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NINArTHOCTUKA W NEYeHHEe UHTEePCTHUHANDBHOTO
NOPAMEHNA NErKUX NPU CHCTEMHOMN
CKNepopepMHuH

Ananbesa JI.II.
DIBHY «Hayuno-uccaedosamenvckuii uncmumym peemamonoeuu um. B.A. Haconosoir», Mockea, Poccus
115522, Mockea, Kawupckoe wocce, 344

Cucmemnas cxaepodepmus (CCJl) — aymoummynHoe 3a601e8aHue cOeOUHUMENbHOU MKAHU, KOMOpoe XapaKkmepu3yemcs uz0blmoyHvImM (hu-
6po3om Koxcu u eHympennux opeanos. CCJl ckaoHHA K XPOHUUECKOMY MeHeHUI) U NPoepeccuposanuiio, conposodcdaemcs yxyouienuem Kaue-
cmea Jucu3Hu, mpyoocnocoOHOCMU U UMeem HebAAONPUAMHbLIL NPOCHO3.

Hnmepcmuuuanvroe nopaxcenue aeekux (MIIJI) — oduna uz camvix uacmoix npuuun cmepmu, oo6ycroénennoit CC/. B aekyuu paccmompennt
KAUHU4ecKue u 1abopamopHo-uncmpymernmanshoie ocobennocmu UILI npu CCI. U1, accoyuuposannoe ¢ CCI, scmpeuaemes y 65—80%
601bHbIX U OMAUYAEICS OOALUWUM PAZHO00PA3UEM NO CIeneHU MAXNCeCmU U CKAOHHOCMU K npoepeccupodanuio. Y 6oavuiuncmea 6016HbIx gu-
6po3upyiouuii npoyecc 6 1e2Kux 603HUKAem 6 nepgule 200bl 601e3HU, HOCUM 02PAHUHEHHbII XapaKmep U npoepeccupyem meonento. Taxcenoe
nopaiceHue AeeKux ¢ ObiICmpviM Npocpeccuposanuem passueaemcs moavko é 10— 15% nabarodenuil.

[z ouenku nopaxcenus aeexux npu CCIl ucnonv3yrom QYHKYUOHANbHBIE Ae204Hble mecmbl, onpedenerue OUP@y3UoHHOU cHOCOOHOCMU ee-
KUX, 9X0Kapouoepaguio ¢ 00n1epo8cKuM aHaAU30M, MYAbMUCRUPANbHYIO KomhblomepHyio momoepaguio (MCKT) opeanos epydHoii knemku,
OPOHX0ANBEEONAPHDIIL N1ABAIC, OUONCUIO NE2KUX C MOPPON02UMECKUM UCCAe008AHUEM OUONMAMO8, a Makice Kamemepu3ayuio npaguix omaoe-
2106 cepoua. Jlyuwuit memoo eviaeaenus UILI — MCKT, mak kak penmeenoepaghus opeanog epyoHoil Kaemku Umeem HU3KYH 4yecmeumens-
HOCMb HA PAHHUX cMadusax 604e3HU.

Jleuenue UITLI nposodam 6 coomeemcmeauu ¢ pexomendayuimu ACR/EULAR (2017), éedywsyto poab ueparom UMMYHOCYRPeCCUsHble npena-
pambl — yukaogocgan u mukopernorama mogemun. B nacmosujee epems npoxoosm UCHbIMAKUs aHmuguoposnvie npenapamol (nupghenu-
00H, HUHMeOaHuo).

Karouesvte caoea: cucmemnas ckaepodepmusi; UHMePCMULUANbHOE NOPAJCEHUE Ne2KUX,; OUACHOCMUKA; UMMYHOCYNPECCAHMbL.
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Hasa peemamonoeus. 2018;12(2):12—21.

Diagnosis and treatment of interstitial lung disease in scleroderma systematica
Ananyeva L.P.
V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia
34A, Kashirskoe Shosse, Moscow 115522

Scleroderma systemitica (SDS) is an autoimmune connective tissue disease characterized by excessive fibrosis of the skin and viscera. SDS is
prone to be chronic and progressive, is accompanied by the deterioration in quality of life and working ability and has an unfavorable progno-
sis. Interstitial lung disease (ILD) is one of the most common causes of death due to SDS.

The lecture deals with the clinical and laboratory instrumental features of ILD in SDS. SDS-associated ILD occurs in 65—80% of patients and
is highly diverse in the degree of severity and the tendency to progression. In the majority of patients, the fibrous process in the lung occurs in
the early years of the disease, is limited and progresses slowly. Severe lung damage with rapid progression develops only in 10—15% of cases.
Evaluation of lung damage in SDS includes pulmonary function tests, lung diffusing capacity determination, Doppler echocardiography analy-
sis, multispiral computed tomography (MSCT) of the chest, bronchoalveolar lavage, lung biopsy with morphological examination of its speci-
mens, as well as right heart catheterization. The best technique for detecting ILD is MSCT, as chest radiography has a low sensitivity in the
early stages of the disease. IPL is treated in accordance with the 2017 ACR/EULAR guidelines; the leading role is played by immunosuppres-
sive drugs, such as cyclophosphamide and mycophenolate mofetil. Antifibrotic drugs (pirfenidone, nintedanib) are being tested now
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IMopaxeHust pecmupaTOPHOTO TPAKTa MIPU CUCTEMHBIX UMMY- cuMntomMoB. K ocHOBHBIM TiposiBieHusiM cooctBeHHO CHUP3 ot-
HOBOCIAJIMTEIbHBIX peBMaTuyeckux 3abosieBaHusix (CUP3) HOCST TOPAXEHUE TUIEBPBI M BO3yXOHOCHBIX ITyT€H, UHTEPCTU-
BKJTIOUAIOT B Ce0ST ITMPOKUIA CIIEKTP KIMHUIECKUX CUHIPOMOB 1 MaTbHbIe TTHEBMOHUY, TU(dy3HbIE aTbBEOJISIPHBIE TeMOPparuu
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U JIETOYHYI0 apTepuaibHyto runepreHsuto (JIAT). Teuenue CHUP3
HEpENKO COMPOBOXIACTCS OCTIOXKHEHUSIMU W COMYTCTBYIOLICH Jie-
TOYHOI maTosiorueid, BTOPUYHOM MO OTHOLIEHUIO K OCHOBHOMY
3aboneBaHuo0. TpymHocT Kypanuu naueHToB ¢ CHUP3 cBa3aHb
C BO3ZHUKHOBEHUEM JIETOYHBIX MH(MEKIU, JeKapcTBEHHO-00Y-
CJIOBJIEHHBIX JIETOYHBIX MPOLIECCOB, OMyXOJieii, a TAKXKe COMyTCT-
BYIOLIMX 3a00JI€BaHUII — XPOHUYECKOI OOCTPYKTUBHOM 00e3HU
JIETKUX, 9MGbU3eMbI, OPOHXUATBHOI aCTMBI 1 JIp.

ITopaxenue Jerkux npu cucreMHoii ckaepoaepmun (CCJI)

CCJI — ayTouMMYyHHOE 3a00JIeBaHNE COSATMHUTEIbHON TKa-
HM, KOTOPOE XapaKTepu3yeTcs MPOrpecCHUpYIOINM H30bITOY-
HbIM (bUOPO30M KOXM M BHYTPEHHUX OPTraHOB, Ba3ocClacTUye-
CKMMM peakuusiMu (beHoMmeH PeiiHo) ¢ (puOpouHTUMATBHOM
nposaudepanueit Mukpococynon [1]. CCJL ckiioHHa K XpOHUYE-
CKOMY TEUEHUIO M TIPOTPECCUPOBAHUIO, COMTPOBOXKIAACTCS YXYI-
IIEHHEM KayecTBa XKU3HU U TPYAOCITOCOOHOCTH 1 MMeeT HebJ1a-
ronpusITHBINM nporHo3. Y mauueHtoB ¢ CCJl oO1ast BbKMBae-
MOCTb C MOMEHTA YCTAaHOBJIEHMSI IMarHo3a 3HAYUTENIbHO HIXKE,
YeM B ITONYJISIIMY, COTIOCTAaBUMOM IO TIOJTy W Bo3pacTy. Tak, B
KoHIe XX B. BBDKMBAEMOCTD 5 JIET TIPU 3TOM 3a00JIeBaHUU CO-
crasisia 77,9%, 10 ner — 55,1% [2].

K KOHIIy mpoluioro croseTuss U3MEHWJIACh CTPYKTypa Jie-
tagbHOCTH, cBsi3aHHOU ¢ CCJl. Eciu mo 1980-x rr. Bemyiueit
MPUYMHOIN cMepTH OblIa MToYyeyHasi HeJJOCTaTOUHOCTb, BbI3BaH-
Hasl ocTpoii Hedponarueit («ckaepoaepMuyeckas nmoyka», Win
OCTPBIf peHAJIbHBIN KPU3), TO B TIOCTIETHUE NECSTUICTUS TN -
PYIOIIYIO IMMO3ULINIO 3aHUMAET JeTouHast matonorust — JIAI v un-
mepcmuyuaavroe nopacenue aeekux (MILI). Ha nomo stux co-
crostHui ipuxonutes 60% cmepreii, HEMOCPEACTBEHHO CBI3aH-
Hbeix ¢ CCJII [3].

Hapsiny ¢ mopaxkeHUsSIMM JIETKUX, TPUIUHON KOTOPBIX SIB-
nsiercst cooctBeHHO CC/I, miist aToro 3a00jieBaHUST XapaKTepHbI
BTOPUYHBIC PECTPUKTUBHBIC HApYIICHMS, BbI3BaHHBIC 3HAYM-
TEJIbHBIM YIUIOTHEHUEM KOXU U/WIN CJa00CThIO IbIXaTeIbHBIX
MBIILILIL, KeJTyTOUHO-TTUILEBOIHBIN pehIIOKC U aclIMpaliusl, BTO-
pUYHbIE U3MEHEHMSI, OOYCIOBJICHHbIE MOpakeHUEeM cepila, a
TaK>Ke KOMOWHALIMS TIEPBUYHBIX M BTOPUIHBIX JIETOYHBIX COCTO-
sHuii. MHeKurnoHHbIe OCI0XHEHUsI (THEBMOHUSI, abCLEaUpPO-
BaHue) mpu CCJ] BO3HMKAIOT peke, YeM IPU APYTUX CUCTEMHBIX
peBMaTHUYECKUX 3a0ojeBaHMSAX. B To Xe BpeMsi Habiromaercs
OoJiee yacToe pa3BUTHE pakKa JIerkux Ha (hOHe CKJepoaepMuye-
CKOTO MHEBMOCKJIEPO3a: PUCK BO3HUKHOBEHUS 3JI0KAYE€CTBEH-
HBIX HOBOOOpa3zoBaHuii Jierkux y 6ojpHbix CCJl B 3—5 pa3 BbI-
11e, YeM B TTOITYJISILIUM.

JInarHocTuka nopaxkeHus pecnuparoproro Tpakra npu CCJI

BoisBnenue nopaxenust jerkux npu CCJI TpeOyer aetaib-
HOro 0o0c/ieIoBaHUs 1 BKJIIOYAeT B ce0sl (hyHKIMOHAbHbIE Jie-
rounble TecThl (PJIT), onpenenenure nrbGy3MOHHONM CIIOCO6-
Hoctu Jierkux (JACJI), axokapauorpaduio (9xoKI') ¢ nomiaeposn-
CKUM aHaJIN30M, KOMITbloTepHY0 ToMorpaduto (KT) BeicoKOTro
pa3pelieHust OpraHoB TPYAHOMN KJIETKU, OPOHXO0AIbBEOJISIPHbIN
JlaBaXX, OMOTICUIO JIETKHUX ¢ MOP(OJOTMUECKUM UCCIeIOBaHUEM
OMOMNTATOB, a TAKXKE KaTeTepr3alliIo MPaBbIX OTIEJOB CEpALIA.

