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CucteMHas CKJIEPOIEPMUS SIBJISIETCS MYJIBTUCUCTEMHBIM 3a00JIeBaHNEM, BKITIOUAIOITUM MTOpaKe-
HUE KOXU U BHYTPEHHUX OPTaHOB (KEJTYITOYHO-KUIIIEYHOTO TPAKTa, JIETKUX, Cep/Ilia, ToYeK U Tie-
pudepuieckoit HepBHOI cucTembl). [1aToreHes 3aboneBaHUsI BKIIIOYAeT HapyleHue (QYHKIINY IH-
JOTENVS, STUTeNusI, GruOpPoOIacTOB, a TAKKE aKTUBAIIMIO MMMYHHOI CCTEMBI M MEIMATOPOB BOC-
maneHust. Kpome toro, 3ab6oeBaHue XapaKTepusyeTcsi HapyllleHUueM aHThuoreHe3a. Backymnomarus
CITY>KAT OCHOBOU JIETOYHOI apTepuasibHOW TMIePTeH3UM, TTOYSUYHON MATOJOTUU W TUTUTATBHBIX
s13B. [IpencraBieHHast JeKIMsI MOCBSIIEHA TUATHOCTUKE CUCTEMHOU CKIIEpOIEPMUU, PACCMOTpe-
HUIO ee KJIacCU(MUKAIIMOHHBIX KPUTEPUEB U TIOJXOOB K JICUSHUIO.

Karouegvie cnosa: cucteMHasi CKIEpONEPMUS, JIETOUHAs] apTepUasibHasi TWIEePTeH3Us, CUHIPOM

Peitno.

Cucremnas ckiepoaepvust (CCJI) — ayro-
NMMYHHOE 3a00JIeBaHNE COCIMHUTEIHHON
TKaH!, OCHOBHBIC KIIMHUYECKHE TIPOSBICHMUS
KOTOPOTO CBSI3aHBI C PAacIpOCTPAHCHHBIMU
WIIEMUYECKUMHU HapyLICHUSIMHM BCJICICTBUE
o0MTepUpYIOLIE MUKpPOAHTUMOMATUU, (Ppuod-
PO30M KOXH 1 BHYTPEHHUX OPTaHOB (JIETKUX,
cepala, MUIIeBAPUTEILHOTO TPaKTa, MOYEK),
a TaKkKe TTopakeHHeM OIIOPHO-ABUTATEIBHOTO
armapara.

PacnipoctpanenHocts CCJI B pa3sauMyHBIX
ctpaHax cocTaBasieT 240—290 cinydaeB Ha
1 maH. HaceneHus. KeHIIMHBI 0OJICIOT B
3—7 pa3 yauie, yeM MyxXxuuHbl. Hauano 3a60-
JIeBaHUSI BO3MOXHO B JIIOOOM BO3pacTe, HO Yya-
e 3abosieBaroT Jioau B Bo3pacte oT 30 mo
60 stet. Berpeuarores cemeiinbie cirydan CCI,.

KnaccHthHKaUHs

Kmunuveckue popmbl CCJI peacTaBieHbl B
Tabsm. 1.

Konmaxmmuas ungopmayus: Knumenko Anecst Aiex-
caHapoBHa, aaklimenko@yandex.ru

ITo Teuenno CCJI menmTcsT Ha CleAyIOIINe

BapWaHTHIL:

® 0OCTpoe, OBICTPO MpOrpeccupyloliee Teue-
HUE — pa3BUTHE B TEUCHNUE TICPBBIX IBYX JICT
OT Hauaja 3a00JIeBaHNS TCHEePaTN30BaHHO-
ro ¢udposa koxu (muddysHas bopma) n
BHYTPECHHUX OpraHoB (cepana, JISTKUX, I10-
Yyek);

® MOIOCTPOE, YMEPEHHO IIPOrPecCUpYIoIee
TEUCHNE — IIPeoONIagaloT KIMHUIECKUE U
JTabopaTopHBIEC TTPU3HAKN UMMYHHOTO BOC-
nmajeHusT (TUTOTHBI OTEeK KOXM, apTpUT,
MMO3HT), BO3MOXHEI ITIEPEKPECTHBIC CUH/I-
POMEI;

® XpOHUYECKOE, MEIJIEHHO IIPOrpecCHUpyIo-
1Iee TeYyeHWe — TMPeodafaeT COCyIUcTast
ITaTOJIOTHSI, B HavyaJie 3a00JIeBaHUS JUTUTEIThb-
HO HabOmogaeTcss cuHapoMm PeliHo, 3aTem
ITOCTETIEHHO pa3BUBAETCS MOPaKeHUE KOXH
¥ BHYTPEHHUX OpPraHoB (TTUILEBapUTEITEHO-
ro TpakTa, JjerouHas runeptreHsus — JIT).
Boigensior takke craauu CCJI:
1, HavanbHag — BBHIABILIOT OT 1 10 3 JioKa-

Ju3auuii 00JIe3HU;




Taommna 1. Knunuueckue popmbr CCJL
Rmnmirdeckas dopma CCJL
JuddysHas popma

L

CHeTeMNaA CKAepotepMAEA

Xapaxrepueruka

FeHepannsoBaHHoe MOpaXeHHUe KOXU KOHEYHOCTE, JINLIA U TYJI0BUIIIA,

Ppa3BUBAIOIEECS B TeUeHMeE Tofid, CUHAPOM PeiiHo.
Pannee pa3sBUTHE BUCLIEPATLHOI TATONOTUH.
3HaunTeIbHAS PEAYKIMS KAMILIPOB HOTTEBOTO JIOXa ¢ (hOPMUPOBAHIEM

ABaCKYJIIPHBIX YIACTKOB.

BrisiBnienune anturen K Tommousomepase-1 (Scl-70).

JlumutupoBaHHas popma

JUtiTe bHOE CYIIECTBOBAHME M30JMPOBAHHOTO CUHAPOMA PeiitHo.

[NopaxeHne KoXu OrpaHMIeHO 00JIACTBIO JINIIA, KUCTEH U CTOI.

[MosnHee pa3BUTHE JETOYHOM THIIEPTEH3MHU, IOPAXKEHMS MUILEBAPUTEIHLHOTO TPAKTA,
TeaeaHruaKrasuit v KaabuuHosa (CREST-cunapoma).

PacimpeHye KanmmigpoB HOTTEBOTO JIoXa 6e3 BHIPAKEHHBIX YUaCTKOB

ABACKYJISIPHOTO HEKPO3a.

BroisiBnenue AHTULECHTPOMEPHBIX aHTUTEII.

[epexpecTHbIe (hOPMBI
(overlap-CUHIPOMBI)

BucuepanbHas popma
Cunnpom PeiiHo.

