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nuApoM [llerpena: marodpusnororngeckre OCHOBEL
AEPMATOAOTUYECKUX IIPOABACHUM
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KpaCHOsIpCKuIA rocyiapCTBEHHbIA MeAULMHCKUIA YHUBEPCUTET UMEHN npodeccopa B.®. BoitHo-AceHetikoro, KpacHospek, Poccust

CwuHgpowm LLerpeHa — XpoHMYECKOe ayTOMMMYHHOE 3a60f1eBaHME C NPEUMYLLECTBEHHbIM
BOBJIEYEHMEM B NATONOMMHYECKUIA NPOLIECC CEKPETUPYIOLLIMX KITETOK XENe3 N UX BbIBOOHbLIX NPOTOKOB,
YTO COMPOBOXAAETCH PA3BUTUEM FrEeHEPaNIN30BaAHHON CYXOCTU KOXU U CMM3UCTLIX 060n04eK. [JdaHHbIn
CUHAPOM ABNAETCS OOHUM N3 Hanbonee pacnpoCTPaHEHHbIX CUCTEMHbIX 3a6oneBaHui, 0aHaKo

B AEPMAaTOSIOrMYECKOM NPaKTUKe OH OCTAETCSt HEAMarHOCTUPOBAHHbLIM NPAKTUYECKUN Y MOMOBUHbI
naumMeHToB, UMEIOLLINX KITMHMYECKME NPOABNEHUS. B cTaTbe pacCMOTPEHbI aKTyalbHble acnekThbl
naTtoreHesa 4epmMartonormyeckmx NposisnexHnii cuHgpoma LLlerpeHa, 4To no3BonnT riy6xe NoHATb

N CMCTEMATU3MPOBATbL Pa3/IMyHble MEXaHMU3Mbl Pa3BUTUA AAaHHOW NaToNOrMmn aAns OpMMPOBaHNS
NPaBUIbHON KIIMHNUYECKOM TaKTUKKN C BbIGOPOM NaToreHeTUYEeCKM 060CHOBaHHbIX NOOXOAO0B K JIEHEHUIO,
OnpeaeneHnto MHAMBUAYanbLHOro NPorHo3a Afs nauMeHTa, a Takxxe cnoco6CcTBoBaTh 06/1Er4eHunto
Te4YeHns 3a60NeBaHNSA 1 BO MHOTOM YJy4LLEHUIO Ka4eCTBa XXN3HWN MaLUeHTOB.

Kno4eBble cnosa: cuHapowm LlerpeHa; cyxo CMHAPOM; NaToreHes; ayTOMMMyHHOe 3a60JieBaHNe; KOXHble
nposiBNieHns

KOHM KT MHTEPECOB: aBTOp AaHHOM CTaTby NOATBEPXAAET OTCYTCTBUE KOH(PIIMKTA MHTEPECOB, O KOTOPOM
Heo6Xxo0aMMO COOBLLNTD.

NCTOYHMK (brHaHCUPOBaHUSA: pyKonuch NOArOTOBIEHA 3a CHET (PUHAHCMPOBAaHUS MO MeCTy pa6oThl aBTopa.
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Sjégren’s syndrome: pathophysiological basis of dermatological
manifestations

© Nadezhda V. Palkina

Prof. V.F. Voino-Yasenetsky Krasnoyarsk State Medical University, Krasnoyarsk, Russia

Sjogren’s syndrome is a chronic autoimmune disease with a predominant involvement in the pathological
process of secreting cells of the glands and their excretory ducts, which is accompanied by the
development of generalized dryness of the skin and mucous membranes. This syndrome is one of

the most common systemic diseases, but in dermatological practice it remains undiagnosed in almost
half of patients with clinical manifestations. The article discusses current aspects of the pathogenesis

of dermatological manifestations of Sjogren’s syndrome, which will allow a deeper understanding and
systematization of the various mechanisms of development of this pathology for the formation of the
correct clinical tactics with the choice of pathogenetically based treatment approaches, determining the
individual prognosis for the patient, as well as helping to alleviate the course of the disease and in many
ways improving the quality of life of patients.
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M Beepenve

CuHgpowm LLerpena (CLU), nmetowumii pag gpyrux Ham-
MEeHOBaHUN, TaKUX KaK «CYXON CUHAPOM», «CUHAPOM [yxe-
po», «ayTOMMMYHHas 3K30KpUHOMaTus», «ayTOMMMYHHbIN
ANUTENUUT», NpeacTaBngeT cobon 3aboneBaHne ayToUM-
MYHHOW Mpupofbl, CONpoBOXAaloLeecs CMCTEMHbIM rnopa-
XXEHNEM CcOeaUHUTENbHOM TKaHu [1].