TTpu CCJI yacto HabsonaeTcs MopaxkeHue pecrnupaTopHo-
ro TpakTta. Tak, oTkinoHeHus: oT HOpMBI B DJIT oTrmeuatoTcs y
40—75% 0ONbHBIX, M3MEHEHMSI Ha PEHTIeHOrpaMMax IPyIHOI
KJeTku — y 45—55%. B GosbimHcTBe ciydaes (70—85%) nerou-
HbIe HapyILIeHUs BBISIBISIOTCS MPU MYJBTUCTIMPATbHON KOMITb-
oTepHoii ToMorpaduu rpyaHoii kiaetku (MCKT) [4].

Cospemennas peemamonoeus. 2018;12(2):12—21

CaMble YacTble MPOSIBJACHUS MOPAXEHUs PeCTUPATOPHOTO
tpakTta — WUI1JI u JIAT, oGycioBieHHast BacKyjomnaTruei cocyioB
JIETKUX. Y 4acTu TAlMeHTOB C TSKEIbIM JIETOYHBIM (hrUOpo3omM
Takke OTMedYaeTcs IMOBBIIIEHHOE AaBJICHUE B JIETOYHOM apTe-
puM, ogHako JeroyHas runepreHsus (JIT) y HUX Hocut BTopuy-
HBII XapaKTep U pa3BUBAETCS BCACACTBUE XPOHUYECKOM TMITOK-
cuu. [loBbllIeHNEe TaBAEHUS B JIETOYHO apTepUu MOXET ObITh
CBSI3aHO W C TIOPaXKEHWEM CepJlla, B YaCTHOCTU C CHUCTOJINYe-
CKOI 1/WJIN ANACTONIMYECKON MUCHYHKINEH JIEBOTO KeTymIou-
Ka. B peakux caydasix OHO BBI3BAHO XpOHMUYECKOI TPOMOO3IMO0-
JIMeil METKUX BETBEl JIETOYHOI apTepuu. YKa3aHHbBIC MPOsIBIIe-
Hus CCJl umeroT pasHble MaTo(U3NOJIOrM4ecKre MEeXaHU3Mbl,
KJIMHMYECKYIO KapTUHY, TPOTHO3 U TPEOYIOT Pa3HbIX MOIX0A0B K
tepanmu. KpaiiHe BakKHO CBOEBPEMEHHO (JI0 TIOSIBJICHUST KIIHM-
HUYECKOW CMIITOMATUKM IbIXaTeIbHOU HEMOCTATOYHOCTH) OTI-
penenuTh BapMaHT JISTOYHOTO MOpaXKeHUsI Y KOHKPETHOTO Tia-
LIMeHTa, TaK KaK paHHee Ha3HauyeHME aJeKBaTHOM Tepamuu
WTILT u JIAT MoxeT yay4imuTh NporHo3 3adojaeBaHus [S].

Kak UTIJI, Tak u JIAT BctpeuatoTcest pu BceX KJIMHUYECKUX
dopmax CCJI, omHako ormevaercs accounainst T ¢ quddys-
Hoil popmoii 6one3nu, a JIAIT — ¢ ntumMuTUpoBaHHON (hopMoOii,
0COOCHHO Y JUITMTEJIEHO OOJICIOIINX TTallieHToB. [TopaxkeHue jer-
kux y nmauureHtoB ¢ CCJI 6e3 BoBeueHMs KOXM (TaK Ha3bIBaeMasi
BHCLIepaJibHas (hopMa 60JIE3HN) MOXKET ObITh MPUIMHOM OIIMO0Y-
HOTro Irartosa uavonaruyeckoit JIAIT i uamonatnyeckoit MH-
TePCTULIMAITBHOM TTHeBMOHUU. [1000HBIE CUTYallM BO3HUKAIOT
u ripu ne6rote CCJI ¢ mopaskeHUs JIETKHMX, KOTIa B KIIMHUYECKOM
KapTUHE ONpeIeIeHHOE BpeMsT JIOMUHUPYET MOPakeHNE JIETKUX, a
cumnrombl CUP3 oTCyTCTBYIOT MM BhIpaXkeHbl HE3HAYUTENIBHO U
He MPUBJIEKaIOT BHUMaHMs Bpava. Takasi HeTOOLIeHKa «CUCTEMHO-
CTH» MOXeT Habmonathecsi B aedtore odoro CUP3. IMoatomy y
00s1bHBIX ¢ u3onupoBaHHbIM UTJI u/wnu JIAL, ocoGeHHO KeH-
CKOTO Toj1a ¥ MoJtoxke 50 JieT, 11e1ecoo0pa3Ho OLCHUTh KIIMHUYE-
CKHe TIPU3HAKHU, KOTOPhIE MOTYT CBUIETEIbCTBOBATH O BO3MOXK-
HoM CUP3. Tlpu cbope aHaMmHe3a BaXKHO PacCIpOCUTD MalMeHTa
0 HaJIMYMU Y HETO TPOSIBJICHU cuHApoMa PeiiHO, KOXKHBIX U3Me-
HEeHUil (PpUTEeMaTO3HbIE WM TeMOPPAarMyecKue BBICHITIAHMS),
apTpairuii Uu apTpuTa (IMIPUIMYXJIOCTh CYCTaBOB), YTPEHHEN CKO-
BaHHOCTH, TIPOKCUMAJIBHOI MBIIIIEYHOM CJTab0CTH, mucdaruu, cy-
XOCTH PTa M IJia3, IPU3HAKOB (POTOCEHCUOMIM3AIUN WA (DOTO-
JiepMaTo3a, TeMaToJOTUYECKUX HapylleHUi (aHeMMsl, JeHKo-
U/WIKM TpoMOOLIMTONeHUST). BosibHbIE MOTYT XKaJloBaThCsl HA UC-
(haruto, cBsIZaHHYIO C TMITIOTOHKMEN MUILIEBOAA HA (DOHE racTpo330-
areabHoro peduokca. I1lpr ocMoTpe MOXHO OOHAPYXUTh Ta-
KUe XapaKTepHbIC YepThl PEBMATUIECKOTO 3a00JIeBaHNUsI, KaK IT0-
CUHEHMe M/WiM TobeeHne mablieB (peHoMmeH PeitHo), oTteu-
HOCTh KHCTH, KOXHBIEC SI3BOYKM Ha KOHUMKaX TaJIblIeB, MEJIKUE
OTJIOKEHUST KaJIbLIMSI B MSITKMX TKAHSIX, «pyKa MeXaHuKa» (cyxas,
C TpeIIMHAMU KOXa KUCTei), CKIIepOIakTHIUs (YIJIOTHEHUE KO-
KV TTaJTBIIEB PYK CO CTMOATEeTbHBIMU KOHTPAKTypaMU), TeJIeaHT -
9KTa3uu, manyJbl [oTTpoHa (TurepeMust ¥ yIJIOTHEHNE KOXKU HaJl
MISICTHO-(haJIaHTOBBIMU 1 MeXK(haJIaHTOBBIMU CyCTaBaMU KUCTEIA),
YYaCTKU aJIOTNEIH, KOXHBIC «BaCKYJIUTHBIC» BBICHIMIAHUS, SI3BbI
Ha CIM3UCTON 000JIOUKE MOJOCTU pTa, MPUITYXJIOCTh CYCTaBOB,
MPOKCUMAaJIbHASI MBIIIEYHasi CJ1ab0CTh, pUTEMa U/MJIN TTePHOp-
OUTALHBIN OTEK, «CYXOH CHIPOM» (KCEpPOCTOMUSI/KCepobTab-
MUS) U Ip. DTU CUMIITOMBI U30JIMPOBAHHO UJIU B COYETAHUSIX TTO-
3BOJIsTIOT 3arnono3puth CCII.

Hns CCJI xapakTepHa UUPKYIUPYsiius ayroanTuten (aAT)
K OIpefesIeHHbIM («CreUM(MUYHBIM» ISl OOJIE3HM) SIACPHBIM
ayroaHtureHam [6]. Yactora nx obHapyxkeHus gocturaer 95%
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MpU OIpeneJeHU METOIOM HEMNpsSIMO MMMYHOMIII0OpeCIIeH-
LIMM aHTUHYKJIeapHOro (akTopa, OTpaxarolllero COBOKYIMHOCTb
BceX aHTUsIAepHbIX ayroaHTuTeN. Crneunduynsie aisgs CCI aAT
TOSIBJISIIOTCST HA CaMOM paHHEM 3Tarle, 10 BOSHUKHOBEHUS pa3-
BEpHYTOM KJIMHUYECKOW KapTWHBI Ooyie3HU. BaxkHbiii dakr —
LIMPKYJISILIMS B KPOBU Y OOJIBHOTO MHAMBUAYAJIBHOTO MPOGMUIS
aAT (uacto ogHoro crietduuHoro aAT), KOTOPbI cOXpaHSIETCs
Ha MPOTSKEHUU BCEro 3a00JieBaHUsl. YCTAaHOBJIEHO, UTO «CKJIe-
ponepmuueckue» aAT MMEIOT 3HaYeHUE KaK CepoormiecKkre
MapKepbl OMpeAe/ICHHBIX KIMHUKO-UMMYHOJIOTHYECKUX CyOTH-
TOB ¥ MOTYT CJIY>KUTb MPEANKTOPaMM TEUEHUSI U McXoaa 001e3-
HU. Ocoboe 3HaUeHME UMEIOT aCCOLIMAllMM C TAKUMM aHTUTeJa-
MU, KakK aHTULeHTpoMepHble aHTuTena (ALIA), aHTuTena K To-
nousomepase 1 (antu-Scl-70) u PHK-nonumepase 111. Ot aAT
CBSI3aHBI C OTNPeACICHHBIMUA KJIMHUUECKUMHU (heHOTUTTaMu. Tak,
Hanmuue aHTU-Scl-70 (y 20—40% GosbHBIX) yKa3biBaeT Ha qud-
¢y3HyI0 opMy 0051€3HM, OBICTPOIIPOTPECCUPYIOIIECE TCUCHNE 1
BoIcOKUii puck Tspkenoro MIIJI, a oGHapyxenue ALIA (y
16—39% nanureHToB) — Ha TUMUTUPOBAHHYIO (hOPMY C [UTUTETb-
HBIM M30JIMPOBAHHBIM CUHAPOMOM PeifHO ¢ OTCYTCTBHEM TSKe-
sioro UTTJT u mopaxkeHust 1oYeK, HO C BHICOKUM PUCKOM pa3BU-
Tus1 JIALL KIMHUKO-MMMYHOJOTMYECKUE acCOLUMALUU HMMEIOT
BaXHOE 3HAYEHME MJIsS YCTAHOBJIEHMSI KIMHUYECKON (hOPMBI
CC/Il Ha paHHeM aTtamne (nuddysHas WM JTUMUTAPOBAHHAS),
MPOTrHO3UPOBaHus pa3BuTHs opraHHoi maronoruu (WUITJT unn
JIAT), onpenesieHUsI TEMITOB ITPOTPECCUPOBAHUS U ITporHo3a [7].
BaxHocTb BbIsIBIIEHUS «cKiiepojiepMuueckux» aAT st fuarHo-
cruku CCJl momyepKuBaeT TO, YTO OHM BKIIIOUECHBI B HOBBIC
KJaccu(UKAIIMOHHbBIE KpUTEPUU 3a00J1eBaHus [8].

WILI npu CCL

HIUI npu CCJl MOXHO CUMTaTh «IPOTOTUIIOM» IMOpaxe-
Hus nmapeHxuMsl Jierkux rnpu Bcex CUP3, tak kak ripu aTom 3a-
OoJneBaHUU HAOTIOMAIOTCS BCE OCHOBHBIE 3aKOHOMEPHOCTH TT0-
paXkeHUsI IETKMX B KOHTEKCTE CUCTEMHOTO 3a00JIeBaHUS U M-
eTcst OOJIBIIOE CXOICTBO MPOSIBIEHUI C TAKOBBIMU APYTUX HO30-
noruii. UITJT Berpevaercs npu CCJl oueHb yacTo (MpUMEpPHO Y
80% 60bHBIX, a 1o JaHHbBIM ayTornicun — y 100%) u oTimyaetcst
0O0JBIIMM pa3HOOOpa3nMeM CTENEHM TSXKECTH U CKIOHHOCTU K
TIPOTPECCUPOBAHUIO.