Coueranue nposiBneHuit CCJI u ertie 0MHOTO WM HECKOJIBKUX CHCTEMHBIX
3a00/1eBaHMIi COSTMHUTENLHOM TKaHHU.

OTCyTCTBUE YILTIOTHEHUS KOXU.

[MpusHaku nerouHoro Gubdpo3a, 0CTPOii CKIEPOAEPMUIECKOI MOUKH, TTOPAKEHHS
Cep/iia 1 MUIIEeBapUTEIHHOIO TPAaKTa.
BroisiBneHue aHTUHYKIeapHbIX aHTUTEN (Scl-70, aHTULEHTPOMEPHBIX).

TMopaxkeHue KOXHM HEPEIKO MO THITY 0YaroBOii WM JTUHEHHOI CKIEPOIEPMUH.

I bysHas MHAYpaLs KOXU, PA3BUBIIASCS MOCIE BO3IECHCTBUS XUMUUECKIX

OBenmnbHast Hauaso 6oste3nu B Bo3pacte 10 16 1eT.
CKJIepPOIEPMHUSI

CKIJIOHHOCTB K 00pa30BaHUIO0 KOHTPAKTYP.
WHupyuupoBaHHast
CKJIEPOTIEPMUST WK IPYTUX (aKTOPOB BHELTHEN CPEIbI.
peckneponepmust

HSOJ’IPIpOBaHHLIfI CUHIPOM PeiiHo B coueTanuu ¢ KanmuuIApOCKOIIMYECKUMU

1/VJTM IMMYHOJIOTIECKMY HapyIeHusiMu, XapaktepHbiMu it CCJL.

II, cragust reHepanM3alvu, OTpaxarolias
CHUCTEMHBbII XapaKTep IpoLecca;

111, mo3aHss (TepMUHaAIbHasI) — HeaOoCTa-
TOYHOCTb OJHOTO WJIM HECKOJBKUX OpPraHOB
(cepaua, Jerkux, moyvex).

JTHONOIrHA H maToreHes

Otnonorusg CCJ cioxkHa M HEAOCTATOUHO
usydyeHa. [Ipenmnonaraercss MHOTO(aKTOPHBII
reHes 3a00JieBaHusl, O0YCIOBAEHHbIN B3aUMO-
JEMCTBMEM HEOJaronmpusTHBIX 3K30- U 3HIO0-
TeHHBIX (HAKTOPOB C TEHETUYECKOU Mpeapac-
MOJIOXKEHHOCThIO K 3abojeBaHu0. Hapsiay c
posiblo MHObEKIMU (B TOM YUCJIEe BUPYCHOM),
oxJaxIeHus, BUOpaluM, TpaBM, cTpecca U
SHIIOKPUHHBIX PAacCTPOMCTB, 0cO00E BHUMA-
HUe oOpalllaeTcsl Ha TPUITePHOE BO3JAEHCTBUE

XUMUYECKMX areHTOB (ITPOMBIIUIEHHbBIX, ObI-
TOBBIX, AIMMEHTAPHBIX) U OTAEIbHBIX JIeKap-
CTBEHHBIX CPENICTB.

OmnpenenaeHB HEKOTOPBIE TEHETHUYECKUE
MeXaHU3Mbl mpeapacnojoxeHHoct K CCII,
KOTOPbIE CTAJIM aKTUBHO M3y4aThCsl MOCJIE BbI-
SIBJIEHUSI CllydaeB CEMEMHOM arperauuu 3abo-
neBaHus. [loATBepXIeHB HAJIMYUE XPOMO-
COMHOI1 HecTtabmibHOCTH Yy 60ibHBIX CCJI 1
CBSI3b C 3a00JIEBaHUEM OIPEACTICHHbBIX ajlie-
Jeit cucrembl ructrocopmectumoctu (HLA):
A9, B8, B35, DR1, DR3, DRS, DR11, DR52
u C4A.

LleHTpambHBIMU 3BEHBSIMHM IIaTOreHEe3a
CC/J1, ciryxat n30bITOUHBIN (hrOpo3, HapyIle-
HUSI MUKPOIUPKYISLNNA U UMMYHHOM CUCTE-
wmbl. 111 CCJI xapakTepeH aucbanaHc KaeTou-
HOTO Y TYMOPaJIbHOIO0 UMMYHMTETA, IIPUBOISI-
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LI K aKTUBALIMY CUHTE3a MHTEPJICMKUHOB 1,
4 u 6, cneundUIecKNX aHTUHYKJIEAPHbBIX aH-
TUTEN (AHTULIEHTPOMEPHBbIX aHTUTEN, Scl-70),
aHTUTENI K DHIOTEIHNIO M COCIMHUTCIHLHOM
TKaHMU.

B sHpoTenuu cocynoB HabM0AAIOTCS MPO-
nudepalys riaaKoMbIIIeUHbIX KJIETOK, MyKO-
UIHOE HA0yXaHWe UHTUMBI, CY>XKEHUE TTPOCBe-
Ta COCYI0B, MUKPOTPOMOO3BI, UTO CO BpEMe-
HeM TMPUBOIUT K UILIEeMUHU TKaHeil. O cTeneHu
MOPaXEHUST SHAOTEIUST MOXKET CBUIETEIbCT-
BOBAThb MOBbIIIEHNE KOHLIEHTpaluu (pakTopa
BuinebpaHma M KIIETOUHBIX PAaCTBOPUMBIX
mojiekyn anaresun (pVCAM-1, E-cenexktuHa
U Ip.).

B nepme Hakamnusaiotca CD4+-T-num-
douuthl U GrUOPOOAACTHI, KOTOPbIE U30OBITOU-
HO CUHTEe3UpYyIT KoJjiareH Tumos I u I11. Ak-
TUBHUPOBAaHHbBIC TYYHBIC KJICTKU CUHTE3UPYIOT
TpaHchopMupyomuil hakrop pocta B U Tuc-
TaMHWH, 9TO CTUMYJIHPYET IIPOJM(epaIinio
¢ubpobaacToB 1 0Opa3zoBaHNEe KOMITOHEHTOB
MEXKJIETOYHOTO MaTpUKca.

KnHHHYecKad KapTHHa

Oo6mmmu cuvnromamu CCJI aBistIoTCs T10-
Teps MaccChl Tejla, MHOTAA 3HaYMUTeIbHAasI, Ha-
OogaeMasl Mpy TeHepalu3aluu WU ObICT-
POM MPOrpecCUPOBAHNU 3a00JIEBaHMS, U CYO-
GdedpuibHas TMXopaaKa.