CL, kak n gpyrve cuctemHble 3abonesaHus, nmeeT
XPOHWYECKOEe TeYeHne C MpenMyLLECTBEHHbIM BOBeYe-
HMEM B MaToNOrM4YecKmi NPoLIECC CEKPETUPYIOLLIMX KINETOK
Xeres, a TakxXe KIeToK UX BbIBOAHBLIX MPOTOKOB, YTO COMpPo-
BOXAAeTCA pa3BUTMEM reHepanim30BaHHOM CyXOCTU KOXW
N cnnaucTbix o6onoydek [1]. daHHbIA CMHOPOM MOXET CYy-
LLlecTBOBAaTb Kak camocTosiTeNnbHoe 3abofieBaHme (M B 3TOM
cnyyae 6yget sBnATbCA nepsuyHbiM CLL), a Takxe passu-
BaTbCA NMPUMEPHO Y TPeTW NauueHToB, cTpadalowmnx apy-
rMMN peBMaTUYECKUMU MNaTONOMMAMU — PEBMaTOUOHbIM
apTpuUTOM, CUCTEMHOW KpacHOW BOMYaHKOW, CUCTEMHOW
cknepogepMuen, nonMMMUO3UTOM, WHbIMU  CMeLUaHHbIMU
3a601eBaHNAMN COEOVHUTENBHOW TKaHU, NepBUYHBLIM 6U-
NMapHbIM LIMPPO30M NeYeHU, CUCTEMHBLIMU BacKynutamu,
a TaKkxe TMpeomgmuTom XalmmoTo (M B 3TUX cryyasx 6ygeT
ABNATbCA BTOpUYHbIM CLU) [1-3].

HecMoTps Ha TO YTO AAHHLIA CUHAPOM — OOHO U3 Hau-
6ornee pacnpoCTpaHeHHbIX CUCTEMHbIX 3aboneBaHui, no-
paxaroLmx 0o 3% B3POCHOro HaceneHuns ¢ npeobnapaHu-
€M [0MM XeHLLMH cpeHero Bo3pacTa cpefu 3a6onesLunx,
Mo HEKOTOPbIM OLIeHKaM, B [epMaTosiorn4eckon npakTmke
CLU ocTtaeTcsi HegnarHOCTMpPOBaHHbIM 605ee 4em y Mno-
NOBWHbI NaLWEHTOB, UMEILLNX KIMHUYECKUE MPOsiBIIEHNs
[4, 5], a B acnekTe naTtoreHeTU4eCKon Tepanun 3ToMy 3a-
60neBaHUI0 yoenseTca HefoCTaToO4YHO BHUMaHuS [6]. [lo-
crnefHee, BEpPOSAITHO, CBA3AHO C TeM, YTO TPaaULIMOHHO
depmaTtonorunyeckve nposeneHns npu CLU cesAsbiBanu
NPenMyLLEeCTBEHHO C HapyLUeHneM OyHKUUU KOXWU B BUAE
pa3sutus Kceposa. OfHaKo aHann3 COBPEMEHHbIX nuTepa-
TYPHbIX UCTOYHUKOB PacKpbIBAeT HOBblE U VHblE nartore-
HeTU4YecKMe MexaHuU3Mbl Pas3BUTUS KOXHbLIX MPOSIBIIEHWUNA,
YTO BaXHO B LIeNIsIX KOPPEKLMN TepaneBTU4ecKon cTpaTe-
MKW y Takux naunMeHToB U MOXET MPUBECTU K 6ornee ycneLu-
HOW perpeccun AepMaTonorMyeckmx NposiBNIeHN, a Takxe
yny4LlEeHWIo KayecTsa Xu3Hu 601bHbIx ¢ CLL.

B atmnonoruun CLU go cux nop cyLiecteByeT HEACHOCTb.
MpennonoXuTensHo 3TO FeHeTUYecKn OOBYCIOBIIEHHOE
3abonesaHne c MynbTUAKTOPUAsbHBIM XapakTepoM.
MHbIMK crioBamu, Ans pa3BuTuA 601e3HM Ha[o He TOMbKO
yHacnenosaTb onpefeneHHyo COBOKYMNHOCTbL NonMmopd-
HbIX annenen HeKoTOpbIX FeHOB, HO W MOABEPrHYTbCA
BO3[ENCTBMIO PasnnyHbIX HE6NaronpusaTHbIX akTopos,
Taknx Kak MHPEKLMOHHbIE areHTbl, PU3NKO-XuMmyeckmne
BO3[eNCTBUA (BKIOYAS NeKapCTBEHHYO Tepanuio) 1 ap.

HacnepcteenHyio npupogy CLU nogteepxparT 3a-
perncTpvpoBaHHble CeMelHble crydan faHHoro 3abone-
BaHWS y OOQHOAWMLIEBLIX 6/IM3HELIOB U OBHApYy>XeHue aHTu-
reHos HLA (B8, Dw3, DR3, DRw52) B ceMbax 605bHbIX
¢ ClU v ppyrummn ayTouMMyHHbIMK 3aboneBaHuamu [2, 7].
Kpome reHoB rnaBHOro Kommnnekca rmcTocoBMeCTUMOCTH
HLA, Takxe eCTb JaHHble O BO3MOXHOW CBSA3N BapuaHTOB
reHos IL-1B, STAT-4 v IRF5, KoTopble y4acTBYIOT B peryns-
Lun paboTbl UMMYHHOW CUCTEMBI, C MOBbLILLEHHBIM PUCKOM
passuTusa CLL [8].