Mopdgpoaoeuneckaa xapmuna VI npu CCJl naBHO u ne-
TaJIbHO OIMCaHa, OHAa XapaKTepU3YeTcsl COUYeTaHUeM MPOLIECCOB
BocrnasieHus ¥ pubpo3sa. BocnanuTenpHblii mpoLece B albBeoaax
COIPOBOXKIaeTCsl U30BITOUHOM Mpoaudepaiiueit GrudpodIacTos,
YTO TIPUBOIUT K Pa3pacTaHUIO COCAMHUTETbHON TKAHU B MEXKaJTh-
BEOJISIPHBIX TIEPEroponKax, CTeHKaX COCYIOB, TIEpUBACKYIISIPHO,
MepuOPOHXUAIBHO, NMPEUMYILIECTBEHHO CYOIIEBpaJbHO U B 0Oa-

3aJIbHBIX oTaenax. [1pu mporpeccupoBaHuy GONE3HU 3TU U3Me-
HEHMsI TPUBOIT K pa3BUTHIO (DMOPO3a MapeHXWMBbl U B psiIe
ciyyaeB — K BropuuHoii JII. TTocie nosiBieHust B KoHue XX B.
Mopdosornyeckoit Kimaccudurkanuu uaunomnarudeckux MITJI
nopaxenus jerkux npu CCJ/, kak u nipu apyrux CUP3, cranmu
paccMaTpuBaThCsl B paMKax 3TO KiaccuuKaium.

IIpoBeneHo He Tak MHOTO HWCClIEAOBaHMUI Mopdorornye-
ckoro npoduns UITJI npu CCI, onHaKo MX JaHHbIE TOKA3aJIH,
YTO WHTEPCTULIMATIbHAS OOJIE3Hb JIETKUX B 3TOM CiIydae Tpei-
CTaBJIeHA M3BECTHBIM CIEKTPOM THCTOJIOTMYECKUX BAPUAHTOB
WIUIL. TlpeoGnanatorum (77%) siBasiercs Hecneuuduueckast
uHTepcTUuLManbHas mHeBMoHus (HCUIT), mpu KoTopoii oTyeT-
JIUBO TIPOSIBJISIETCSI BOCMIAIMTEIbHBIN Npoduib Mopdonornye-
ckux peakuuit. tor mopdonoruueckuii Tun WUIJI 6osnee nep-
CTIEKTUBEH IS aHTUPEBMATUIECKON Tepanmuu. 3HAYUTETHLHO
pexe (11%) BcTpeyaeTcst TMCTOJOMMYECKUI BapUaHT C TIpeobia-
naHueM GUOpPOIIaCTUIECKUX MPOIIECCOB U YTPATOI apXUTEKTO-
HUKJA HOPMAaJIbHOU JIErOYHON TKAaHU — OOBIYHASI UHTEPCTULU-
anbHast mHeBMoHust (OUIT), miaoxo moapaloiasicss COBpeMeH-
Holt aHTGUOpo3Hoii Tepanuu [9]. [1pu nnnonatnueckux UIJT
nauueHtsl ¢ HCUII umeror Gojiee 0arornpusiTHbI MTPOTHO3,
yeM manueHTsl ¢ OUII. B otmmume ot mamonatudyeckux MITJT
npu CCJI rucTOIOrMYeCKUiA TUTT HE OTIPEaesIsIeT TTPOTHO3, TI03-
TOMY OMOTICUSI JIETKUX HE UCIIONb3YeTCsl TSl OLIEHKU MOpdoio-
rnyeckoro tuna MIIJI, a mpumeHsieTcsi B CIOXHBIX CIIydasix
nrdbepeHIMaTbHON TUAaTHOCTUKY C IPYTMMU 3a00JIeBaHUSIMU
WV OCJIOKHEHUSIMU, B TIEPBYIO OUepe b MHMOEKITMOHHBIMU.

Kmmnanueckas kapruna u reuenune VI npu CCJL

Bo mHorux naomoaenusix UITJI monaroe Bpemst mpoTekaeT
oeccumnromHo. Knunnueckast kaptuna WMITJ npu CCJI mano
cneurduyHa. [pu dusmkaasbHOM 00Caeq0BAHUM OOBIYHO OT-
MEUaloTCs OIBIIIKA PA3HOU CTETICHU BBIPAXKEHHOCTH, HETTPOIY-
KTUBHBII KallleJb CO CIM3UCTON MOKpOTOii. Penko mpu mim-
TEJIbHOM T€YEHUU MOXKHO YBUIIETh CUMIITOM «4aCOBBIX CTEKOJ»
1 M3MEHEHME TaJblEB MO TUMY «O0apabaHHBIX IMaJ04YeK», pac-
IIMPEHHbBIE BEHBI 1IEW U TPYAM, a TAKXKe LIMaHO3 U OTEKU roJjie-
Hell KaK TTPOSIBJICHMSI TTPaBOXETYI0YKOBON HEIOCTaTOUHOCTH.
[Mpu aycKyabTalluy XapakTep JbIXaHUS MPEUMYIICCTBEHHO Be-
3UKYJSAPHBIA, B HIKHMX OTAEJaX HEPEIKO BBICTYIIMBACTCS
CcBOeoOpa3Has KpernuTallys, HallOMUHAoIIas XpycT LetodaHa,
HaJl JIETOYHOI apTepueil MOXHO pa3iuduTh akieHT 11 ToHa.

ITpu uzyyennu knuHudeckux nposisinenuit U1y 113 6051b-
Heix CCJI] Hamu ObLIO TTOKa3aHO, YTO YaCTOTa OCHOBHBIX CUM-
MITOMOB 3aBUCUT OT PACIIPOCTPAHEHHOCTH MOPAXKEHUS JIETOY-
HOI TapeHXUMBbI, onpeaeneHHoi Mo naHHbIM MCKT opraHoB
rpyaHoO# KiaeTKu (Tabu. 1). Kpenuraius peako BbISIBISLIIACH ITPU

Ta6mmua 1. Yacmoma 0CHOBHBIX KAUHUYECKUX CUMNMOMO8 nopaxcenus reekux y 113 nauuenmoe CCJl
¢ pazauvnoi pacnpocmpanennocmoto MIIJ (n, %)

ITpusHak Ba3abHbie Huxnue noam HwxHue u cpenHue Bce otmennt

cermMeHThbl (n=26) Jerkux (n=24) oTIebI JIerkux (n=32) Jerkux (n=31)

OppllKa 17 (65)* 18 (75) 26 (81) 28 (90)*

Kammensb 8 (31)* 7 (29) 17 (53) 21 (68)*

Cnusucrasi MOKpoTa 2 (8) 0 1(3) 4 (13)

«bapabaHHbIe MAIOYKN»/«IaCOBbIE CTEKIIA» 0/1 (4) 0/2 (8) 0/3 (9) 3(10)/5 (16)

Kpenurauus 3(1)* 4(17) 13 (41) 21 (68)*

*p<0,05.
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MopaxKeHUM TOJIBKO 0a3aibHbIX OTACJOB M Yallle BCEro BbICTY-
IIMBAIach MPY BBIPAXKEHHBIX N3MEHEHUSIX, OXBATHIBAIOIINX BCE
oTaensl Jerkux. OKa3ajioch, YTO U CTeTIeHb ONBIIIKU (OTpesie-
JICHHOII coracHo kitaccubukauuyu Hplo-Mopkcekoit accolya-
umu Kapaunosnoros, NYHA) noctoBepHo KoppenupoBaia ¢ pac-
MPOCTPAHEHHOCTHIO U3MEHEHUI, ycTaHoBIeHHbIX Tpu MCKT
(koadbdunmeHT Koppensuuu Cnupmena r=0,22; p<0,009) [10].

TlepBble TOmBI GOJIE3HU SIBIISIIOTCS OTIPEACSIONIUMU TSI
BO3HUKHOBEHUS U pa3BUTUs BUclLiepuToB BooO1e u UIJI, B ya-
ctHOoCcTH. [1pn ecTecTBeHHOM TeUeHUM (POPMHUPOBAHUE TIOJUOP-
TaHHOTO KJIMHMUYECKOTO CHUMIITOMOKOMILIEKCA MPOUCXOIUT
MPUMEPHO Ha MPOTSKEHUU 5 JIeT mocjie Havyajaa 3a00JieBaHMsI.
WM3BecTHO, 4TO y OOJIBIIMHCTBA TMalMeHTOB (GUOPO3UPYIOLLIMIA
npoliecc B JIETKMX BO3HUKAET B MepBble rofbl 6ose3Hu [11]. Ha-
ubosbIIasg MOTEPs JIErOYHOro o0beMa (OCHOBHOU (DYyHKIIMO-
HaJbHBIN MpU3HaK (UOPO3UPYIOLIETOo TMpoliecca) HaOI0AaETCS
B IiepBbIe 2—3 roja gaxe y 00JbHBIX 0€3 KITMHUYECKUX ITPOSIBIIE-
HUI nopaxeHwust Jerkux. [TonarawoT, uto mocie 5 et 3aboJieBa-
HUS TEMIT MPOTrPecCUpPOBaHUS BUCLIEPATbHON MATOJOTMU 3a-
MemsieTcsl. B mociemyromneM cCKOpocTh CHYKEHMS JIESTOYHOTO
0o0BeMa CYIIeCTBEHHO YMEHbBIIIAeTCsl, TIPU 3TOM JTaBHOCThH 0O0-
JIE3HU CTAHOBUTCSI (PAKTOPOM, ITO3BOJISIIOIINM TTPEIITOTOXM-
TEJIbHO OLICHUTb CTETICHb YTPAThI IbIXaTeJIbHOM (DYHKIIMU JIeT-
Kux. TsKenoe mopaxkeHue JerkKux ¢ ObICTPhIM MPOrpeccrupoBa-
HHUEM pa3BUBaeTCs TOJbKO Yy 10—15% manueHToB, IperuMyIIecT-
BeHHO ¢ 1uddy3Hoii popmoit 6oae3Hu [12]. Y MHOrMX OOJIBHBIX
CCJl, ¢pubpo3upyloliuii mpolecc B JIETKUX HOCUT OrpaHUYEH-
HBII XapaKTep U IPOTPecCUpyeT MEMICHHO, IJIUTEIBHO, 06e3
KJIMHUYECKUX MPOSBICHUI. Y TaK1X OOJbHBIX Ha MEPBbIN IJIaH
BBIXOAUT HapacTarollasi OJbIlIKa, WHIYLIMPOBaHHAsS (huU3nye-
CKOI Harpy3koi, penko — HeNmpoAyKTUBHbII Kaieab. Ha paH-
HUX CTaIvsIX OIBIIIKA MOXET BBISIBISATBCS JaXe Y MallMeHTOB C
peHTreHosiornyecku HeBbisiBeHHBIM MTTJI. Ha Gonee nmo3nHux
CTaIMSAX B HUDKHUX OTHOEIaX JICTKMX BBICIYIIMBACTCS KperuTa-
1S, KOTOpasi, TOSIBUBILINCH, TPAKTUUECKU HE MCUE3aeT.

YuuTtbiBasi HecneuMdUUECKy KIMHUYECKYIO KapTUHY
WI1JI u ero MenjieHHOE TIpOrpeccupoBaHue y OOJIbIIMHCTBA Ma-
nuentoB ¢ CCJI, a Takxke yactoe pa3Butue JIAI criycts roabl
nociie Havasia CCJI 1y1st CBOeBpeMEHHOM AMarHOCTUKU TTopaxe-
HUS JIETKUX OOJIBIIIOE 3HAYCHUE TTPUOOPETAIOT JaHHbBIE MHCTPY-
MEHTAJIBHBIX 1 JJAOOPATOPHBIX METOIOB 00CJIEIOBAHNSI, TI03BO-
JISIIOLIMX JOCTaTOYHO PaHO OOHAPYKUTb TOT UM MHOM BapuaHT
JIETOYHOT'O MTOPaKEHMSI.