ITopakeHne KOXKH, XapaKTepHBIM 00pa3oM
MEHSIIOIlee BHEIIHUI OOJMK MallMeHTa, Ha-
OJr01aeTCsl y OOMBIIMHCTBA OOJBHBIX U CIy-
KUT OOHUM W3 BEOYIIMX JUATHOCTHMYECKUX
IIPU3HAKOB 3a00JIeBaHMsI. TUITMIHBIE CKIEPO-
JIepMUYECKHE U3MEHEHUS C IPeUMYIIIeCTBEH-
HOW JIOKaJIM3alMeil Ha JIULE U KUCTIX MTPOXO-
ST CTagyuM TUIOTHOTO OTEKa, WHIYypalluu W
arpouu; HEPEJIKO OHU COYETAIOTCS C COCY-
IUCTON TIaToJoTHe U TPODUISCKUMU Hapy-
LIeHUSIMU (U3bSA3BJIEHUS, THOMHUKU, Aedop-
MalMsl HOTTeil, obOabiceHue). XapakKTepHO
MacKooOpa3HOe JIMII0 C KHUCEeTOOOpa3HBIMU
MOpPIIMHAMHU BOKPYT pTa, YINIOTHEHUEM 1 Ha-
TSDKEHHEM KOXH, a TAaKXKe CKIICPOTaAKTUIUS —
VIUJIOTHEHUE KOXM KHUCTE C HapacTalolluM

OrpaHUYCHUEM IBUKEHUN U pPa3BUTUEM KOH-
TpakTyp. DTU XapaKTepHble MPU3HAKU 3a00-
JIeBaHUS TTO3BOJISIOT B Psie ClIydyaeB 3aIloa0-
3puth CCJl yxXe mnpu NEepBOM B3TJsAe Ha
00JbHOTO.

Cunnpom PeiiHo — omHO M3 Hambolee yac-
ThIX (y 95% mnauuenroB) nposiBiaeHuit CCJI,
HepeaKo OH BO3HUKAET B Ie0I0Te 3a00JIeBaHUS
u ObIBaeT reHepaian3oBaHHBIM. [lociemoBa-
TEJIbHO BO3HHUKAIOT TT00CICHNE, IIMaHO3 U T10-
KpacHEHUe TMaJblIeB PYK, Pexke HOT IO BO3-
JIEICTBUEM XOJIO/Ia, TIPY BOJTHEHUH WJIU CTIOH-
tanHo. Y OonbHbIx CCJl BazocmacTUuecKue
HapyIIEHUsSI PacTIpOCTPAHSIOTCS HAa KUCTU U
CTOTIBbI; HEPEJIKO YYBCTBO OHEMEHMUSI OTMeUa-
eTcsl M B o0yiacTu TyO, HVDKHEW 4JacTW JIuIa,
KOHYMKa s13bIKa. CuHIpoM PeifHO MOXeT BbI-
3bIBaTh MUTPEHETIONO00HBIE OOJIM B TOJIOBE.
[IporpeccupoBaHue Ba30CTACTUYECKUX Ha-
PYLIEHW TIPUBOAUT K Pa3BUTUIO WIIEMHUU
TKaHeW: MOSIBISIIOTCS U JUTUTEbHO HE 3aXKM-
BAlOT SI3Bbl HA KOHUMKAaX MajblieB (“KpbICU-
HBII YKYC”), B TSKENbIX clIydasX pa3BUBaIOT-
csl HeKpo3bl Koxu. M3-3a cocynucro-tpodu-
YEeCKMX PacCTPOCTB BO3HUKAET OCTEOJIU3
KOHIIEBBIX (haJIaHT, UTO TMPOSIBIASIETCS YKOPO-
yeHueM najblieB. Habmonaercs u Bucliepaib-
Hasl JIOKaJu3allMsl Ba30CHACTUYECKUX Hapy-
IIEHUI — B JIETKUX, CEPALE, [TOYKAX U IPYTUX
opraHax. DTO TO3BOJIIET paccMaTpUBaTh TH-
IOTe3y O CYIIECTBOBAHUM Yy OIpPEIEICHHON
KaTeTOPUHM TAIIMEHTOB “JICTOYHOTO CMHIpPOMA
PeitHo” — Bazocma3ma B reHe3e JISTOUHOM TH-
MIePTeH3UM.

Jg OoLleHKM BBIPAKEHHOCTU KOXHBIX M3-
MeHeHui (uHaypauuu) npu CCI mpume-
HSeTCS MOIUMUUIMPOBAHHBINA KOXHEINA CUYeT
G.P. Rodnan. CreneHb yII0THEHUST KOXHU OI-
pPeIeNsIoT TMaJlbllaTOPHO, COOMpast KOXYy B
cknanky B 17 aHaTOMMYECKMX ydacTKax (Ju-
110, TPYIb, XXMBOT M CUMMETPUYHBIC OTHEIIBI
KOHeuYHocTeil). [pananio npoBoasT B 6aiax:
0 — orcyrcTBue M3MeHeHUU, 1 — He3Ha4Yu-
TeJbHasl TJIOTHOCTh KOXM (coOupaercsi B
CKJIAKy), 2 — IJIOTHOCTb KOXW yMepeHHas
(cobupaeTcst B CKJIaIKy ¢ TpyaoM), 3 — BbIpa-
XKeHHasi (10cKooOpa3Hasi) TJIOTHOCTb KOXMU.
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CyMMy 0asIoB UCHOMB3YIOT IJISI XapaKTepUC-
TUKU TIOpaXeHMUSI KOXHU, B TOM YMCIE TpU
OLICHKE TUHAMMKU Ha (hOHE JeUCHUS.

XapaktepHbIM nposiBieHueM CC ciaykut
KaJIBIIMHO3 MATKUX TKaHeil (cuHIpoMm Tubbep-
Ka—Beiiccenbaxa). KampiimHaTel pacmosara-
I0TCS TIEPUAPTUKYJIIPHO W B 00JIACTH TTAJIBLICB
PYK, MHOTIA TIpA TTOBEPXHOCTHOM PaCIIOJIO-
JKeHUM OHM MOTYT BCKPBIBATHCS C BBIIEICHM -
€M KPOIITKOBATOI MacCHI.

ITopaxkeHne OMOPHO-ABUTATEIHHOTO AMNIApA-
Ta TIPOSBIIACTCS CYCTAaBHBIM M MBIIICYHBIM
CUHAPOMAaMHU, OCTEOJIMU30M U KaJIbIIMHO30M,
YTO HapsIIy C TTOpaXkeHWeM KOXHU W CUHIPO-
MoM PeifHO co3maeT KapTHMHY XapaKTepHOTO
st CC nepudeprueckKoro CUMITOMOKOMIT-
sekca. CycTaBHOM CHHIPOM MOXKET IIPOSIB-
JIAThCSA TTOJMAPTPAITUSIMUA, CBOEOOpPa3HBIM
CKJICPOJCPMUUYECKAM TTOJTMAPTPUTOM C TIpe-
o0lamaHneM 3KCCYIaTUBHO-TPOJUpepaTuB-
HBIX (P€BMATOUAOMOA00HBIN apTPUT) WU PU-
OpO3HO-MHAYPATUBHBIX U3MEHEHUM, a Takke
MepUapTPUTOM C Pa3BUTUEM KOHTpaKTyp. [To-
paxeHue ckeaeTHbIX MbilL pu CCJ 3akiio-
YJaeTcsl B HEBOCHAIUTEIbHOM HEIIPOTPECCUpY-
fonIei Gpruopo3HOI MUOTIATUN UJIU B BOCITANIM -
TEJIbHOM MUOIIATUMU.