Takum obpasom, y nogen ¢ HacnenocTBeHHOW npepn-
pacnonoxeHHocTblo K CLU nponcxoguT aktnsaums ayTto-
peakTuBHbIX T- 1 B-numcounTos, nospexparoLlee geu-
CTBME KOTOPbIX apecoBaHO K 3nuUTenuasnbHbiM KleTkam
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Xenes. 3To, B CBOIO O4Yepefb, BbI3blBAET XPOHMYECKOE
BOCnaneHne u paspylleHne anuTennanbHbIX KIEeTOoK,
4YTO B UTOre NPMBOAMUT K CEKPETOPHON HEAOCTaTOYHOCTU
xenes [9]. MMeHHO nMMyHonornyeckue HapyLLeHus ssns-
I0OTCS FNaBHOM 3TMONOrMyeckon ocobeHHocTbio CLLU. Ay-
TOMMMYHHOE BOCMarieHne, HanpasfeHHoe MpoTUB CTPYK-
TYPHbIX KOMMOHEHTOB COOCTBEHHbLIX TKaHEW, B YaCTHOCTU
KOXW, NPUBOANT K MOBPEXAEHWI0 U (PU6pO3MpPOBaHUIO
CEKPETOPHbIX Xefle3 U CNOXHbIM CUMNTOMaM, CBA3aHHbIM
C CYXOCTblO, Hanpumep CyxoCcTu rnas v CrM3ncTon pra.
AyTOMMMYHHbI MexaHn3m nepeuyHoro CLU B HacTosLwee
BpeMsi MOATBepXAeH obHapy>XXeHneM Yy 60sbHbIX pasHo-
06pasHbIX ayToaHTUTEeNn — KaK opraHocneumpunyeckmnx
(k KNeTkam aNUTeNna NPOTOKOB CIHOHHbIX U CIIEe3HbIX Xe-
nes, NofXeny[o4HOM Xenesbl, eYeHu, KaHasbLeB NoYyex,
6pPOHXOB, NapuneTanbHbIM KNeTkam xenyaka, Tmpeornoby-
NMHY), Tak U opraHoHecneumdun4eckmx (peBMaTongHoOro
W aHTUHYKNIeapHOro pakTopoB, aHTUTEN K KapAUOSUTUHY,
Muenonepokcuaase, HeKoTopbiM BHYTPUAOEPHBLIM aHTU-
reHam — Ro/SS-A, La/SS-B) [10].

K OCHOBHbIM HeEbnaronpuaTHLIM hakTopam, KoTopble
BbI3bIBAIOT peann3auunio reHeTU4ecKn yHacnefoBaHHOM
npegpacnonoxeHHocT K CLLU, OTHOCAT XPOHMYECKYtO
BUPYCHYIO UHeKUMIo. B yacTHOCTKU, o6CcyxaaeTcs ponb
Bupyca 3nwTteriHa—bapp, uuTOomMeranosupyca, PpeTpo-
BupycoB. OCHOBbI BUWPYCHOM TMMOTE3bl 3aKo4akTcs
B CXO[HOM XapakTepe MMMYHONOrM4YecKNX HapyLleHWwn,
BbIIBMISIEMbIX MPU  XPOHUYECKOM BUPYCHON WHEeKunmn
n CLW [2]. HekoTopble uccnenoBaHusa CBA3bIBAIOT PUCK
pa3suTtua CLU ¢ sHOOKPWHHBIM AncbanaHcoMm, Bbipaxaro-
LLIMMCA B CHUXKEHUWN aKTUBHOCTU rmnoTtanamo-runodusap-
HO-HaAMNO4Ye4YHMKOBOW OCU, HapyLLEeHUN 6anaHca NosoBbIX
rOPMOHOB (2HOPOreHOB/3CTPOreHOB), ANCAYHKLUMMN LLTO-
BuaHom xeneabl [11-13].