Ocobennoctu UILJ npu CCJI no nanasim MCKT

Jlyammum metonom BeisBiieHus MIJI cunraror MCKT, Tak
Kak peHTreHorpadusi OpraHOB TPYIHON KJIETKM HE TO3BOJISIET
MOJHOLIEHHO NUAarHOCTUPOBATh MOpPaXkeHUe MapeHXUMbl U3-3a
HU3KOM 4yBCcTBUTEAbHOCTU [13]. OO1Ias peHTreHoJorndyeckas
CEMMOTHKA MOpaXeHus HTepcTulus y 6onbHbiX CCJ aHano-
TUYHA TaKOBO mpu uanornarnaeckom WMILI.

Beoywue penmeenonocuneckue npusnaxu puoposupyouezo
npouecca 6 aecKux:

1) peTuKynsipHblE U3MEHEHUSI — YIUIOTHEHUE U YTOLIEeHNE
BHYTPHUAOJIBKOBOTO U MEXJOJbKOBOTO MHTEPCTULIMSI, OTPaXkaro-
e MUHUMaJIbHBIE TIPOsIBIIEHMS (hUOPO3a MapeHXUMBI JIETKHX;

2) CUMIITOM «MaTOBOTO CT€KJIa» — YIUIOTHEHUE MapeHXu-
MBI O3 HapyIIeHUsT apXUTEKTOHUKY JIETOYHOU TKaHU, TI0-BU-
IVMOMY, B OOJIbIIEH CTeNMeHM XapaKTepu3ylollee BOCTIaIM-
TeJbHbIE peaklMU, OAHAKO MOXET YKa3blBaThb U Ha «MSITKUI»
¢hudpos;
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3) CHUMIITOM <«COTOBOTO JIETKOTO» — CTPYKTYpHasi Tepe-
CTpoOliKa, yKa3blBawolllasi Ha yTpary (pyHKIMOHAIbHO aKTUBHOM
JIETOUHOM TKaHU, MO3AHSIS cTaaus (uOpo3upylollero npoiecca.

[1pu accolmmpoBaHHOM CO CKJIEpOAEepMUEH TTOpaXKeHUH Ta-
PEHXMMBI YacTOTa BBISIBICHMSI PETUKYISIPHBIX M3MEHEHUI J10C-
turaet 80—90%, py 3TOM CUMIITOM «MaTOBOTO CTEKJIa» OTpe/ie-
nsiercst y 35—50% GONBbHBIX, & CUMIITOM «COTOBOTO JIETKOTO» — Y
30—37%. B 1ienoM nipeo6ianaloT pu3Haku Guodpo3a: JIMHeHHbIe
U PETUKYJSIPHbIE W3MEHEHUsI, OPOHXO3KTa3bl (TPaKIIMOHHEIE,
MEIIOTYAThIE), «COTOBOE JIETKOe». B TMIMYHBIX CiTydasix oOHapy-
KUBAIOT CUMIITOM «MaTOBOTO CTEKJIa» B COUYETAHUU C DJIEMEHTa-
MM YMEPEHHO BBIPaXXEHHOTO JIErOUHOTro (ubdpo3a, 4To Xapakrep-
HO 111 MOoposiornyeckoro BapuanTa uarornarudeckoitr HCHUII.

M3MeHeHMsI MHTEPCTULINSI 9aCTO COUETAIOTCS C YIUIOTHEHU -
€M TUIeBPHI BCenCTBUE ee (puOpo3HbIX m3MeHeHmit. [1pakTuye-
CKM He HaOJomaeTcs IUIeBPaJbHBIM BBIMOT (3KCCYTAaTHBHBIN
mieBpuT). [1pu mporpeccrpoBaHUM M3MEHEHUS TI0 TUITY «MaTO-
BOTO CTEKJIa» MOTYT 3aMelaThCsl IpyObIM (hUOPO30M, TIPUBOIS -
LIMM K 00pa30BaHUIO TPAKLIMOHHBIX OPOHXO- U OPOHXMOJOIK-
Ta30B U KUCTO3HOM IMepecTpoiike JIrOUHOI TKaHU ¢ (popMuUpo-
BaHMEM «COTOBOTO JIETKOTO». B mo3mHeli ctanuu 3abosieBaHUs
YBEJIMUMBACTCS TUIOMIAAb MHTEPCTUIINATLHBIX U3MECHECHUIA.

[Tpu UI1JI, accouuupoBanHoM ¢ CCJI, BcTpeyaeTcs mpeu-
MYILIECTBEHHO CUMMETPUYHOE MTOPaKEeHHUE, KOTOPOE Y MOAaBIISI-
Io11ero OOJIbIIMHCTBA MALMEHTOB HAaYMHAETCS ¢ Oa3aIbHBIX OT-
nesioB. PacripocTpaHeHue Ha BBINIEIEXKAlllle OTAETbl JIETKUX
TIPOVICXOINT 3HAYUTETHLHO pexe. CpeaHue 1 0cOOEHHO BEpXHUE
OTIEJNbI JIETKUX MPAKTUICCKU HUKOTA HEe BOBJIEKAIOTCST M30JIM -
pOBaHHO, 03 MopaXkeHUsl HIXKeJeXalllnx oTaeaoB. Takoe Boc-
XoJsliee pacnpocTpaHeHue mpouecca xapakrepHo masgs CC.
[TopaxkeHue Bcex OTIENOB JIETKUX BCTPEUAETCSI IPUMEPHO Y YeT-
BeptH 00JbHBIX. 11 CCII TunnyHO cyOruieBpajibHOE pacrioio-
JKEeHMe HadaJbHBIX TIPU3HAKOB (hUOpO3MpYIOIIEro mpoiecca B
«TUTAILLIEBOY 30HE».

Pacnipoctpanennocts MITJI nmeet Gosbilioe 3HaU€HUE MPU
CC/l, Tak KaK BIMsIET Ha BbDKMBaeMocTb. Ha ocHOBaHUM 10Ty~
KOJIMYECTBEHHOT0 MeToJa OLIeHKU pacnpocTtpaHeHHocTr MITJT
no gaHHbiM KT y mauuentoB ¢ CCJI ObUIO IMOKa3aHO, 4TO
10-J1eTHSISI BBIKMBAEMOCTD ITPU 00beMe MHTEPCTUITNATBHBIX 13-
MeHeHUi >20% oOlieil TIoIIaan JerKuX TOCTOBEPHO HUXKeE,
yem 1pu pacrnpocrpaneHHoctd UITJT <20% (oTHolueHUE puc-
KoB — 2,28; p<0,0005) [14]. B mocneaytouieM 3TOT MOAXOA ObLI
ucrnoab3oBad O.A. Moore u coaBr. [15], KOTopbie MOATBEPANIN,
YTO PacIpOCTPAHEHHOCTh WHTEPCTULIMATBHBIX W3MEHEHWI B
Jierkux >20% accolmnmupoBaiach ¢ TPEXKPATHBIM MOBBIIIEHAEM
pYcKa yXyIIIeHUS] M1 CMEPTH.

MCKT mno3BossieT BuIsiBUTH y 60abHBIX CCJI XapakTepHbIe
cumnTombl. KonnuecTBeHHbIE (pacnpocmpanerHoCHb) U KauecT-
BEHHBbIE (CUMNMOM «<MAM08020 CMeKAa», pubpo3) PEHTIEHOIOT Y-
YecKMe TapaMeTpbl UMEIOT BasKHOE 3HAUEHUE JIJIST OTIPENIEIICHUST
TepaneBTUIeckoll TakThku. [loaTomy HeoOXomnMo yriyOieH-
Hoe oO0ciemoBaHME TaKUX TAIMEHTOB C HCITOJb30BaHUEM
MCKT B Bo3MOXHO 60Jice paHHHE CPOKH IS CBOEBPEMEHHOTO
BoisiBieHUst u yiedeHuss UIJI. Tlposenenne MCKT rpyaHoii
KJIETKM MMOKa3aHO OOJIbHBIM C BIEPBbIE YCTAHOBJICHHBIM JTUAar-
Ho3zoMm CCJI, B nepByio ouepeab HocutTesasiM aHTu-Scl-70 (1o-
ckosibky ALIA penko BoigBisitores y 6onbHbix UITJT u nmpakTu-
YeCKM HUKOTIAa He aCCOLIMUPYIOTCS C €T0 IMPOTPeCCUPOBAHUEM ).

Ha puc. 1 npedcmasnerul 8bipajiceHHble U3MEHEHUS, BblA6ACH-
uote npu MCKT opeanos epyonoil kaemku y 6oavHoli 61 eoda,
cmpadaroweii CCI u enepsvie obpamusuietics 6 kaunuxy @PIrbHY
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«Hayuno-uccaedosamenvckuii uncmumym
pesmamonoeuu um. B.A. Haconosoir» uepes
noamopa 200a nociae NoséAeHUs heHoMeHa
Peiino. Hecmomps Ha ueboavuiyio das-
HOCMb 3a0601€8aHUsl, MOJICHO GUOeMb 3HA-
yumenvHovle U OOWUDPHBIE UBMEHEHUs: yN-
JNOMHeHUe 1e204HOl MKAHU N0 MUny <«ma-
moeoeo cmekaa» ¢ obeux CmopoH, ¢ npeu-
MYUeCmeeHHbIM pacnpoCmpaHesuem 6 ne-
pugepuveckux omadenax neeKux; Mmeakue
V3eAKU YeHmpuao0yAsapHO20 YNAOMHEHUs. 8
cybnaespanvhbix omoenax AeKux; ymon-
weHue mexnco01bK08020 U 6HYMPUOONbKO-
6020 unmepcmuyus. Takoii npovyecc umeem
HeONa2oNPUSMHbBLLL NPOCHO3.

DJIT nas ouenku UILJI y 6oapnbix CCJL

BaxnbiMu criocobamMu OLIEHKU JIETOUHOW (DYHKIMU SIBIISI-
forca Takne DJIT, kKak ciupoMeTpust U GomuruieTU3Morpadus.
C MoMo1IbIO cnupomempuu U3MEPSIIOT 00bEM BO3/1yXa, MPOXO/Isi-
ETO Yepe3 JAbIXaTeJbHbIe TIYTH TIPU BIOXE W BBIIOXE, CTaTUde-
CKUIT 00BEM JIETKUX — KU3HEHHYIO eMKOCTb JIETKUX, (hOpCUpO-
BaHHYIO0 XU3HEHHYIO eMKocTb Jierkux (PXKEJI) u nuHamuue-
CKUit 00beM (00BeM (hOPCUPOBAHHOTO BbIIOXA 32 TIEPBYIO CEKYH-
oy, OOB1). OnuH M3 OCHOBHBIX ITOKa3aTelleil CIIMPOMETPUM —
®KEJI, xapakTepu3ylonii 00beM Bo3myXa, TOJydeHHBINA TTPH
dopcupoBaHHOM BbIIOXe. Ero CHMXXEHUE paccMaTpUBaIOT Kak
WHIWKATOP PECTPUKTUBHBIX HapymeHuii nmpu UITJI (mpu Hop-
ManbHbIX 3HadeHussx O®Bi). PecTpukTuBHBIE paccTpoiicTBa
BEHTUJISILIMY BbI3BAHbI XECTKOCThIO (HD1OPO3UPOBAHHBIX JIETKUX,
T. €. MATOJIOTUYECKU HU3KOU UX OJATIMBOCTBIO («CMOPILEHHOE
JIErKOe» — YMeHbIlIeHuEe 00beMa JIETKUX U 00beMHOU CKOPOCTH
BO3MYyILIHOrO notoka). OJHAaKO CHUXKEHUE KU3HEHHO eMKOCTU
JIETKUX HE SIBJISIETCS] TOYHBIM TIOKa3aTesieM PEeCTPUKIINA U MO-
JKeT HAOIOIAThCS TAKXKE MTPU XPOHUUECKOU OOCTPYKTUBHOM 60-
JIE3HU JIETKUX U dMpuU3eme.

bodunaemusmoepaghus — 607ee KOMITTIEKCHBII METO/T, KOTO-
DbIii TO3BOJISIET OLIEHUTh OCTATOYHBIN U OOLIMIT 00BEM JETKUX,
PE3UCTEHTHOCTD BO3MYITHBIX ITyTell ¥ IpyTHe MoKa3aTesu.