Cpenu M3MeHeHHil OpPraHoB KeJIyTO0YHO-KH-
HIeYHOro Tpakra Haubosee vacro (B 60—70%
cJlydyaeB) HaOMIOHAIOTCST TTOpaskeHUs MUIIIEBO-
na u kumeuyHnka. D3odarut npu CCJI xapak-
TepusyeTcss Tuddy3HbBIM pacIIpeHueM ITH-
IIeBOJAa M CYKCHUEM ero B HIDKHEU TpeTH,
nucdarueit, ocaablieHUEM IEPUCTATBTUKU 1
PUTUIHOCTBIO CTEHOK, HAIMIMEM pedIIroKca;
BO3MOXHO pa3BUTHUE IENTUYCCKUX S3B U
CTPUKTYP, a TaKKe TPBIKU MHUIIECBOTHOTO OT-
Bepctust nuadparMel. [TaToorysT KUIIEYHNKA
MOKET BKJTIOUATh CKJIEPOACPMUIECCKUI TyOIe-
HUT, CHHAPOM MaThbaOCOPOILINY TIPU IPEUMY-
IIECTBEHHOM IOPaXKeHWH TOHKOTO KUIIICYHU-
Ka, YIIOPHBIE 3amophl (MHOTIA C pELIMANBUPY-
JOlell YaCTUYHOUW HETPOXOIMMOCTBIO) TP
MMOPaXKEHUH TOJICTOM KUIIIKM.

ITopaxkeHnue OpraHoB AbIXaHHS OTMEUAETCS
npuMepHo y 70% OGOJIbHBIX B BUIIE MHTEPCTH -
uuanbHoro 3abonesaHus jerkux (M3JI, xa-
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CHeTeMNaA CKAepotepMAEA

paktepHo aist nuddysHoit CCJI ObicTpornpor-
DPECCUPYIOIIET0 TeUEHMS) WA apTepualbHOMI
JierouHoit runepreH3uun. M3J1 xapakrepusyeT-
csl pa3BuTHEeM (UOPO3UPYIOLIETO ajJbBeoJINTa
¥ 1uddy3Horo mHeBMopuOpo3a ¢ mpeumylie-
CTBEHHOI JOKanu3alyeil B Oa3aJibHBIX OTAC-
Jlax JIeTKMX, a TakKe HaJIMYMEeM CITaeYHOTO
mpoliecca M yTOJIIIeHUeM TUIeBphal. [1pu BeIpa-
JKEHHOM TTHEBMOCKJIEpO3€ Pa3BUBAIOTCS
OpOHX03KTa3bl, aMduzema, neprdoKaIbHBIC
MTHEBMOHUM. BO3MOXHBI TaK1e JIETOUHBIE OC-
JIOXKHEHMSI, KaK pa3phbIB CYOIUIEBPATbHBIX KICT
U MHEBMOTOpAaKC, abcueaupoBaHue. Y 00Jb-
Hbix CCJI B 3—35 pa3 MOBbIIIEH PUCK PAa3BUTHUS
paka JIeTKoro.

Knunuueckue nposisienus M3J1 Bkmova-
FOT OJIBIIIKY, CYXOli KallleIb, OBICTPYIO YTOMJISI-
eMoCTb. [1pu aycKynbTaiiuy B HUSKHUX OTAETaxX
JIETKUX BBICIYIIUBaeTcs KpenuTauus. [lIpu
peHTreHorpaduu JIETKUX BBISIBIISTIOT YCUJICHUE
1 neopMalrio JISTOYHOTO PUCYHKA B HIDKHUX
oTaesiax, KapTUHY “COTOBOTO JIEFKOro”, MjieB-
panbHble craiiku. KomrbioTepHasi ToMorpa-
(ust BbICOKOTO paspeleHus oOHapyKUBaeT
PaHHUI CUMIITOM “MaTOBOTO CTeKjaa” — He-
paBHOMEpHOE “CTEKJIOBUAHOE” 3aTeMHEHUE
JIETOYHOW TKaHU BCJICACTBUE aKTMBHOIO ajib-
BeosnTa. XapakTepHO HapylleHue (QYyHKIUU
BHEIITHETO JAbIXaHUsI 10 PECTPUKTUBHOMY THUITY
C YMEHBIIIEHUEM KU3HEHHOI eMKOCTHU JIETKMX
n 1uhY3MOHHON CIIOCOOHOCTH JIETKMX.
bpoHxoanbBeosIpHBIN J1aBax U OUOIICHUS Jier-
KOTO ITO3BOJISIIOT YTOUHUTD XapaKTep U aKTUB-
HOCTb MAaTOJIOTUYECKOro Iporecca. Ilocte-
TIEHHO pa3BUBACTCS AbIXaTeJIbHAsI HEIOCTATOU-
HOCTb, ¥ YaCTU O00JIbHBIX — BTOpruHas JIT.

JlerouHass TUNEPTEH3USI pa3BUBACTCI Y
10—40% 6oabubix CCJI uepe3 10 et u Oosee
OT Hauaja 3a0oJieBaHMS, Yalle TpU JIUMUTH-
pOBaHHOU (hopMe C ITUTEIBHBIM XPOHUYEC-
KUM T€UYEHUEM U MPeodIaJaHuEM COCYAUCTOMN
natojoruu. B ocHose JII' yexxaT Bazocmasm,
HeoOpaTuMble U3MEHEHUST CTEHKU COCYIOB U
HapyIlIeHWs Ta3000MeHa, MPUBOISIINE K TIPO-
rpeccupylomieii oapike. JIIT MoxeT OBITh
MepBUYHON WM BO3HUKATh Ha ¢doHe M3JI.
HwuarHno3 JII' yctaHaBauMBaeTcsl Mpu MOBbILLIE-
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HUU CPETHEro NaBJICHUS B JIETOYHOM apTepuu
>25 MM pT. CT. B TTIoKoe 1 >30 MM PT. CT. Ipu
¢du3nYeCcKoi Harpy3Ke.