MporHo3 gna naumenHtoB npu CLU 3aBucut oT TOrO,
HaCKOMbKO TSAXKeNo npoTekaeT 3aborneBaHWe U Kak Obl-
CTPO OHO nporpeccupyeT. B 6onbwmHcTBEe cnydvaes CLU
MeHee onaceH, Yem Apyrve ayToMMMyHHble 3a6oneBaHus,
1 He BegdeT k cMepTh. Cepbe3Hble OCIIOKHEHUSI B OCHOBHOM
CBfi3aHbl C pas3BUTMEM ayTOMMMYHHbIX BaCKYNnWUTOB ner-
KMX, NOYeK U HEPBHOW cuctembl. CyLLeCTBEHHbIM OCIOX-
HEeHVeM JaHHOro CMHApPOMA BbICTYMNaeT pas3BuUTUE CYXOCTU
KOXMW, CNN3NCTLIX 060SI0HEK, KOTOpble 6e3 neYveHus MoryT
nporpeccvpoBaTh, BbI3blBafg AUCKOMMOPT U MPo6seMsI
CO 3pEHMEM, HYTO 3HAYUTENBLHO HapyLLaeT XU3HepdesaTenb-
HOCTb MaLMeHTOB. B pedynstaTe 3HAYNTENBHOrO CHUXEHWA
KayecTBa XWU3HU U Hann4usa cneumnuyeckmnx nposisieHnn
CO CTOPOHbI KOXMW W CIN3UCTbIX 060no4ek naumeHTsbl ¢ CLLU
no 605bLUEn YacTu BbIHY>XAEHbl 06paLlaTbCs 3a MOMOLLLIO
K NpodusibHbIM crieumanucTam, TakuM Kak fepmatoBeHe-
pornor, odpTansMosor u ctomartonor. B atom acnekre sax-
HO 6onee TLATeNbHO 03HAKOMUTLCS C OCHOBHBLIMU fiepMa-
Tonorndeckmmm nposisneHmsamm CLL.

Hepmatonornyeckne npossneHns npu CLU, kak npa-
BWIO, CTabunbHbl, MOPOA C MOCTEMEHHbLIM YXYALUEHNEM,
N TONBbKO B PeAKUX criydasx nepuoanyeckn perpeccupyioT,
obycnoenueasa pemuccuio. [nmasHoe nposieneHve CLU —
BblpaXK€HHas CYXOCTb KOXMW U CAN3NCTBIX, KOTopasi Habnio-
JaeTcs NPUMEPHO Y TPETU 60MbHBIX U 3HAYUTENBHO BO3pac-
TaeT y XEHLLWH C paHHUM MpeKpaLleHemM MeHCTpyasrnibHOro
LMKna v conyTCTBYIOLLUM NOPaXeHNEM LLIMTOBULOHOM Xene-
3bl (Yalle BCEro rmnoTMpeo3om Ha (oHe ayTOMMMYHHOro
TupeouauTta) [14]. N13-3a cyx0CTU Ha KOXe BO3HUKAIT Mesl-
Kue TPEeLLMHbI, LenyLleHe. XapakKTepHbIMU MOPaXeHUsIMU
ABNAIOTCA TaKXe YrnoBon AepMaTUT BEK U KomnbLeBuaHas
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aputema [15]. Momumo cyxoctn koxu y naumeHtos ¢ CLU
BbIABMAIOT NOPa)KeHne HOrtTem — U3MEHEHUe CTPYKTYpbl
1 opMbl (pacLiensieHne, yTomnLeHMe HOrTEBbIX MACTUH
1 N3MEHEHME WX LiBeTa Ha XXenToBaTto-cepbiv) [16].

Mpwn CLU TakXe BO3MOXHbI KOXHbIE MPOSABNEHUS Ba-
CKYNUTOB, Hanbosnee 4acTbIMU KIIMHUYECKUMN hopMamm
KOTOPbIX ABASAIOTCA ceT4yaToe NMBeao, pasnuyHblie BUabl
reMopparn4eckux BbICbIMAHUN, OMUTENbHO He3aXuBa-
IoLne A3Bbl KOXU U CNIM3UCTON 060SI04KM MOSIOCTU pTa.
MpuMepHO y TpeTu 60MbHbIX PEerucTpupyroTca peumaun-
BUPYIOLLIME reMopparn4eckne BbicbinaHus (runepramma-
rnobynnHeMmnyeckas, KpMornobynmHeMmnyeckas n Tpom-
6ounToneHn4eckas nypnypbl), YypTUKapHbIE BbICbINAHNSA
M pasnuyHble BapuaHTbl 3pUTEMATO3HbIX MOPaXeHun
(konbueBMgHas, yanoearas, nonMmopdHas sKkccynaTus-
Has apuTeMbl, saputema [apbe, poTogepmMaros, TOKCU-
KogepMudeckme M Hecneuuuyeckme aputeMaTo3Hble
BbicbinaHus) [14]. KoxHbeii BackynuT npu CLU moxeTt
npoTtekaTb B Buae peuuamBupyoLllen runepraMmmarno-
6YNMHEMUYECKON U KPUOTNOBYNIMHEMUYECKOW Mypnyp,
a TakXe YypTMKapHOro Backynuta (4alle B gebioTe nep-
BuyHoro CLU) [14, 17].