Emie ogHoO craHmapTHOe HEMHBA3UBHOE MCCIIEIOBAHUE TSI
OLIEHKU Ta3000MeHa B JIeTKUX — onpedenerue JCJI, KoTopast siB-
JISIETCSI OCHOBHBIM TOKa3aTesIeM MPOHUIIAEMOCTH aJbBEOJISIPHO-
KanuuisipHoit Memopanbl. CHukeHue JICJI o3HayaeT ymMeHb-
LLIEHUE U TTOBPEXAECHUE MOBEPXHOCTH, YEPE3 KOTOPYIO MPOUCXO-
IUT Ta3000MeH B JIETKUX (MHTEpCTUIIMATbHBIE 3a00JIeBaHUS
JIETKUX, TTATOJIOTHUSI COCYIOB JIETKUX, dMpuzema u ap.). JACJI kak
Haubosiee paHHUN (YHKIMOHAIBHBINA TMOKa3aTeNlb MaTOJOTHU
JIETKUX HAUMHAET CHUXATBCS el1lle O Pa3BUTHUST PECTPUKTUBHBIX
HapyUIEeHUH, SIBJISIETCSI pAHHUM MapKepoM IMOpPaKeHUs JIETKUX
Kak IMpU MHTEPCTULIMANIBHBIX 3a00s1eBaHusX, Tak U nipu JIAT u
KOPPEJUPYET C TSIXKECTbIO 00JIE3HU B OOOUX CITydasix.

BaxxHo moHumMars, 4to puck nporpeccupoBanust UI1JI BbI-
111e y 60JIbHBIX ¢ HU3KuMU nokaszatensimu OJIT nmpu repBom 06-
pamennu. Habmonenue 60 6onbHbIX ¢ panHeit cragueit CC/ B
TeueHue 3—5 JeT Moka3ajlo HEraTMBHOE 3HAYeHUE KCXOIHO
cakeHHoit @XKEJ [16]. BeicTpoe yMeHbIIIeHUE U HU3KUIA ypO-
Benb JJCJI (>40%) accouumpyloTcsi ¢ TIOBBIIIIEHUEM JIeTaTbHO-
ctu. CHmkenne u ®2KEJI, u JICJI B paHHei#t ctaguu 3a00J1eBa-
HuA (no 5 ner) — mpeaukTop rioxoro mporHoza CCJI1. Ha mpo-
rpeccupytouiee reueHue WMITJ npu CCJI yka3bIBalOT HE TOJIbKO
nuskue 3HadeHnss OKEJ u ICJT (<70%) npu nepBoM obpariie-
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Puc. 1. MCKT opeanog epyonoii knemxu
boabHOU 61 200a. BoipajicenHvle npusna-
xu UII npu neboavuoti dasnocmu CCJ[

HUM, HO U auddy3Has popma 00Je3HU,
MOXUJION BO3pAcCT, MY>XCKOH MOJI, pac-
MMPOCTPAaHEHHOE JIETOYHOE TIOopaxkeHue
no gaHHbIM MCKT, Hanuune usmeHe-
HUI TI0 TUITY «COTOBOTO JIETKOTO», CHU-
xenne OXKEJ u/vmm JCJT Ha >10% B
TeueHue roja, Hajiuuue aHTu-Scl-70, a
Takxke rucrojsoruyeckuii tun (OUIT).
Takum 06pa3om, BceM MalMeHTaM C
CC]Jl, KoTOpeIM paHee He MPOBOIUIOCH
yraybJeHHOe HcClIeloBaHUe JIETKMX
(KTBP opraHoB rpyaHoii KJIETKH, OIpe-
nenenue JICJI), a Takxke OOJbHBIM C
BIEPBbIC YCTAaHOBJIECHHBIM JUArHO30M
IUTSL TIOJyYeHUs JeTalbHOU WHpOopMa-
LIMU O COCTOSTHUM JIETKUX Ha TIEPBOM 3Ta-
ne oocnenoBaHus pekoMeHayeTcst BoIMogHAT, DJIT. [Tpu BbIsIB-
JIeHUur (QYHKUMOHAIBbHBIX HapyLIEHU B KauyecTBE BTOPOI CTy-
neHu npooautcst KTBP opraHoB rpyaHoit kietku. Eciiv BbIsiB-
siensl nipusHaku WMTLJT npu KTBP u pectpukTrBHBIE Hapylilie-
Hust nipu BemonHeHun PJIT, HeoOXomMMO AMHAMUYECKOe Ha-
OJIrofieHNE JIJIST OLICHKW aKTUBHOCTH TTATOJIOTHMYECKOTO TTPOIIeC-
ca ¥ pelleHus BoIpoca o JeuyeHuur. B ciydae n3onmpoBaHHOTO
cHrkenus JICJI nmokaszana DxoKI mia uckiroueHus JIAT.

Jleuenne UTLJI

OcHoBHas 1eib dapmakorepanuu CCJl — yMeHblleHUe
TTOBPEKIEHUSI BCJIENCTBUE BOCIIATICHUST U Ay TOMMMYHHBIX peak-
LIWii, BOCCTAHOBJIEHME COCYAMCTOTO TOMEOCTa3a, YIydlIeHue
KayecTBa COENMHUTETbHON TKaHU U yMEeHblleHUe (PUOPO3HBIX
n3MeHeHuit. K 3amayam Tepanuy OTHOCSIT: CHUKEHUE aKTUBHO-
CTY U TIOAaBJIEeHUE MPOTPEeCCUPOBAHUST 00JIe3HU, MPODUIAKTH-
Ky 1 JieueHre cuHapoMa PeiftHO 1 pyTuX MposIBJIEHUH U OCITOXK-
HEHWI1 BaCKyJIOTIATHU, a TAaKKe TTPOMIIAKTUKY U JieYeHUE BUC-
LIepATTbHBIX MPOSIBTICHUH O0Ie3HU.

Benymyio ponb B neuenuun WIIJI, accoumumpoBaHHO ¢
CCJI, urparoT UMMYHOCYTIpeCCUBHbIC TIpernaparthl. B mocienHue
TOZIBI BHEIPSIOTCSI TAK3KE Tiepecasika ayTOJIOTMIHbBIX TeMOTIOTH -
yeckux cTBOJIOBBIX KJ1eTOK (AI'CK) u TpaHcriaHTaluus JIerKUx
WM KOMIUIEKCA «CepAlLe — JIETKUE» , TTOSIBIITIOTCS aHTU(PUOPO3-
HbIE Tpernaparhbl.

B 2016 1 ObutM OMyOJAMKOBAaHBI pEeKOMEHIALINHU
ACR/EULAR no dapmakoTepanuu nporpeccupymomiero cuc-
TEMHOTO CKJIepo3a, IPEeACTaBIsIoNe co00li OOHOBICHHbBIE
pekomennammu EULAR 1o dapmakoreparruu CCJL 2009 .
[17]. Kak u B Bepcuu EULAR 2009 1., aTu pekoMmeHmamuu
CTPYNIUPOBAHBI TIO CUCTEMAM OPTaHOB WM Haubosiee 3HaYU-
MbIM KJIMHUYECKUM cuHApoMaM, Bkitoudast MITJI. B HoBBIX pe-
KOMEHAALUSIX MOSBUIUCh BaXKHbIE TOMOJHEHUSI, MOBBICUICS
YPOBEHb JI0KA3aTeIbHOCTU HEKOTOPHIX TIOJIOXKEHUI U pacIln-
puJicsT apceHas Bo3nelicTBuil. Tak, yBeqIWIUIICS TiepeuyeHb Ba-
30aKTUBHBIX TIpeTnapaToB sl JiedeHUuss cuHapoma PeiiHo,
uiemuyeckux 138 u JIAT, BkitoueHa tpaHcriantauust AICK.
Ve mocie BbIxona OOHOBJIEHHBIX PEKOMEHAALMI MTOSBUINCH
pe3yJIbTaThl 3aKOHYMBILIMXCST KTIMHUYECKUX UCTIBITAHUI UMMY-
HOCYIIPECCUBHOM Teparnuu, a TakKXe HOBbIe JaHHbIe 00 aHTH-
bubposHbix npenaparax. B 2016 r. 6bU1M OMYyOJUKOBaHBI PEKO-
MmeHnaunu BpurtaHckoit acconmannu pesmaTtonoros [18], a B
2017 . — oTeyecTBeHHbIE KIMHUYECKHME PEKOMEHIALIMU 10
PEBMAaTOJIOTMU, KOTOPbIE COCTABJIEHBI C YUETOM MEXIyHapoj-
HbIX pekoMeHaauuii [19].
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Hnsa nedenuss UTTJI mpuMeHSIIOTCSI UMMYHOCYITPECCUBHBIC
npemnapaThl — HuKinodochamun (LIP), mukobeHoaaTa MobeTHI
(M®M), a takxke azatronpuH (A3A) n mukiocropuH A (LIcA).

Teuenne WMILI mpum CCJl 3HAUMUTETBLHO BapbUpyeTCs I10
CTETIEHW TSKECTM M TEMIIaM ITPOTPEecCUpPOBaHUs. Y MHOTHUX
OOJIbHBIX TTOPaKEHME JIETKUX MPOTEKAET OTHOCUTEIBbHO 100pO-
Ka4yeCTBEHHO, 0€3 SIBHOTO MPOTrpecCUpoBaHUsl, MO3TOMY HE BO
Bcex cayvasax UITJT Heobxonumo aktuBHOe JieueHue. [1pu BbI-
6ope Teparnuy caeayeT yIUThHIBaTh OOIIYI0 KITMHUYECKYIO aKTUB-
HOCTh 3a00JIeBaHUsI, BEAYIIYI0 OPTaHHYIO TATOJOTUIO, MCXOI-
Hyto Tskectb MITJI m o4eBUIHBIN PUCK TPOrpecCHpOBaHUS.
TTokazaHusiMu U1l Ha3HaYE€HUsS MMMYHOCYIPECCAaHTOB TpH
WIIJT y 6oabHbix CCJI sBISIIOTCS BbIpaxK€HHOE CHMXEHUE
dyukiun serkux npu nepBoM obpamieHun (DOXKEJ <70%),
carkenne OXKEJ u/wm JCJ Ha >10% 3a nipeaiecTByIonne
3—6 Mec, pacripocTpaHeHHOCTS mipoiiecca >20% oobema Jerkux
(mo manubiM MCKT), otpuniatenbHast nuHamuka rnpu MCKT
IPYIHON KJIETKH, a Takke 1e01oT 3abonesanus ¢ UTTJI.

HasHaueHue aKTMBHOI Tepanuy paccMaTpUBAETCs TakKe
npu Hebousbioit naBHoctu CCJI (riepBble 5 JIeT) B CBS3U C Bbl-
cokoii BepositTHocThblo pazButusi UITJI, ocobeHHO B ciiyyasix
nuddy3HOI GOPMBI, TTPU OOIITMPHOM KOXKHOM TTOPaKEHUH (BBI-
COKUI KOXHBII CYET), MPU MO3UTUBHOCTH 1O aHTU-Scl70, y aui
MYKCKOTO T1oj1a. Airoput™ HaooneHus 3a 6oabHbiMu CCJI ¢
WI1JI npuBeneH Ha puc. 2.