ITopa:xxkenue mouek. OctTpast Hedpomartus
(McTUHHAS CcKIIepomepMHMIecKasl TIOYKa) Xa-
pakTepu3yeTcst OypHBIM pPa3BUTUEM MOYEUHOMN
HEIOCTATOYHOCTU BCJEACTBUE Te€HEpaln30-
BaHHOTO ITOPaXKCHUSI apTePUOJ U APYTUX CO-
CY/ZIOB TTOY€K C BO3HUKHOBEHUEM KOPTUKAJb-
HBIX HEKpO30B. [Ipy 3TOM BHE3aIHO IMOSIBIS-
IOTCSl HapacTalIlasl MPOTEeMHYpHUs, M3MEHe-
HUS B OCaJKe MOYM, OJUTYPUSI, KOTOPHIC
HEPEIKO COYETAIOTCS C apTepHaJIbHOM TUTIep-
TeH3HUel, peTMHONaThel 1 sHIedaTonaTuei.

Iopaxxenne cepmua. [lpu CCJI omumcano
MOopaXkeHNe BCeX TPEX CIOEB Cepilia; MUOKap/
nopaxaercst B 83—90% ciydaeB, aHIOKapa — B
18—35%, nepuxapn — B 13—21%. YacTo BbIAB-
JITIOTCS  MYJIBTUCETMEHTAapHBIE HapyLIeHUS
nepdy3u MHOKapAa B MOKOE WJIM NMPU Ha-
rpy3Ke, MUOKapIUaabHBIN (hMOpPO3, OUarOBBIi
KapauOCKIIEPO3 C TIPOrPeCCUpYIONIeid XpOHU -
YeCKOi cepIeuyHOol HeloCcTaTOuHOCThIo. Kiu-
HUYECKU BBIPAXKCHHBIN MHOKApOWUT BCTpeda-
eTCsl pelnKo, YTO PacXOIMTCS C JaHHBIMU
ayTOTICHUM, TIPU KOTOPOI 4YacTo OTMeYaloTcs
04aroBbIi Mian auddy3HbIN GUOPO3 MIUOKap-
Jla U JIMHEWHbIE HEKPO3bl KapAMOMUOILIMTOB.
IMopaxenue sngokapaa npu CCJI xapakTepu-
3yeTcsl KpaeBbIM CKJIEPO30M M YKOPOUYCHHEM
XOpJIl MUTPAJILHOTO KJIariaHa ¢ pa3BUTHUEM €TO
MpoJiarica 1 MUTPaJbHOM HEIOCTATOYHOCTH.
H3meHenus nepukapna ((puOpMHO3HBIN, aj-
Te3WBHBIN, 9KCCYTaTUBHBIN MTepUKApINT) ac-
COLIMUPYIOTCS C JJOKAJIbHOW KOXHOU (hopmoit
CCJI. Bo3aM0XHO pa3BUTHE MAaHKapaIUTa — M0~
paxkeHUs MUOKapaa, IepuKapaa U SHIoKapaa
C XapakTepHbIM IpeobiamaHueM Guodpo3sa.
[Mopaxenue cepaia npu CCJ/I B GonbLIMHCTBE
CITyJaeB pa3BUBAETCS ITOCTEIICHHO, B TCUCHUE
4—6 JeT, OMHAKO MPOLECC HEYKJIOHHO TMpO-
rpeccupyeT, IPUBOJIS K XpPOHUUECKOM cepaeyd-
HoMt HepocTaTouHOCTU. B 30% ciyuaeB mopa-
JKEHME cepjilla CTAHOBUTCS HEIOCPEICTBEH-
HOM nmpuuynHoi cmeptu 60JabHbIX CCII.

JIHarHoCTHKa

I[ToMuMO OLIEHKM KIMHWYECKON KapTUHBI
3a00J1eBaHMsI, BaXKHBI JTaHHBIE WHCTPYMEH-
TaJIBHBIX M J1a0OPaTOPHBIX HCCIICIOBAHUIA,
TTO3BOJISIIOIINE OLIEHUTH CTEIIEHb BOBJICUYECHHO-
CTUM BHYTPEHHMX oOpraHoB u TskecTb JII.
C 2T0i1 1IeJIBbIO UCITONIB3YIOTCS CIIEMYIONINE Me-
toapl: DKI, sxokapauorpacdus, mpoda ¢ 6-Mu-
HYTHO#1 X0Ib0O0I1, peHTTeHOTpadust 1 KOMITBIO-
TepHasi Tomorpacusi OpraHOB IPYIHOM KIIETKH,
crnpoMeTpus, boauraeTuaMorpapusi, BEHTU -
JISIIUOHHO-TIEP(Y3MOHHAS  CHUHTUTPAUS
JIETKMX, aHTHUOITyJIbMOHOTIpadus, KaTeTepu3a-
LIMSI TIPaBBIX OTAEJIOB CEp/lia, a TAKXKE aHATU3bI
KpOBU (KJIIMHUYECKUI, OMOXUMUYECKUI, M-
MYHOJIOTMUECKUI1, Koaryjaorpamma).

AMepHKaHCKOU PeBMAaTOJIOTUIECKOM acco-
mranmeit (1980) mpemiokeHsI CIeIyoIue -
arnoctmyeckue kpurepun CCJI:

“Boapmoit” Kputepuii — TIPOKCHMaJIbHAs
CKJIEpONIEPMUS: CUMMETPUIHOE YTOJIICHUE,
VIUIOTHEHUE W WHAypalus KOXWM TPOKCH-
MaJibHee TISICTHO-(haJIaHTOBBIX M TLIIOCHEda-
JIAaHTOBBIX CycTaBOB. MI3MeHeHUsI MOTYT JIOKa-
JIN30BaThCsl Ha JIMIIE, Iee, TPYIHON KIIeTKe,
KHUBOTE.

“Maubie” KpuTepun:
® CKJIEPONAKTWINS — TEePEUNCIIEHHBIC BBIIIIE

KOXXHBIC U3MEHEHMSI, OTPAaHNICHHBIC TTaJTh-

1IaMu;

e MeJKUe pyOlbl Ha KOHYMKaX TMajbleB WUIN
IoTepsI TKAHU TTOAYIIeUeK MMaIbIICB;

e JBYCTOPOHHUII Oa3ajbHbIli MHEBMOMDUOPO3
MPY PEHTTEHOJIOTUIECKOM 00C/IeIOBaHUN —
ceTyaThle WM JIMHEHHO-Y3JIOBBIE TCHU,
HauOoJiee BhIpakeHHbIC B 0a3aIbHBIX YIacT-
Kax JIETKUX, WJIW TIPOSIBICHMS TI0 TUITY “CO-
TOBOTO JIETKOTO”.