[MneprammarnobynvHemMuyeckas nypnypa nposBns-
€TCA remMopparm4yeckKMMm BbICbIMaHUAMN HA KOXE roneHeu,
6enep, vHorga nepefHerd CTeHKU >XuBoTa. BbicbinaHu-
M, Kak NpaBunio, NpegwecTBYOT ferkoe XoKeHve n 3ya,
a camMu OHUM COMPOBOXAAKTCA HE3HAYNTENBbHOW 60Me3HEH-
HOCTbIO, NTOKasnbHbIM MOBbILLIEHNEM TEMMEPATYPbl KOXU No-
paxeHHon obnactn. Ha mecTe BbiCbiNaHW pa3BMBaeTCs
rmnepnurMeHTauns KoXu BCneacTeme OTNOXEHUS reMOCu-
JepviHa [18].

Bonee TaXenble KOXHble MPOSIBEHUS XapakTepHbl
Onsa peunamBupyloLern KpuornobynnHEMUYECKOM nypny-
pbl, NP KOTOPON BO3HUKAIOT MESIKO- U KPyrnHoo4aroBble
remMopparnm4yeckme BbICbiNaHUA B BUAE MNy3blPbKOB C re-
MopparmyeckMMm COLAEePXUMbIM UKW MO TUMY KpanuBHULbI.
A3BEHHO-HEKPOTUYECKNE SNEMEHTbI MOSABASAIOTCH 4alle
Ha KOXe KOHeYHOCTeW C 06pas3oBaHMEM HEeKPOTUHECKUX
A13B, pexe — Ha Koxe nuua, Tynosuiua [19].

VYpTUKapHbIN BaCKynuUT, C KOTOPOro MHOrda MOXeT fe-
61oTnpoBath nepsuyHbin CLL, nposiBnseTcs Hanu4vem yp-
TUKapPHbIX 3NIEMEHTOB (BONAbIPEN), KOTOPbIE COXPaHAITCA
oKono 2—3 cyTok. BbicbinaHus conpoBoxaarTca yalle 60-
TbI0 U XOKEHWEM, Hexenu 3yaoM. Nocne paspelueHns ane-
MEHTOB CbINU MOXET OCTaBaTbCsA BTOPUYHAA NMUrMeHTauums.
V psga naumMeHToB BO3MOXHO pa3BuTMe anoneumm, B 4acT-
HOCTU, B NuTepaType onucaHbl eAuHUYHbIE Cry4aun pasBu-
TUS (PpoHTaNbHOM (hMOPO3NPYIOLLIEN anorneumm, accoumm-
poBaHHon ¢ CLL, BcTpevatoLmecs B OCHOBHOM Y >KEHLLWH
B nocTMeHonay3se [2, 20].

CTeneHb KOXHbIX NPOABeHni cpeam naumeHTos ¢ CLU
Takxe pasHasi: B TO BpPeMS Kak OOHW NaumeHTbl UCMbITbI-
BalOT JILWb HE3HAYUTENbHbLIN AUCKOMMOPT, CBA3AHHLIN
C HeO6OSbLLUON CYXOCTbIO KOXMU, ApYrne cTpajaloT OT U3HY-
puUTEenbHbIX CUMNTOMOB, KOTOPblE 3HAYUTENbHO yXyALaloT
Ka4eCTBO MX XWU3HWU. B Takux cnyyasx paHHss NoCTaHOBKa
AnarHosa v npaBuUNbHOE, HE TOMIbKO CUMMTOMAaTuyeckoe,
HO 1 NaToreHeTM4Yeckn 060CHOBaHHOE feyeHe MOryT npe-
OOTBPaTUTb CEPbE3HbIE OCNOXHEHUS, a TakXe 3Ha4uTe b-
HO YNy4LLIUTb MOBCEOHEBHYIO XU3Hb NauueHTa.

O6cyxpeHue

B O6cy)K,D,eHVII/I XOTenoch 6Obl yoenntb BHUMaHue acnek-
Tam natoreHesa gepmMartosiorm4ecknx I'IpOﬂBJ'IeHI/IVI CyXoro
cnHgpoMa, npenctaBieHHbIX B COBpeMeHHOVI nuteparype,
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a TakXe paccMOTPeTb HEKOTOpble BOMPOCHI, CBA3AHHbIE
€ npo6nemamu paHHen guarHocTnkm CLL.

