayo0oit manueHToB 1ocie bA 1 pa3BuBaeTcs
npuMepHo y 75 % nauueHToB [65—67].

Co CcTOpOHBI KOXH 3a00JIeBaHUE TIPOSIBISIETCS pa3-
BUTHEM JIEMKOLIMTOKJIACTUIECKOTO BACKYJIUTA C (hOPMMU -
pOBaHMEM HETPOMOOIIMTONIEHNYECKOU MabITupyeMOii
IypIypHI, Y3€JIKOB HA KOXE TOJOBBI, KPAITUBHUIIBI, MH-
(hapkTOB KOXM U ceTyaTOro Juseno [68, 69].

K npyrim He KOsKHO-JIETOYHBIM TTOPaskeHUSIM TTPH 3031 -
HODWILHOM TPaHyJIeMaTO3€ C TIOJTUAHTUUTOM OTHOCSITCS
TTOPaKEHUSI CEPIACUYHO-COCYIUCTOMN CUCTEMBI (MMOKAPIUT,
nepuKapauT, kapauomuonatus) [70], muineBapuUTeIbHOM
crcTeMbl (303MHOMWIBHBIN FACTPOIHTEPUT, ME3CHTEPH -
aJIbHBIA BACKYJIUT, HEKPOTU3UPYIOLLIMIA HEKAIbKYJIE3HBIA
XOJICLIUCTHUT, TTAHKPEATUT, 203UHODUIBLHOE TTOpaXKEeHUE
reyeHn) [67], MOYEBBIICTUTETBHOM CUCTEMBI (HEKPOTU3H-
PYIOLLMI CEPIIOBUIHOKIIETOUHBII TToMepyoHedpur) [68],
HEPBHOII CCTEMBI (CMeIlIaHHasi CeHCOMOTOpHasI epude-
puJecKasi HelporaTusi, Tapaind YeperTHbIX HEPBOB, BACKY-
JIMTBI LIEHTPaJIbHOM HEPBHOI crcTeMbl) [69, 70].

Cunpapom LerpeHa

CunnpoM Illerpena (cunopom I'ykepo—Illerpena, cyxor
CHUHIIPOM) TIPEICTABIISIET COO0I ayTOMMMYHHOE 3a00J1e-
BaHNE, XapaKTepU3yeMoe MOopakeHNEeM 3K30KPUHHBIX
Kese3 (MPerMYIIeCTBEHHO CIIIOHHBIX 1 CJIE3HBIX), COTIPO-
BOXIAMOIIEecs] pa3BUTUEM T'UIIepraMMarjiooyIuHeMuu
U HaJIM4YMeM Pa3IMIHBIX CBIBOPOTOUHBIX ayTOAHTUTE],
Bkitouast Ro/SSA u La/SSB, xoTopbie cuuTatorcst Map-
Kepamu 3aboneBanus [71].

OtcyTcTBUE pabOThl 9K30KPUHHBIX XKejie3 00yCI0B-
JIMBaeT pa3HOOOpa3HyI0 KIMHUYECKYIO KapTUHY JTaHHOTO
CHUHIIPOMa, BKJTIOUYAIOIIYIO MOPaXKeHNe OOJIBIIIOTO KOJTH -
yecTBa OpraHoB 1 cucTeM. Co CTOPOHBI OPTraHOB AbIXaHUS
y MalMeHTOB ¢ cuHapoMoM IllerpeHa MoxeT oTMe4yaThCsl
CYXOCTb CJIU3UCTOI 000JIOUKM HOCA U Tpaxeu (KcepoTpa-
Xes1), COTIPOBOXKIAIOIIEECSI XPOHUYECKUM CYXUM KalllJIeM,
oawikoii [71]. Takxke oTMedaeTcst HaJTuuKue TepruoOpoOH-
XUAJbHOTO U / UK TIepUOPOHXUOJISIPHOIO MOHOHYKJIE-
apHOTO BOCTIAJICHUST, BKJTIOUast OOCTPYKIIMIO METKHX JIbI -
XaTeJIbHBIX MyTeil, TMMGbOIUTAPHYI0 MHTEPCTUITUATBHYIO
ITHEBMOHUIO, TUM(POLIMTAPHBIN OpOHXMOMUT [72—74].

Ha xoxe npu cunnpome IllerpeHa oTMeuyaeTcsl Bbl-
pPaXeHHBIN KCepo3, COMPOBOXIAIOIIUNCSI MHTEHCHUB-
HBIM 3yA0M [75]. bosnee penkuMu 1epMaToIOTHYeCKUMU
nposiBiaeHusIMU cruHapoMa [llerpeHa sIBISIOTCST KOXKHBII
BaCKYJIUT, MPOSIBJISIIOIIMICS B BUIE MaJIbIIMPYEMOM Iyp-
nypsl [75=77].

He koxHo-yerounbie nposiBieHus: cunapoma ller-
peHa BKIIIOYAIOT IMOpaXkeHNEe OPraHOB 3peHUs (Kcepo-
¢ranbmus) [77], KOCTHO-CyCTaBHOI cucTteMbl ((peHOMEH
Peiino, aprponatus 2Kakky) [78—80], mopaxeHue neye-
Hu (renatomeranust) [8§1], mouexk (MHTEPCTUIIMATBHBIN
HedpuT, HePOKaATbLIMHO3, allua03) [82], mopaxkeHue
LIUMTOBUAHOI XeJe3bl (rurnotupeos) [83], HEpBHOI cu-
cTteMbl (nepudepuyeckast CEHCOpHasi U CEHCOMOTOPHast
Heiipornatus) [84, 85], pa3BuTHeE 3710KaYeCTBEHHBIX HEO-
mnasuii (B-kierounas numdoma) [86].

3aknioyeHue

[NopaxeHue KOXU, ee MPUIATKOB U OPTaHOB JAbIXaHUS
B paMKax MPUOOPETEHHbIX CUHIPOMOB MMEET SIPKYIO,
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pa3HOOOpPa3HYIO KJIMHUYECKYIO KapTUHY, YTO MOXKET
BBI3bIBAaTb TPYAHOCTHU Y CIIELIMAIIMCTOB B Xoae nudde-
pEeHIMAIbHON NUAarHOCTUKU. 3HAHNE KIMHUICCKUX
MPOSIBJIECHUI, OCOOEHHOCTE! TeUeHUS TTIOPaAKEHU KOXKU
U OpraHoB JIbIXaHUs B pamkax npuoopereHHbIx [TKJIC
MOXET CYIIECTBEHHO YCKOPUTH MPOILECC YCTAHOBJICHUS
JIMarHo3a, 4To, B CBOIO 0Yepe/ib, TOMOXKET KIMHULUCTAM
C BBIOOpPOM palMOHaJIbHOM TaKTUKU BEAECHUSI JaHHOM
TPYIIbI NALMEHTOB.
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