OcHoBHoe mecto B iedueHun UITJT mpu CCJI 3anumaer /@
(ypoBeHb qoKazareiabHOCTH A). DddektuBHOCTh LD (mocTo-
BepHbIe pasnuuus mo @2KEJI ¢ miaie60) moaTBepXiacHa psimoM
KJIMHUYECKUX HUCIMBITAHUM, OgHAKO 3(h(HEKT pacleHUBAETCS
KaK JIOBOJIbHO CKpOMHBIN. Tak, B JBOMHOM CJIEIOM IPOCIHEK-
TUBHOM PaHIOMU3UPOBAHHOM IUIAIIeOOKOHTPOJIMPYEMOM MC-
cineposannu (PTIKM; n=158, mmreabHOCTD jJJedyeHns — 6 Mec,
JUTMTEJIbHOCTh HaOJIoieHNsT — 24 Mec) mocjie 6 Mec JieueHUst
LI ® (exxemHEeBHO 2 MT/KT TIepOPaIbHO) CTAOUIBHOE COCTOSTHUE
coXpaHsUIoCh ele 6 Mec. Jlomyckaicst mpreM MpeIHr30JI0Ha B
nose He bosiee 10 mr/cyT. B KoHIIe cienytoliero roga Haoarone-
HUS CpaBHUBAEMbIE TPYIIIbI YK€ HE UMEJIU pa3IM4uii 1Mo MoKa-
3atensiMm DJIT [20]. B npyrom nBoitHom ciiertom PITKH, BKITIO-
YyaBIlIEeM MEHbIIEe YUCIO Yy4acTHUKOB (n=45), LUP BBOmMIMN
BHYTpHUBEHHO 13 pacueTta 600 Mr/m?/Mec B TeueHMEe 6 MeC OIHO-
BPEMEHHO C MpUeMOM TpenHusojoHa 20 Mr 4yepe3 IeHb, Ha-
OioaeHue mpoaoJiKaaoch 12 Mec. BoisiBieHa oTueT/iMBasi TeH-

nmeHuuda K ynyumenuio @KEJ y monydaroniux LM, Ho He oT-
MeueHo paznuuuit mo ACJI [21].

Enunoii cxemsl mpuMmeHenust LI® Het. [Ipenapar Ha3Hava-
0T KaK B TabJIeTKax B 103¢ 1—2 MI/KT eXeIHEBHO, TaK U BHYT-
puBeHHO B 103¢ 500—750 Mr/m?*/Mec B 3aBUCUMOCTH OT 3 dek-
TUBHOCTU U TIEPEHOCUMOCTHU (YPOBEHBb MOKA3aTeJIbHOCTH A).
Cnioco6 BBenmeHust LI®D (rmepopasbHbId WM BHYTPUBEHHBII)
3HAYMMO He BJIMsIeT Ha u3MeHeHust mokasareseit dJIT u wacto-
Ty TOOOUYHBIX peakinii. CIMTAIOT, YTO ITUTETLHOCTh Kypca LD
IOJDKHA OBITh He MeHee 6 Mec (ypoBeHb mokasarenbHocTu C),
OJTHAKO TIPU XOPOIIeil TTIEPEHOCUMOCTH OHA MOXET COCTaBJISATh
12 mec u Gonee, 10 CTAOMIMU3ALMU MHTEPCTUIIMATBLHOTO MPO-
1ecca B jerkux. Hemoctatkamu 11®D, Kak M3BeCTHO, SIBIISIOTCS
BBICOKAsT TOKCMYHOCTb, YTHeTeHIe (DYHKIIMY TOHA 1 yJallleHue
UHGEKIUI, 9YTO OTPAaHUINBAET eT0 MPUMEHEHME.

Y mammenTtoB ¢ I/ nmpu CCJl ucnonb3ytoT Takke MPM
Kak JUIst MHOyKIMoHHo# Tepanuu UITJI (B ciyyae HemepeHOCH -
MOCTH MM HER((HEKTUBHOCTH, B TOM YKcie BropudHoii, 1P B
coyeTaHuM ¢ raoKkoKopTukounamu, I'K), Tak v s moaaepxu-
BaloIell Tepaliy Mocjie CTaOMIM3alliK JIESTOYHOTO Ipoliecca Ha
done neuenus LID (ypoBeHb nokasatenbHOCTH A). HavanbpHast
no3za MM — 1000 mr/cyT (B 1Ba TipueMa), B cIydae XOpoIieit
nepeHocumoctu ee yeenmuusatotr 1o 2000—3000 mr/cyr (B nBa
npuema). HemaBHO 3aKOHYMIOCH KIMHUYECKOE UCIIBITAHUE, B
KotopoM cpaBHuBaau LI 1 MOM [22]. B 3ToM NMpOCHEKTUBHOM
PaHIOMM3UPOBAHHOM KOHTPOJMPYEMOM MHOTOIICHTPOBOM MC-
cienoBaHuy 3¢ dekTrnBHOCTA U TepeHocumocTt LD (<2 mr/kr
BHYTpb — | ron u tuianie6o — 1 ron) u MOM (<3 r/cyT — 2 rona)
yuactBoBaiu 142 6onbpHbIX. [lepBuyHas Touka olieHKU 3Ddek-
tuBHOCTU — yBeandyeHne MXKEJI mo cpaBHEHUIO ¢ MCXOIHBIM
3HaueHUeM. J{oCTOBEpHBIX pa3iuuuii B 9 (GEKTUBHOCTA MEXIY
rpyIIaMy He Obl10. BHYTpM Tpymm oTMeueHO 3HAYMMOe YIIyd-
meHue MXKEJI, KoxXHOro cuera, MHAEKCA OIBIIIKNA U JAHHBIX
MCKT. IlepeHOCHMMOCTH OBLTa JIydllle y moydaromux M®OM,
YHCIO CEPhEe3HBIX HeXenaTeabHbIX siBineHuii (HS) He pasnuua-
JIOCh B Ipynmnax. DTo HMCcCenoBaHUE A0Ka3ajo, YTO JieueHue
HIJ ¢ ucrmonszosanrem M®M (2 roma) cpaBHIUMO 10 3P dek-
TUBHOCTH ¢ Tepanueii LId (1 rom), HO oTMYaeTCs JydIleii Te-
peHocuMocThlo. [loydeHHBIe pe3ynbTaThl MO3BOJISIIOT IIMpe
ucnoyb3oBaTh MMP®M B KIMHMUYECKON MpPaKTUKE, OTHAKO TPU
MOATOTOBKE MOCJIETHUX peKoMeHaauuii mmo jJedyeHuto CCJl oHu
ele He ObLIM U3BECTHBI, TOATOMY HE BKJIIOUEHbBI B HUX.

| Bce 6ombabie CC: PJIT u MCKT

Xopowwuii npoernos: moavko 6 15% Koncyavmauus nyavmonoaoea,
cayuaee pazeusaemcs UIII uepes 5 aem donoanumeavHoe oocaedosanue
Hopma | | Hapymenns: quaraos UTLJI |
| MaJoBbipazkeHHOE | | PacnpocTpanennoe |
Exeromno ®JIT | DJIT kaxapie 3—6 mec Yxymuienue* |
*CHuxncenue “ “
DIKET >10% 6 200 ‘I Cra0uiibHOe COCTOSIHNE B TEUEHHe 5 et | | Jleuenne |
JICJ >15% 6 200

Puc. 2. Areopumm eedenus nayuenma c UILJI npu CCJ{
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B ciyyae HeahheKTUBHOCTH W HETTIEPEHOCUMOCTH Teparuu
H® u/vmu MOM BoszmoxkHO npumeHeHue A34 (rmo 100 mr/cyr)
uiu I[cA (B mo3ax He 6osee 2,5 Mr/Kr/cyT) B TeueHue 12—18 mec
(ypoBeHb mokazatebHOCTH C).

T'K TpamuIIMOHHO Ha3HAYAIOT MPU PA3TUYHBIX TTPOSIBJICHM -
ax CC, skmouast UTTJT, XO0Tst KOHTpOJIMPYEMbIX MCCIIEIOBAHUI
TakKoii Tepanuu He MPOBOAMIOCH. BOJTBIIMHCTBO KIMHUYECKUX
ucnbiTanuii 'K mpu CCJ ocyniectBisieTcst 6€3 UX OTMEHBI, ec-
11 60JIbHBIE paHee puHUManu He 6osiee 10 Mr/cyT (B mepecue-
Te Ha MpeaHn30J10H). 'K B Bume MoHOTEepaIli UIx B COUCTAaHUHT
C MMMYHOCYIIPECCAaHTaMM Yallleé BCErO MCITOJIB3YIOT MPU TPO-
rpeccupytoiieM auddy3Hom nopakeHun kKoxu. 'K mokazaHbl
TakKe MPU SIBHBIX KIIMHUYECKUX MTPU3HAKAX BOCTIAJIMTEIbHOM aK-
TUBHOCTU (cepo3uT, Muo3uT, kapaut, UI1JI, pedpakrepHblit cu-
HOBUT W/WJIA TEHOCWHOBUT) B HEOOJBINX 103aX (M0 15 Mr/cyT),
TaK KaK UX MPUEM YBCIMUMBACT PUCK Pa3BUTHUS CKICPOICPMU-
yeckoro noyevyHoro kpusa. M3sectHo, uro tepanus 'Ky 60ib-
Hbix CCJI accouuupyetcst ¢ 60Jiee BICOKOI BEPOSITHOCTBIO OCT-
pPOro MOBPEXIEHUS MOYEK, YeM y MalMeHTOB, HE UCMOJb3YIO-
mwux I'K. TToaromy nipu nedeHuu 'K HeoOXonum TiaTeIbHbBINM
KOHTPOJIb apTePUATbHOTIO JaBieHus U hyHKIMU novyek. Cueny-
eT ¢ 00JIBII0I 0cTOpoKHOCTHIO HazHauaTh 'K 6ombHBIM CCJI €
(akTOpaMM pHcCKa pa3BUTHUS CKIEPOAEPMUIECKOTO IMOYSUHOTO
kpu3a. OnbIT gaurenbHoro npuMeHenus 'K nokaszain, yro UITJI
MPOrPeCCUPYIOIIETo TeYEHUS PENKO CTAOMIM3UPYETCS MPU TTPU-
eMe MaJIbIX 103 npeaHu3onoHa (<10 Mr/cyT), B OTHOIIEHUH 60-
Jiee BbICOKHMX J103 JaHHbIe TPOTUBOpeYrBbl. He BbISIBIEHO A0C-
TOBEPHOU acCOLUMAlMA MEXAY YAY4IIeHUEM IToKa3aTeseit Jie-
TOYHOU (PYHKIIMU 1 TIpUEMOM BbICOKUX 103 ['K.

00 sdpdexruBHoctu tepanuu MIIJ cyast mo ypoBHIO
®KEJI (ypoBeHb MOKA3aTeIbHOCTH A), KOTOPYIO HEOOXOIUMO
ompenessiTh He pexe 1 paza B 6 Mec (YpoBeHbB JoKa3aTelb-
Hoctu B). O6 3(pdhekTHBHOCTU Tepanuu CBUAECTEIbCTBYET CTa-
oum3anys win noseimeHue ypopast @XKEJL.