CyxoCTb KOXM, ABMAOLLAACA OGHMM U3 OCHOBHbIX MPO-
ABMEHWIA CYyXOro CUHAPOMa, B NePBYI0 o4epeb 06ycnoBsre-
Ha CHWXeHVeM BblfeneHuns rnota ns-3a BoBfeYeHns B BOC-
nanuTenbHbIA NpoLecc NOTOBbIX Xenes, Beflb U3BECTHO,
4YTO, KpOMEe TEePMOPErynALMOHHON PYHKUMU, MOToOTAEeNe-
HWe urpaeTt porib eCTeCTBEHHOro rMapaTuUpyoLLEro KOXy
hakTopa [21], TeM He MeHee NaTodU3NOoNOrns NopaxxeHms
3KKpMHHOro annapara npu CLL octaeTcs Manonsy4eHHON.
MpennoxeHHble Teopun BKIOYAKOT NPUOBPETEHHYIO AUC-
OYHKLMIO NOTOBLIX Xenes, KoTopas MOXeT ObITb Bbl3BaHa
HapyLleHVAMN CUMMNAaTUYECKON WHHepBauuW, orocpeno-
BaHHOW BOcnaneHneMm, OecTpyKumMen unm cneumgunyeckm-
MU ayToaHTUTenamMu, HenocpefcTBEHHO OCnabnarLLMn
JencTBme aueTunxonuHa [22]. 910 nogTBepXpaeTcs 06-
Hapy>XeHneM B CbIBOPOTKe KpoBu 60sbHbIX CLLU aHTUTEn,
HanpaeneHHbIX NPOTUB MyCKapuHOBbIX peuentopos (M3R)
rpbI3yHOB, KOTOpble Ha 91,5% UMeIoT CXOACTBO C YernoBe-
yeckmmu [2]. CyxocTb KOXM Y 60nbHbIX ¢ CLU Takxe mo-
XeT OblTb CBfi3aHa C W3MEHEHWEM YPOBHS 3KCnpeccun
6enkoB-akBanopuHoB AQP3 n AQP5 B >enesnctom anu-
Tenun. IMEeHHO 9TW MOSeKyrnbl HenocpefcTBEHHO Y4a-
CTBYIOT BO BHYTPUKOXHOM TpaHCropTe BOAbl N ceKpeummn
noTa, Kpome Toro, uccrnefoBaHus coobLLaloT U 06 UX Bax-
HOM ponu B 3aXMBIIEHUWN paH, npoueccax nponudepauum
1 oudepeHUnpoBKM KNeTok Koxu [23, 24]. EcTb nHdop-
Mauusi 0 TOM, YTO MaToreHe3 CYXOCTM KOXHOro rnokposa
npu CLLU 3akntoyaeTcs He TONbKO B UMMYHHOM MOPaXXeHuu
BbIBOJHbIX NMPOTOKOB MOTOBbIX XeNe3 1 3Ha4nUTeNbHOM CHU-
>XEHWUM NOTOOTAENEHUSA, 3TO ABMEHNE MOXET ObITb CBA3AHO
Takxe C HapyLLueHneM OYHKLMOHMPOBAHMSA CaslbHbIX Xeres.
MpepnonaraeTcs, 4YTO NOpaXeHne KreToK calbHbIX Xenes
MOXET NMPOUCXOANTL U3-3a aKTUBaLMU B HUX OKUCIUTENb-
HOro cTpecca C pasBuUTMEM Mocnegyowen aMchyHKUnm
3HOOMNa3MaTUYECKoOro peTukynyma, 4To NpuBOAUT K M-
6enn KneTok, onocpefoBaHHOW pefoKC-4yBCTBUTENIbHbIMU
6enkamu [25, 26]. Kpome Toro, coobuiaetcs, 4to npu CLU
B OpraHu3Me MpoVCXOAAT BbI3BAHHOE CUCTEMHBLIM BoCMa-
NeHVeM U3MEHeHMe SKCNPeccun NHTepnenkuHos IL-6, IL-7,
IL-17 v IL-22, TpaHckpunuuoHHbix Monekyn NFkB, ETST,
a Takxe runepakTMsauma CUrHasnbHbIX Kackafos MeamnaTo-
poB TGF-B n SMAD, 410, B CBOIO 04epenb, OTpuUaTeNbHO
cKasblBaeTcs Ha MeTabonmM3mMe NMUNUA0B KOXKU, MPON3BOAN-
MbIX KIIETKamMK carnbHbIX Xenes, a Takxe npuBoanT K CHU-
>KEHUIO CKOPOCTH nponudpepaummn n auddepeHLnpoBKU Ke-
patuHouuToB [23]. B pe3ynbrate Takux cobbITUI, NOTEPSB
OCHOBHbIE COCTaB/AOLLME CBOEN MMAPONUNUAHON MaHTUK,
KOXa CTaHOBUTCH HE TOSMIbKO 06e3BOXXEHHOW, HO 1 TOHKOWN,
CKITOHHOM K 9K30reHHbIM MoBpexXAeHUsaM 13-3a TOPMOXe-
Hus nponudepauun. Mpu 3ToM conyTcTByOLLAA SHAOKPUH-
Has HeJoCTaTOYHOCTb, B YaCTHOCTU CHWXEHME YPOBHSA Mo-
JI0BbIX FOPMOHOB, FOPMOHOB rUnoTanamMo-runodusapHom
cucTeMbl B cny4ae BTopmyHoro CLL, moxeT sBnaTbes ak-
TOpOM, eLLie 6onee ycunmearoLmMM yKkasaHHble naTonoruye-
CcKue nameHeHus [11].