Hns yctanosnenus auarnoza CCJl Heo6xo-
IUMO Hajuuue “OO0NIbIIOro” KpUTEpUS WIN
NIBYX “MaJjibIx” KpUTEpUEB, ITPU 3TOM YYBCTBU-
TEJbHOCTh cocTaBisgeT 97%, a creuuduy-
HOCTh — 98%. DTH KPUTEPUU TIPUTOIHBI JJIST
BBIsIBJIcHMST BhIpakeHHo CCJI, HO He oXBa-
THIBAIOT PAaHHIOK JMMUTHPOBAHHYIO, TIEpe-
KpecTHy1o 1 BuctlepaibHyto CCJI.
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Tab6imua 2. Ouenka aktusHoctu CCJL,
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[Tapamerp bani Xapakrepuernka

KoxHbrii cyer >14 6amnon 1,0 Hcmonb3yercs MomudUIIMPOBaHHBIN KOXKHBII CUET
(cymma 6autoB B 17 obacTsx Tena)

CkiepeneMa 0,5 YronieHne MITKKUX TKaHE, PEUMYIIECTBEHHO
Ha MaJIblIax, 33 CYET MHAYPALUK KOXU

KoXHbIe TIPOSIBICHUS 2,0 VXymieHre KOXHBIX MPOSIBICHMIA 3 TTOCEIHUI MECSIIT
CO CJIOB MAIMEHTA

JIUTUTATTbHBIC HEKPO3bI 0,5 AXTUBHBIE TUTUTATBHBIE SI3BBI VT HEKPO3BI

CocynucTble MPOsIBICHHUS 0,5 VxyiieHye B TeUeHUe MOCIeIHEro Mecsia co CJIOB MalMeHTa

ApTpuTHI 0,5 CuMMeTpUYHas! MPUITYXJIOCTh CYCTaBOB

CHuxeHue muddy3rnoHHON 0,5 <80% 0T HOPMAJILHOTO YPOBHSI

CIOCOOHOCTH JIETKUX

CepeyHo-JIerouHbIe 2,0 Vxyniienye 3a NocaeaHuil MecsIl co CJIOB TaLeHTa

TIPOSIBIICHYST

Bricokas COD 1,5 >30 mmM/4 (110 MeToxy BecteprpeHa)

[unoxkomIieMeHTEMUst 1,0 CHuxenue ypoHa KoMnoHeHToB C, mm C,

Ta6muna 3. XapakTepucTrKa HEKOTOPBIX 3a00JIeBaHUI CKIIEPOIePMUIECKON TPYTIITBI

Sabosepanme
OrpaHuyeHHast
CKJIEPOIEPMHUSI

Judy3Hblit

303UHO(PUIBLHBIN
acmt

Cknepenema byiike

MybTudoKaNIbHbIH
(pubdpo3

TceBnockiIepoaepMust
Ormyxoib-

aCCOLMMPOBAHHASL
CKJIEpPOJICPMUSI

s onenkn aktuBHocTH CCJI B HacTosIIIEE
BpeMsl HCIIOJIb3YIOT LKAy, pa3paboTaHHYIO
EBponeiickoii rpynmoit mo musydyenuiro CCJI
(Tabn. 2). MakcumaabHO BO3MOXHasi cymMma
6asnoB paBHa 10. ITpu cymme >3 6anioB 3a00-

Xapakrepuernka

99

OuaroBoe (Ossi1IeYHOE) U JMHEIHOe (M0 TUITY “yaapa cadiei
1 MOJUTEXKAIIMX TKaHEH

) TIOpaXXE€HUE KOXU

WMHunypaius TkaHeit HaYMHAETCS ¢ TIPEATICUMid U/ WK TOJIeHel ¢ BOSMOXKHBIM
pacrpoCTpaHCHUEM Ha IMPOKCUMAIbHBIC OTAC/IbI KOHEYHOCTEN 1 TYJIOBUILIE, KOXa
HAIOMMHAET areIbCUHOBYIO KOPKY; KOXa MAaIbLEB PYK U JIALA B MPOLIECC HE BOBJIEKAETCS,
XapaKTePHbI CTHOATETbHBIE KOHTPAKTYPhI, 03MHOMUINS, THIIepraMMario0y TMHeMIsT

n nosbimeHre COD

BoipakeHHast uHAypanusi B 001aCTH JULIA, 1IeH, MIEYEBOT0 MosICa, YaCTO Pa3BUBACTCS
TocJie TiepeHeceHHOI NHMEKIMM BEPXHUX TbIXATETbHBIX MyTeil

PeTponepuToHeatbHblil, HHTPAIlePUTOHEATbHBIA U MEIMACTHHAIBHBIN (GUOPO3;
pexe ouaru (hubpo3a JOKATU3YIOTCS B JIETKKX, IA3HUIIE (TICEBIOOMYXOJIb TJTA3HUIIbI),
LIMTOBKMIHOM Xeje3e (Tupeonaut Pumess)

W3meHeHMst KoxXu Mpy BPOXKASHHBIX WK MPHOOPETEHHBIX HAPYIIEHUSIX MeTaboamn3mMa
(mopdupust, GeHNTKETOHY YIS, aMIITOUI03, CHHAPOMEI BepHepa u PotmyHna,
TSDKEJTbI MHCYIMHO3aBUCUMBII CaXapHblii TMA0eT, CKIepoMUKcenemMa u ap. )

BapI/IaHT TapaHCOoIIaCTUYECKOro CMHAPOMa

JIeBaHMWE pacleHWBAIOT KaK aKTUBHOE, IIpU
cymme <3 6aJJTOB — KaK HeaKTUBHOE.
Juddepennuansayio nuaraoctuky CCJI He-
00XOIMMO TIPOBOIUTH C 3a00JIEBAHUSIMU CKJIE-
POIEPMUYECKOM TPYIIIBI, TIPKY OOJIBIIMHCTBE
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U3 KOTOPBIX OTCYTCTBYIOT CHHIpoM PeitHo u
MopaxKeHWe BHYTPEHHUX OPraHoB (Tad. 3).

IIpu uzonupoBaHHOM cuHApome PeitHo
CC/JlI Heobxoaumo audhepeHLMpoBaTh C ApYy-
TUMM CUCTEeMHBIMM 3200JI€BaHUSIMU COSTMHU -
TEJIbHOW TKaHU: CUCTEMHOM KpacHOU BOJTYaH-
KOI, aHTUCUHTETa3HBIM CHHAPOMOM B paMKax
MOJUMUO3UTAa/IEPMAaTOMUO3UTA, & TAKXKE HUC-
KJTI09aTh TIepBUIHBIN cuHApoM PeitHo, Bere-
TOCOCYIUCTYIO TMCTOHUIO.

lleyenine

B ocnoBe neuenus CCJI nexXuT HazHaue-
HUe TIpenapaTtoB ¢ aHTU(PUOPO3HBIM PPeK-
ToM (D-neHuIWIIaM1H) B COYETAaHUM C apTe-
pUATBHBIMU Ba3oJaMJaTaTOpaMu, aHTHArpe-
raHTamu, MPOTUBOBOCTIATUTEIbHBIMU U LIUTO-
CTaTUYECKUMU CpencTBamMu (Taor. 4).