B ocHoBe HoBoro meroza jeueHuss — AI'CK, BKJIIOUeHHOro
B nocienHue pekomeHaauuu ACR/EULAR, neXut KOHLIeNIIUs
MHTEHCHUBHOM MMMYHOCYIIPECCUM C MOCETYIOIIUM BOCCTAHOB-
JIEHWEM WMMYHHON CHCTEMBI C TIOMOIIbIO T€MOIOITUIECKUX
CTBOJIOBBIX KJIETOK. [loyaraiot, 4to Takas «mepesarpy3ka» M-

Tabmuua 2. Hexomopbie muwenu u Hogvle npenapamot 045 nevernus CCJ
MuuieHb IIpenapar
T- u B-xnetku (CTLA4) ABILL
BAFF (B-kyieTouHbIi bennmymato
aKTUBUpPYIOLIUIA (hakTop)
[ToBEpXHOCTHBIE PELIETITOPHI
B-numdormTos:

CD20 PTM

CD19 Inebilizamab (MEDI-551)
LM TOKMHBI:

nie TL3

it Punonauenr

NJI2Ra, CD25 Bbasminkcumad
XeMOKWHBI:

soTakcuH 2 (CCL24)

TGFp: ®Dpesonnsymad
MHruouTopbl TMPO3UHKUHA3HI IMupdeHnnoH, HUHTeAaHNO

WutepdepoHbt

Wurepdeponsl o [ Tuna K peuenropy (MEDI-546)

MoOHOKJIOHaJIbHBIE aHTUTEJa K 30TakcuHy 2 (CM 101)

I YMaHU3UPOBAHHLIE MOHOK/IIOHAJIbHBIC aHTUTEJIA

MYHHOI CUCTEMBbI MTPUBOJIUT K BOCCTAHOBJIEHUIO NMMYHOJIOTH-
YeCKOI TOJIEPAHTHOCTH U (POPMUPOBAHUIO HOBOI «HeayTopeak-
TUBHOW» UMMYHHOI CUCTEMbI. DTOT MeTOA 3(PDEKTUBEH MPU TS -
xemoit popme CCJl ¢ TUIOXMM TIPOTHO30M. TpaHCIIaHTALIMs
AI'CK nenecoobpas3Ha y MalMeHTOB ¢ OBICTPO MPOrpeccupyro-
wum teuyeHueM WMIIJI B nepBbie 2—4 roma 6osie3uu. IlokaszaHo,
410 110 3 (HEKTUBHOCTH MeToA TpeBocxoauT jedyeHue LD, tak
Kak MeHseT (yJIydIlaeT) eCTeCTBeHHOe TeueHue 6ojie3HM (ypo-
BEHb JJ0Ka3aTeJbHOCTU A). DDhEKTUBHOCTL METOIA MTOATBEPKIIE-
HAa B IMPOCTIEKTUBHOM PaHIOMU3UPOBAHHOM KIIMHIYECKOM HCITBI-
tanuu ASTIS, kotopoe npoBoauock Gonee 10 net B 29 eHTpax
EBponb [23]. McibiTaHre HOCUIIO OTKPBITBIN XapaKTep 1 BKITIO-
YWJIO ABE MapajsiefbHble rpynmnbl. [lanrienTaM ocCHOBHOM Tpym-
nbl (n=79) BeinoiaHeHa AI'CK (HeMuenoabaaTUBHBIA peXUM
KOHIWIIMOHUPOBAHUS, JTUMGMOIETIICIINS aHTUTUMOIIUTAPHBIM
rmooyamHoM, ceiekuust CD34+ u3 mepudepudeckoit KpoBu).
[TanmenTtsr Bropoit rpynmsl (n=77) noaydanu LI® 750 mr/m?
1 pa3 B Mecs1l Ha MPOTsKeHUM roja. JuHamudeckoe HabJoae-
HUE IJIUJI0Ch He MeHee 3 JieT, B cpeaHeM — 5,8 roga. [lepBuuHas
KOHEYHas TouKa oIpezeieHa KaK «BbKUBAaeMOCTh 3 Tona 6e3 co-
ObITUI1» (CMEPTh WX MEPCUCTEHLIUSI OPraHHON HEAOCTATOYHO-
ctu). 3a artor mepuon B rpymnme AICK mpousonuio Bcero
22 (27,8%) cobbitust, u3 HUX 16,5% npUIILIOCh HA TIEPBBIii TOJI,
o611as JetanbHOCTb coctaBuia 24% (19/79 GonbHbIX). Y manu-
€HTOB BTOPOI TPYIIBI 3apeructpupoBaHo 31 (40%) cobbiTue, U3
HMX B MepBbIif rox — Beero 10,4%, neranbHOCTh coctaBmna 30%
(23/7), omHako 3aTeM €XeToHO yBeJIMuMBaiach. Takum oOpa-
3oM, TpaHcrmianTanust AICK mpuBena K yBeTUIeHUIO TTPOIOT-
JKUATEbHOCTH XU3HU. BaxHO, 0OMHAKO, OTMETUTH, YTO JieueHUe
cTtBOJIOBbIMU KJleTKaMu Tipu CCJI He BiusieT Ha HeoOpaTUMbIe
OpraHHbIe MOBpeXAeHUs. JIeTaTbHOCTh, CBSI3aHHASI C JICUEHHEM,
Bbicoka (10%), moaToMy MpaBUIIBHBINA W CTPOTUIA MTOAO0P OOJTb-
HBIX UMEET MePBOCTETIEHHOE 3HAYeHUE JIJIST BBKMBAEGMOCTH.

Ilpu Hea(pPeKTUBHOCTM MMMYHOCYIIPECCUBHOU Tepa-
MUY 1 TPOTPECCUPOBAHUU JieTouHOro ¢ubposa mMmokazaHa
TPaHCIJIAHTALMS JIETKUX WJIM KOMIJIEKCa «CepAle — JIerKue»
MPU YCJIOBUU OTCYTCTBUSI BBIPaXKEHHOI MATOJIOTUU APYTUX
BHYTPEHHHMX OPraHOB U TSIKEJOTO TacTpod3odareaabHOTO
pedatokca (ypoBeHb nokazareiabHocTu C).

Hosbie Hanpasienns Tepamun CCJL

B Hacrosiiiee Bpemsi HaGmiomaeTcst
HOBBIIl 3Tanm B W3YYEHUM MAaTOreHesa
CCH: uaeHTU(ULMPOBAHBI KJIIOUEBbIS
KJIETKU M KOHKPETU3UPOBAHBI TIYTH (CUT-
HaJIbl) BO3JCHCTBUS HA aKTMBUPOBAHHBIC
KJIETKU. DTU YIIyOJIeHHbIe TpeICTaBIie-
HUSI O MEXaHM3Max MOBPEXIAIOIINX Pe-
aKILIMIi CIOCOOCTBYIOT M3YyYEHHUIO U3BECT-
HBIX TApreTHBIX IPerapaToB U ITOUCKY
HOBBIX, TIPEIIOIOXUTETbHO Crierudud-
Hbix st CCJI, eKapcTBEHHBIX CPEICTB
(Tabmn. 2). B MUIOTHBIX U KIMHUYECKUX
KOHTPOJIMPYEMbIX MCIBITAHUSIX HOBBIX
JIEKAPCTBEHHBIX TMPENapaToB y OOJbHBIX
CCJl nosyyeHbl 00OHaIeXKUBAIOLINE KIIU-
HUYeCcKUe pe3ysbraTl. MMeeTcss mo3u-
TUBHBIN ombIT mpuMeHeHust npu CCJI,
abaranenta (ABLl), purykcumaba
(PTM), unrepdepoHoB, penakcuHa, UH-
TMOMTOPOB THUPO3MHKMHA3BI, aHTUTEN K
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TpaHcopmupyoiemy dakropy pocta i (TGFp:) u ap. [24].
WcnbIThIBalOTCS TpernapaThbl, CIIOCOOCTBYIOLINME TONABICHUIO
(hubpo3o0dpazoBaHusi, PeryJMpyeMoro pasHbIMU MeXaHU3Ma-
MW: BHYTPUBEHHBIN YeTOBEYECKUIT MMMYHOTJIOOYJIMH, paraMu-
LIVH, TATUIOMUI, OOPTE30MUI, THTUOUTOPHI TPOMOMHA U JIP.

M3BecTHO, YTO mMOC/HE MPUMEHEHUsI TeHHO-WHXKEHEPHbIX
ouonornyeckux npemnapatos (I'MBIT) HaGmonanMCh OTUETIMBOE
YAydIIeHUe CUMIITOMOB apTpUTa M (hYHKIIMOHATLHOTO COCTOSI-
Hust 6oabHbIX CCJI ¢ BBIpAXEHHBIM CYCTaBHBIM CHUHIPOMOM
BOCTIAJIUTEJIEHOTO XapaKTepa, a TAKXKe TMOJIOXKUTeTbHAsT TUHAMU-
Ka HEKOTOPbIX Apyrux nposiieHuit 6onezuu. ' MBI He ucnosns-
3YIOTCS B TIO3IHEN (TepMUHATBHOM ) CTaAuU MPU pa3BUTUU HEOO-
paTUMOI HEOCTATOYHOCTH KM3HEHHO BaXXHBIX OPTaHOB.

Cepbe3Hoe TeopeTuyecKoe 000CHOBaHUE MOJOXEHO B OC-
HOBY KJMHUYeckKoro npuMeHeHus npu CCJl mHruburtopa vH-
repaeitkuna (W) 6 moyuauzymaba (TL3). Tak, mokazaHo, 4TO
npu CC/I nossiieHa Beipaborka MJI6 ¢pubpodaacramu u UJ16
n MJI6R moHoHyKI€apaMu niepudepryeckoil KpoBU. YpoBEHb
WJ16 GblT MOBBILIEH B CHIBOPOTKE M OMOINTATaX KOXU OOJBHBIX
CCJI, ocobeHHO Ha paHHEl cTaauu 3a00JeBaHUS, U KOPPEIU-
pOBAJI CO CTETIEHbIO AKTUBHOCTH M OOIIIMM CYETOM KOXU, YPOB-
Hem COD, CPb n uMmmyHorno0yauHoB. boiee Toro, ypoBeHb
MJ16 numen 0GpaTHO MPONOPLUUOHAIBHYIO 3aBUCMOCTD € (DYHK-
LIMeil JIETKMX U CKOPOCTBIO 3aXKUBJIEHUS AUTUTANIbHBIX 513B. OKa-
3aJI0Ch TaKKe, YTO MPOTHO3 ObLI XyXe Y 00JbHbIX CCJI ¢ BbICO-
KuMu KoHreHTpauusymu MJ16 B kpoBu. [lepBbIil ONBIT IprMe-
Henus T3 npu CCJI mo3BosisieT paccMaTpuBaTh €ro Kak 06e30-
nacHbIl U 3(pPeKTUBHBIN Tpernapar npu pedpakTepHbIx Gop-
Max apTpuTa, nepekpecTHbiXx ¢opmax CCJ/l ¢ peBMaTOMIHBIM
apTPUTOM U MOJIMMUO3UTOM, C BacKyauTamu [25].