loBopsi 0 natoreHese BackynuTtos npu CLL, ctouT oT-
MEeTUTb, YTO YacToTa UX pasBUTUA MOBbILLAETCA MO Mepe
yBenu4yeHus OnuTensHOCTU 3abonesaHus. Passutue Ba-
CKYNuTa 3Ha4YUTENbHO YTSXENseT TedeHne 60ne3Hn 1 oT-
paxaeT BbICOKYIO CTerneHb akTUBHOCTU CyXOro CUHApoma.
B npouecc BoBnekaroTcsa cocyfbl CpefHero n Menkoro Ka-
nmépa c pa3BuTMEM KOXHOI0 BaCKynnTa n MHOXXeCTBEHHOIO
MOHOHeBpUTa (CEHCOPHOW U CEHCOMOTOPHOW HerponaTum).
lMaToreHes KOXHbIX MPOSIBIIEHNA BACKYNUTOB 3aKsoyaeTcs
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B MPEeVMyLLIECTBEHHOM MOPaXKeHUM COCYA0B KOXM MENKOro
N cpefHero Kanuépa UMMYHHbIMU hakTopamMu. S13BeHHO-
HeKkpoTn4yeckue hopMbl Backynuta HaémopaTes y 2-5%
601bHbIX M Yalle CBfi3aHbl CO CMELLaHHONW MOHOKJIOHasb-
HOW KpuornobynuHemuen [5]. KpuornobynmHemmyeckas
nyprypa, UMMYHOSIOrMYECKUM MapKepoM KOTOPOW sIBNAET-
cA KpuornobynuHemus, obHapyxmsaetcs Y 97% 605bHbIX,
a ee Mopdonorn4yeckuMm cyobcTpaToM SBNSAETCA OeCTPyK-
TUBHbIA BacKynuT. AnUTenbHO NpOTeKaloWwmi CUCTEMHbIN
HekpoTuampyowmin sackynut npu CLU y yactn 60nbHbIX
CrocobeH nopaxaTb W KpynHble apTepuarbHble CTBOSbI
C pasBuUTUEM ULLEMUYECKMUX HEKPO3OB U [aAXe raHrpeHsbl
KOHe4HocTew [2, 5].

MaToreHeTM4YecKo OCHOBOW runeprammarnodynuHe-
MUWYECKON Nyprypbl, Kak Npasuno, ABMATCA runepraMmma-
rno6ynMHeMUs, BbICOKME TUTPblI PEBMaTOUOHOrO, aHTUHY-
KrneapHoOro hakTopoBs, aHTUTena K uuronnasmaruyeckomy
aHTureHy SS-A (Ro) u runokomnnemeHtemus [19]. Yptu-
KapHbI BaCKynuUT nNpeacTaBnseT co60M BapuaHT Nerkoum-
TOKNaCTU4eCKOro (HEKPOTMHECKOro) Backynura 6e3 nasb-
nupyemown nypnypsl [2].

Matorenes anoneuun npu CLU go cux mop octaet-
CA [0 KOHLA He M3Y4YeHHbIM, TEM He MeHee coobLLaeTcs,
YTO 3aperucTpupoBaHo N3MEHEHWe aKTUBHOCTU LUTOTOK-
cnyecknx CD8 T-nMMdounToB, U 3TO NPUBOAUT K MOBPEX-
JeHno 6a3arnbHbIX KepaTUHOLMTOB U BHELLHEen 060M04Ku
KOpH$ Bornoca. YkasaHHble CO6bITUSA, B CBOIO o4epefpb, Npu-
BOASAT K anonTody KMeToK BOMIOCAHOro CocoyKa ¢ nocnepy-
Iolen genurMeHTaumen n HeobpaTvMbIM paspyLUEeHneM
BonocsiHoro connukyna [20, 27].