W3 rpynnbel aHTUDUOPO3HBIX CPENCTB HAU-
Ooutee s dekTrBeH D-nennnuaiaMun (Kymnpe-
HWJI), OKa3bIBAIOIINII MHOTOCTOPOHHEE Iei-

Ta6muna 4. OCHOBHBIE IPYIIITHI JIEKAPCTBEHHBIX CPEICTB, UCTIONB3YeMbIX TS JieueHus 601bHbIX CCL

I'p a IDeNanaTon HEKapCTBeHHOC Tlokasanms OcHoBHbIe HesKeIaTebHbIe
JLLLELILSTENL epejcTBo, J103a apderTnr
AHTUGhUOPO3HBIE D-nenvnunnamus  PaHHAs cTamus auddysHoi Jlucrierncusi, MpOTEMHYPHUS,
cpeacTBa 250—500 mr/cyT CCI, ckneponepma, JICKOTICHUSI, TPOMOOLIMTOTICHMSI,
BuUCLEepoGUOPO3bI AyTOUMMYHHbBIE CUHIPOMBI
Hecreponntbie JIvknoheHak Aptputsl ipu CCJI, Tactponaruu, ajanepruyeckue
npotuBoBocTauTebHble  100—150 Mr/cyr;  Muanruu/mMuomaTyy, peaxiiuu, ocTpas MmovYeyHas
npenaparsl MeJIOKCUKAM cy0dheOpUINTET, MEPUKAPAUT  HEIOCTATOYHOCTB, 3a1epXKKa
7,5—15 mr/cyt SKUIKOCTHU, TPOMOOLIUTOMEHHUST
Imoxokoptukoctepounsl  [penHu3010H [porpeccupyroree [unepkopTuimam,
5—15 mr/cyT; nopaxenue koxu, U3J1, TUTIEPIIMKEMHUSI, OCTEOIOpPO3,
METWIIPETHU30JIOH TIONUCEPO3NT, pePaKTepHBIN  AUCTUITMAEMHES, MENTUISCKIE
4—12 mr/cyt apTPUT, MUO3HUT SI3BBI
LiuTocraTnku Merotpekcar Cxkuiepozepma, TiepekpectHeie  Muenocymnpeccusi, hruopo3

7,5—22,5 mMr/Hen

Lvknodochamun  U3JI
800—1000 mr
1 pa3 B Mecs1L

BHYTPUBEHHO

BazoakTusHbie ipenapartsl Hudeaunux
120—240 mr/cyT

Cunapowm Peiino, JIT,
CKJIEPOIEPMUIECKUIT

dopmbl (CCJI ¢ peBMaTOMIHBIM TIEUYEHH, JIETOUHbIE MHMDUIBTPATHI
ApPTPUTOM MM MOJIUMHO3UTOM)

uim Guopo3

[emopparmaeckuii UCTHT,
MUEJIOoCYNpeccHsl,
MUEJTOTIPOTM(EPATUBHBIE
3200J1eBaHUS

Taanapz[Mﬂ, TUIIOTEH3UA,
TOJIOBHAs 6OJIL, TOJIOBOKPY2KECHUE

TOYCYHBII KpU3

CunneHapun JvruransHbie s138b1, JIT TonoBHas 6011b, “TIPUITUBEL”

50 mr/cyr KPOBH K JIMILY, TUCTIETICHS,
3aJI03KeHHOCTb HOCA, HapyIIEeHUST
3pEHMUS

AJnripocTanuin Cunnpom Peiino, JIT, TonoBHast 60J1b, TUTIOTEH3MS,

60—80 MKr/cyT CKIJICPOITAKTUIIHSE MOBBIIIEHIE YPOBHS TIEYEHOUHBIX

BHYTPUBEHHO (epMeHTOB B KpoBH, (hIIeOUTHI

KypcaMu

broxaropsl mporoHHOro  Omemnpaszon TactpoasodareansHas Hapymenust crysia, TomHoTa,
Hacoca 20—40 mr/cyT pediokcHast 00J1e3Hb, pBOTa, METEOPHU3M,
9PO3UBHO-S3BEHHOE TOJIOBOKPYXEHMWE, KPAIMBHUIIA,
MOpPaXeHKE XKeMyI0UHO- JIEAKOMEHMST
KHMIIEYHOTO TPaKTa
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CTBME Ha METa0OJU3M COCAMHUTEIbHOU TKa-
HU M aKTUBHO TNOMABISIONIMN M30BITOYHOE
¢ubposupoBaHre. D-nmeHULIMUIAMUH CITYXKUT
CpeICTBOM BbIOOpA MPU OBICTPOIIPOTPECCUPY-
onei ckiuepoaepmuu, auddy3Hoi MHAYypa-
LIMK KOXU 1 BUCLepopudpo3ax.

HecTteponanbie NPOTHBOBOCHAIUTEIbHBIE
npenaparsl IMOKa3aHbl U JICUCHUS] MBIIIEU-
Ho-cycTtaBHBIX TiposBiieHnit CCH, cyodeb-
PWJIBHON JIMXOPaIKH.

IMOKOKOPTHKOCTEPONABI MCIIOIB3YIOT IO
IMOKa3aHUSAIM C YIETOM WX ACHCTBHSI Ha Kie-
TOYHBIN ¥ TYMOPaJIBHBINT KOMITOHEHTHI BOCTIA-
JIeHUs1, a Takxke Ha (pudbpoobaactsl. [TpeagHuzo-
JIOH CJIeyeT Ha3HayaTh TIPU TIOJOCTPOM U OC-
tpoMm TedeHuu CCJI u II—III cteneHu akTuB-
HOCTH Tiporiecca B jgo3e 5—15 wmr/cyr. Ilpu
apaeHusix M3J1 uenecoodbpa3zHo HazHauyeHUE
I03bl MpeaHu3oa0Ha 40 Mr/cyt, a mpu3HaKu
MUOMNATHN TPEOYIOT MOBBIIICHUS TO3BI 0
50—60 mr/cyt Ha 1—2 Mec ¢ TOCHIEAYIONIUM
CHUZKEHMEM 10 MOIIEePKMBAIOIICH.