Y10 Kacaetcq Bonpoca AamarHoctuku CLU Bpayom-
[epMaToBEHEpPONIoroM, TO 3TOT MPOLIECC MOXET Bbi3BaTb
HeKoTopble 3aTpyAHEHUs B CBA3W C TeM, 4YTO AaHHas na-
TONOrns MMeeT Hecrneunguyeckne nposiBNEeHNss U 4acto
cxofHa c ApyrMMmu 3abonesaHnamMmn Koxu. Noatomy npu Ha-
VYUK Y NaumeHTa onvcaHHbIX paHee fepmMaTtosiormyecknx
NnposiBNeHnn crnepyet o6paTuTb BHUMaHWE Ha COMyTCTBY-
IOLLYIO MaTosiormio, Kotopas UMeeTCs, Unn Xe ObIo yKa-
3aHue nauMeHToM Ha Hee B aHaMHe3e, a UMeHHO Ha Ta-
Kue HO30J10MMU, KaK XPOHWYECKUIn aTpoNYECKUIn racTpuT
C CEeKpEeTOPHOW HeJoCTaTOMHOCTLIO, Ancdarus, ceasaHHas
C KCEepoCTOMMEWN N FMNOKNHE3NEN NULLEBOAA, Xenyao4Has
aucnencusi, XpoHUYECKUA XONeumcTUT, XONaHruT, naHkpe-
aTuT, XonectaTu4eckue HapylleHus,, — BCe 3TO 4acTble
NPOSIBIIEHUA MOPaXeHUsa >Xenyao4yHO-KULLEeYHOro TpakTa
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npu CLU [5]. Y 20-30% 605bHbLIX C CyXMM CUHOPOMOM Ha-
énogaeTca n cuHgpom PeiHo, valle ero nerkve dopmbl.
CvHpgpom PeltHo — Hanbonee pacnpocTpaHeHHOe COCyan-
ctoe nopaxeHue npu CLL, yactoTa ero o6Hapy>eHus nog-
BepXXeHa 605bLUUM KonebaHusiM, OH HEPEeKO BbISIB/IAETCA
B f1e6oTe CyXoro CMHApOMa 1 npoTekaeT Jo6poKaYecTBeH-
HO Yy 60MnbLUMHCTBA 60sbHBIX. TONMBKO B CRy4asx KpMormo-
6yNMHEMMYECKOro Backynuta Ha (oHe peumamBupyoLLnMX
reMopparvyeckux BbICbINaHWU HabnogalTCca Taxesble
NposiBNeHns reHepann3oBaHHoro cuHgpoma PeriHo [5, 28].

B noctaHoBke gmnarHosa CLLU BaxHoe 3HayeHvne ume-
eT 6uoncus Koxu. Y 60MnbHbIX C pasnnyHbIMM BapuaHTa-
MU BbICbINaHUN OBHapYXMBaeTCA BacKynuT B 6uontaTtax
KOXW. J1eMKoUuMTOKNacTU4eCKUn BacKynuT mopdonoruye-
CKWN xapakTepuayeTc (OUOPUHOULOHBIM HEKPO3OM CTEHOK
COCYy[0B, MNOSABMEHWEM MONMMOPMHOAAEPHBIX NTENKOLMTOB
B NepuBaCKYNAPHbIX MHMNLTPaTax, KNMHNYECKN NPOSBNS-
eTcs nypnypomr, a UMMYHOJIOrMYECKM — 4acTomn accouma-
umen ¢ KpuornobynuHemmen, cHmxenmem C3/C4 cpakumi
KOMMNEMEHTa W HanuMyMem aHTusgepHblx Ro-aHTuTen.
OTnnymTEeNnbHBIMU MOPEOIOrMYECKUMIN HepTaMn NMmdo-
LMTapHOro BacKynura BbICTYMaloT MyKougHoe HabyxaHue
CTEHOK COCYyHOoB, nMMMAoLuMTapHas 1 nnasmoumutapHas ne-
puBacKkynapHasa nHunstTpaums [5].

3aknioyenue

3HaunTenbHas pPacnpoCTPaHEHHOCTb  XPOHWUYECKMX
[epMaTo30B, UX TaXesNoe, aTunn4Hoe TeveHne ¢ TPyaHOM
nddepeHLmansHon AMarHOCTUKOW, a TakXke NMopon HU3-
Kas 9PdPeKTUBHOCTb JleYEHMA OCTAlOTCA BaXKHbIMU MpPO-
6nemamu coBpemMeHHon aepmaronorum [29]. KomnnekcHbin
noaxopf K U3y4eHuIo naToreHeTU4ecknx OCHOB filepmarorsio-
rndeckux nposeneHnii CLU nossonun 6bl rny6xe NOHATb
M cuctematm3mpoBaTb pasfinyHble MexaHu3Mbl pasBuUTUA
OaHHOM MaTonorum, 4YTo BaXxHO AN OPMUPOBaHUSA Y Bpa-
Yyel-AepMaToBEHEPONOroB NPaBunbHON KIIMHUYECKON Tak-
TUKW, HOBbIX NaToOreHeTU4eckn OB6OCHOBAHHLIX MOAXOA0B
K BbIOOPY ANArHOCTUYECKUX WHCTPYMEHTOB, BbIPabOTKM
cTpaTernm rne4veHns, BO3MOXHO, C MNMPUBIEYEHNEM CMEX-
HbIX CMeuManucToB (TepanesTa, peBmMarosiora, OKynucTa,
cTomaronora, 3HOOKPMHOMNOra), a Takxe onpegeneHns uH-
AvBuayanbHOro nporHosa Ana naumeHTta, 4To 6yfdeT cro-
co6CTBOBATL 06/1ErYeHNI0 TeHeHus 3aboneBaHns U BO MHO-
roM — YMy4LUEHWIO Ka4eCTBa XMU3HW NaUMEHTOB C AaHHbIM
xpoHudeckum aepmatozom. JJi
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