B neyenun JIT npu CCJI noka3zaHa a¢dex-
TUBHOCTb KUCJIOPOAOTEPANiy, Ba30uIaTaTo-
POB ¥ MHTMOMTOPOB aHTMOTEH3UHIIpEBpaIlia-
foniero gepmeHTa. biokaTtopbl KanbLMEBBIX
KaHaJIOB 00JIafaloT apTepPUOJISIPHBIM Ba30au-
JaTupylomuM 3(P@EeKTOM, UTO TIPUBOIUT K
YMEHBIIICHUIO NaBJICHUS B JISTOYHOM apTePUU.
MOIIIHBIM SHIOTEHHBIM Ba30AMIATaATOPOM SIB-
JISICTCST TIPOCTAIIMKIINH, KPOME TOTO OKa3bIBa-
IOIINI aHTUArpeTallMOHHOE, IINTOIIPOTEKTUB-
HOe 1 aHTUIpoaudepaTuBHOE AciictBue. s
JiedeHus1 60abHbIX ¢ JII' ucronb3yercs: Takxke
BHYTPUBEHHBIN aJMpoOCTamui KypcaMH IO
2—3 "en B cyrouHoi 1o3e 60—80 MKT. JleueHue
YacTO COYETAIOT C IUTUTSIIBHBIM IIPUEMOM OJ10-
KaTOPOB KaJIbIINEBBIX KAHAJIOB.

BazoaunataTopsl 1ieJiecoo0pa3Ho coueTaTh

C Je3arperantamMu: TICHTOKCU(DUIITMHOM
(400—-800 MT/CYT), JUIUPUAAMOJIOM
(150—200 w™Mr/cyrt), MOJUMBUHWUIMUPPOIN-

noHoM (400 My BHYTPUMBEHHO 4Yepe3 [eHb,
8—12 uHby3Mit HA KypC) U IPYTMMU aHTUO-
MPOTEKTOPaMU.

IMpn xpoHMYecKOM TeuyeHWU 3a00JIEBAHUS
MOJIOKUTENbHBIN 3¢ (GEKT 0Ka3bIBalOT Iperna-

P e ]
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CHeTeMNaA CKAepotepMAEA

paThl THAJYPOHHAA3BI B BUIE KYPCOB MOIKOX-
HBIX WJIW BHYTPUMBIIICYHBIX WHBEKIWH, a
TakKe 3JIeKTpodope3a WK alIUIMKAlIWi Ha
00JIacTh KOHTPAKTyp W WHAYPATUBHO M3Me-
HEHHBIX TKaHEWN.

IIporro3 ipu CCJI HebIaronpusITHHIN, 3a-
BUCHUT OT KJIMHUYECKOM (POPMBI I TEUEHUSI 3a-
OosieBaHusl. [IITUIETHSISI BBIKMBAEMOCTh
6osbHBIX CCJI cocTasisier ot 34 1o 73%.
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Systemic Selerosis: Actual Classification and Management
N.A. Shostak and A.A. Klimenko

Systemic sclerosis is a multisystem disease that affects the skin and internal organs (gastrointestinal tract, lungs,
heart, kidneys and peripheral nervous system). The pathogenesis includes changes of endothelium, epithelium,
fibroblasts function, activation of immune systems and immune mediators. Angiogenesis also appears to be dys-
regulated. Vasculopathy shows similarities in different organs (pulmonary arterial hypertension, renal disease, dig-
ital tip ulcers). This lecture discusses diagnosis, classification, major clinical features of systemic sclerosis and
patient’s management.

Key words: systemic sclerosis, pulmonary arterial hypertension, Raynaud’s phenomenon.

IIponoskaercs MoaNKUCcKa Ha XKypHaJ

“JleueoHOE Heyo’ —
nepuoauyeckoe yueoHoe nusganue PFMY

Moanucky MoXxHO oopmuUTk B Ntobom oTaeneHnn cesan Poccum n CHI.
XypHan BeixoguT 4 pasa B rog,. CToMMOCTb NOAMUCKM Ha Noroaa
rno katasory areHtcTea “Pocneyats” — 60 pyb., Ha oanH Homep — 30 py6.
MopnucHon nHaekc 20832.

Knurn U3aareabckoro xoaaunra “Armocdepa”

XpoHunyeckasi 06CTPYKTUBHAs1 60J1€3Hb JIErKNX

MoHorpadwumsa / Moa pean. Yyuyanuna A.TI. (Cepua moHorpadpwmii
Poccuiickoro pecnmpaTtopHoro ooLwiecTBa;

n. pea. cepun Yyyanuu A.T.).

B niepBoii MoHOTpadum hyHmaMmeHTaabHOI cepun Poccuiickoro pecmmpaTropHo-
ro od1IecTBa 0000IIeH HAKOIIJIEHHBIM MUPOBOI M OTEYECTBEHHBIN OIBIT ITO BCEMY
Kpyry mpoOJeM, CBSI3aHHBIX C XPOHUYECKOUW OOCTPYKTUBHOUN OOJIE3HBIO JIETKUX
(XOBJI). WcuepmbiBaroliie MpencTaBIeHbl TaKUe pasiesibl, KaK SIMUAEMHUOJIOTHS,
(axTopsl prucka, MOJIEKYISIPHbIE OCHOBBI Pa3BUTHSI 3200JI€BaHMSI, €T0 CUCTEMHbIE
3¢ (EeKThI, OMOTOTUIECKIEe MapKephbl, KIMHUUECKUE MPOSBICHUS 00Je3HM, AUa-
THOCTUKA U AuddepeHnambHas TMarHoCTUKA, UCCIeI0BaHNE PECTTMPATOPHON (DYHKIINY 1 BU3yaTu3a-
1ust, aMbu3eMa JIETKUX, JIeTOYHas TUTIEPTEH3MsI, 000CTPEHMUsI, KAaUeCTBO XXMU3HU, JIeueHUe, BAKIIMHAIIHS,
peabwmTanus u ap. BriepBbie ocBelaloTess paHee He MCCIeI0BaHHBIC BOIIPOCHI, Kacatoliuecs (PeHOTH -
OB 3a00JIeBaHUSI, a TAKXKE COITYTCTBYIOIIUX 3a00JIeBaHUI, KOTOPbIe HanOOJee YaCTO BCTPEUAIOTCS Y
o6oabHBIX XOBJI, B yactHocTu couetanne XOBJI ¢ aprepranbHO TUIIEPTOHUEN, UIIIEMUIECKON O0JIe3-
HBIO CepIlia, CaXapHbIM T1abeToM BTOpOro tuma. Oco60ro BHUMAHUS 3aCTyKUBAIOT T€ Pa3IeIbl MOHO-
rpaduu, KOTOpbIe MOCBSIIEHBI COBPEMEHHBIM JIEYEOHBIM MTpOrpaMMam, U3JI0XKEHHBIM C TTIO3ULIUNA METU-
IIMHBI I0KA3aTeIbCTB, a TAKXKE MIPeaoTepallMOHHON MoAroToBKe 60abHBIX XOBJI, cTpamarimmx MHOTO-
YUCJIEHHBIMU COITYTCTBYIOIIMMHU 3a00JIeBaHUSAMU. 568 C., 1.

s nyavmoH010208, mepaneemos, épa4ell odujeti NpaKmuKy, Namopu3uoa0208, KAUHUYUCMOS.
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