B 2016 . FDA (Food and Drug Administration, FDA, US
FDA — YnpasieHue 1o KOHTPOJIIO KayecTBa MPOAYKTOB U Jie-
kapctBeHHbIX cpenactB CILLA) npenocraBuno TL3 craryc
«TIPUHIUTTMAIBHO HOBOE JIeKapcTBO» s JedueHus CC/. [an-
HBII CTaTyC MpemnapaToB, MPpeIHa3HAYeHHBIX TSI JICUEHUSI CEPb-
€3HBIX M OMACHBIX MJISI KU3HU 3a00JIeBaHUM, MO3BOJSIET YCKO-
PUTh UX BKJIIOYEHUE B KIIMHUYECKYIO MPAKTUKY. DTO CIIOCOOCT-
BoBaJIo akTUBHOMY u3ydyeHuto TLI3. [TokazaHbl ero 6e3omnac-
HOCTb U xopouas nepeHocumocts rpu CCJ. OgHako nepsbie
pe3yIBTaThl TBOMHOTO CIIETIOTO KIWHWYECKOTO WCCIIETOBAHMS
(faSScinate), koTopoe IuI0Ch 48 He 1 BKIItoYasio 43 00IbHBIX,
exeHeneabHo nony4yaBmux TH3 B moze 162 MI MOAKOXHO, U
44 GOJIbHBIX, UCITOJIB30BABIINX MJ1a11e00, He MOKa3aJId pa3Inyuii
B ITEPBUYHON KOHEYHOM TOUKe (KOXKHBINM cueT). Y 28% GONBbHBIX
OCHOBHOW TpyIIIbl Uy 7% Tpymiibl IUianeto ObUIO OTMEYEHO
yayamenue >(,22 1Mo onmpoCHUKY OIIEHKU COCTOSTHUS 3MOPOBBST
(mHaexc nHBanuausanuu; p=0,01). ¥ mauueHToB, MOJyYaBIINX
TL3, Habnoaa10Ch 3aMETHOE (XOTS M CTAaTUCTUYECKM He3HAUM -
Moe€) yiIydllleHHe TToKa3aTeseil Mo riodaJbHOI BU3yalbHOI aHa-
JIOTOBOM IIKaJie W OMPOCHUKY (DYHKIIMOHATBHOM OLIEHKU Jieue-
HUS XpOHUYecKoro 3aboseBanus [26]. Cepbe3Hble MHGEKIIMOH-
Hele HSI yarme peructpupoBanuch B rpyre, noiaydasiieit TL3,
YyeM B IpymIie rmiaie6o. B utore 0bu11 3aUKCUPOBAHBI ITOJTOXKM -
TeJIbHasl AMHAMUKA KOXHOTO cyeTa W CTaOMIM3alusl JIETOUHON
(byHKUIMM, OTHAKO pe3yIbTaThl 3TOr0 UCCIEA0BAHMSI [TOKA He J1a-
IOT OCHOBaHUI pekoMeHaoBath T3 a1t ucrnojb30BaHUS B 11U~
POKO# KITMHUYECKOH TIpakTrKe y 60mbHBIX CC/I.

HakoruteH 6osblioit onbIT aHTU-B-kieTouHoO#l Tepanuu
PTM (MOHOKJIOHAJTLHOE aHTUTENIO K TTOBEPXHOCTHBIM PELIETITO-
paM B-nmumdonuros — CD20). Ha pone neuenunst PTM otmeue-
HBl YMEHbILIEHNE KOXXHOro ¢pubpo3a u cTabuan3anus Win yayd-
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eHue GyHKUUM Jerkux (YypoBeHb JokasareabHocTd C). Y 00J1b-
Hbix CCII PTM npumensitor npu Hed(hHEKTUBHOCTU UIU HeE-
BO3MOXHOCTH TIPOBEICHUST CTAHAAPTHOUN Teparmuu UMMYHOCY-
MpeccaHTaMy (Ha3HAY€HHBIMU TT0 TIOBOY MOPaXKeHUSI JKU3HEH-
HO BaXXKHBIX OPTraHOB), MPH TSKEJIOM TeUYeHUHU 3a00JIeBaHUS C
BBICOKOI aKTMBHOCTbIO M HEOIArOMPUSTHBIMU (DaKTOpaMM Mpo-
rHo3a (ypoBeHb nokasatesibHOCTU C). PTM Ha3HauaioT 1o 2 1
BHYTPUBEHHO 4epe3 6—12 mec, ymeHbIas 1o3y a0 1—0,5 r mpu
nmocTkeHUn addekra. JiedeHre MPOBOAAT B TeueHHE 2—4 JIeT.
[MTockonbky B-KeTKrM WrpaloT BaXKHYH pOJIb B IaTOreHes3e
CC]J1, ux ciemyeT paccMaTpuBaTh Kak MepCcreKTUBHYIO TepareB-
TUYECKYIO MULLIEHb. XOTS UMEIOIIUIACS MUPOBO OTBIT aHTH-B-
kjeTouyHoi Tepanuu rpu CCJI moka HepocTaToueH U HeOOXOau -
MBI KayeCTBEHHbIE KIMHUYECKHE WCCIIEeIOBaHUSI, HEKOTOpPbIE
aBTOpHI paciieHuBaloT PTM Kak ajbTepHAaTUBY UMMYHOCYTIpEC-
cantam nipu JeueHuu MI1J1 y Takux nauueHToB [27].

OIHUM U3 MePCNeKTUBHBIX HAMPABJIECHUN SBIISICTCS U3yde-
Hue puoposa npu CC/I 1 BOZBMOXKXHOCTEI BO3ICUCTBUS HA aKTU -
BUpOBaHHbIC (prOpoOIacThl. B LIeHTpe BHUMaHUS UcCIeaoBaTe -
seit Haxonutes TGFP — kitoueBast Mosiekysia npu pudpo3upy-
oKX 3aboneBaHusax. Ha paznuunsix monensix Gudposa 6J10Ku-
poBanue TGFf mpuBoauT K MpeaynpekneHuio pa3BUTHUS WU
YMEHBIIIEHUIO BhIpakeHHOCTH (prbpo3a. Tak Kak y MaimeHToB ¢
CCJI B KOXe M JIeTOYHOM TKaHU yBeJIMYeHa 9KCIIPEeCcCust TeHOB,
perynupyembix TGFf, Obuta BhicKazaHa rMrore3a O TOM, YTO
osnokana TGFP moxet nath Tepanesruyeckuit agpdexrt. Ha pas-
HBIX CTaIusIX Haxonutcs uzydeHue oiokaropoB TGFp: dpeso-
mmmymMaba (fresolimumab, nan GC-1008), mupdeHnnoHa — Ma-
JIOM MOJIEKYJIbI, YACTUYHO JEUCTBYIOLIEH Yepe3 CUTHAJIbHBIC ITy-
™ TGFp, u ap.

Haubonee nHTepecHble pe3yabTaThl MOJYyYEHbI MPU U3yde-
HUU ¢hpezoaumymadba, KOTOPBIA SIBIISIETCSI BhICOKOA(M®OUHHBIM
HEUTpaIu3yIOIIMM aHTUTEJIOM, BO3ICUCTBYIOIIMM Ha BCE TpU
uzodopmbel TGFR. Beuto mpoBeneHoO MUIOTHOE OTKPHITOE TIPO-
CIIEKTUBHOE MccliefoBaHue Y 15 00abHBIX Tubdy3HOI paHHEH
CCJl (B TeueHue 12 Hen), B KOTOPOM TMPUMEHSIIU CIEIYIOLINE
OLEeHKM 3G GEKTUBHOCTU: KOXHbBIN CUET; OMONCUIO KOXU A0 U
BO BpeMsI JIeUeHUsI; OKpacKy Ha MMOPUOPOOIaCThl U BKCIIpeC-
cuto reHoB-MapkepoB perynsiuu TGFf (thrombospondin 1,
cartilage oligomeric matrix protein). Ha dhoHe neuerust ormeue-
HO OBICTPOE U TOCTOBEPHOE YMEHbIIIEHNE KOXXHOTO CYeTa, KOTO-
PbIii YETKO KOPPEJIMPOBa CO CKOPOCTbIO U CTENEHbIO CHIUXKE-
HUSI YPOBHSI KOKHBIX OMoMapkepoB ¢pudpo3sa [28]. Dkcnpeccusi
reHoB, Kotopsle peryaupyiorcs TGFp, cHuXanach B KOXHBIX
ouonratax Ha 3—4-if Henene moce jedeHust. [1pu cpaBHeHUN C
IPYTUMU KJIMHUYECKUMU HCCIEIOBAaHUSAMU CKOPOCTb CHIKE-
HUSI KOXKHOTO cyeTa Oblia OecriperieaeHTHOM. [1o maHHBIM cemMu
MJ1a1Ie00KOHTPOJIMPYEMBIX KIMHUYECKUX UCTIBITaHU (n=429),
MPU €CTECTBEHHOM TeueHuM paHHeit nuddysHoit CCII cpeaHee
yJIydllleHHe KOXHOTo cuera cocrtaBujio oT 2,9 no 3,4 Gamna 3a
6 1 12 mec. Ha done neueHus ppezonsumymadom 3ahukcrpoBa-
HO CHWXEHIE 3TOro Mokasaress Ha 5,1; 6,3 u 8 6a/utoB Ha 4-ii,
7-1i u 11-i1 HemensIX NeyeHus . ABTOPBI Ie1aI0T BBIBOI O TOM, YTO
OBICTpOE CHMXXEHUE IKCIpeccuu reHoB, peryaupyembix TGFf,
MPOMCXOANT MapalIeIbHO KIMHUYECKOMY YIYIIIEHUIO B OTBET
Ha Teparuio 1 9YeTKO yKa3bIBaeT Ha yJacThe 3Toro (akropa B I1a-
toreHese CC/I.

[Tupgherudon — aHTMHUOPO3HBIN areHT ¢ TTPOTUBOBOCTIAIM -
TEJbHBIMU CBOMCTBaMU, BKJIIOUAIOIIMMU TOPMOXKEHNE CUHTE3a
MPOBOCMAJUTE]bHBIX LUTOKUHOB M WHIMOMIMIO KJIETOYHOM
BOCTHIAJIMTENIbHOM Mposidepatinu. [TupdeHnnoH cHKaeT ypo-
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NERUKMK

BeHb TGFp:, mHrubupyer nponudepauuio ¢pubdbpodractoB u
CHHTE3 KOJUTareHa, YMEHbIIIaeT BOCIAJIEHUe TMyTeM CHYDKESHMS
CHUHTE3a, OCBOOOXKIEHMSI W TPAHCIOKAIMU pelenTtopa (akropa
Hekpo3a onyxonu o, WP u npyrux ¢gakropoB BocnajieHus.
Cpeny reoTponHbiX 3 dekToB mupheHnI0Ha — TaKXKe CIo-
COOHOCTB TTOAABSATh 0OOpa30BaHUE I'MAPOKCUILHBIX CBOOOIHBIX
pPaJIMKaJIOB U OKa3bIBaTh MPSIMOE UJIM KOCBEHHOE JeHCTBUE Ha
kosmnareH I, PDGEF, WJl6, U113, NJ112, dubponekruH, HSP47
u ICAMI. IMupdeHnaoH 3amMeIsieT MporpecCupoOBaHUE UINO-
MaTHYECKOTO JIETOYHOTO (pUbpo3a, YTo J0Ka3aHO B TPEX BBICO-
KOKa4eCTBEHHBIX KITMHUYECKUX UCTIBITaHUAX. [1pu muTenbHOM
Tepanuu NMUPOEHUIOHOM TOATBEPXKACHO CHUXEHHUE pHcKa
MPOrpecCUPOBaHUSI U CMEPTU OT UAMOMNATUYECKOTO JIETOUHOTO
ubposza Ha 30%. B Hacrosimee BpeMst TupheHUIOH peKOMEH-
JOBAH TPU JIETKOM U YMEPEHHO BBIPAKEHHOM MIUOTIATUIECKOM
JierouHoM (udpose.

[TpoBoauTCSI KTMHUYECKOE UCTIBITAHUE MUPhEHUIOHA TTPU
CCJI (LOTUSS), B koTopoe BKJII0YeHO 65 60bHbIX. [1pu orieH-
Ke pe3ysIbTaToB Yepe3 16 Hem Tepaluy ObUIO YCTaHOBIEHO, YTO
4acToTa ¥ PO TOGOYHBIX SIBJICHUI 0Ka3aJI1Ch CXOTHBIMU C
TAKOBBIMU Y OOJIGHBIX UIUOTIATMUECKUM JIETOUYHBIM (hOpO30M
(TomrHoTa, TOJIOBHAs 6oJb, cmabocTth). Yactora HS cocraBuna
97%, 13 HUX CBSI3aHHBIX C JieueHueM — 68%, ormeHa u3-3a HJ —
9,5%. Cpennue 3naueruss O2KEJ u JICJI (% ot m0KHOTO0) 3HA-
YHMO HE U3MEHWIMCh, OJJHAKO Y O0JIbHBIX, ICXOJHO MPUHUMAB-
mux M®M, noyrydeHbI ToCTOBepHbBIe pasnnuus [29]. Mccaeno-
BaHUST TIPOJOJIKAIOTCSL.

Bospiroii mHTEpeC BBI3BIBACT IPyIa aHTU(UOPO3HBIX Ipe-
MapaToB, OTHOCSIINXCS K MHTUOUTOPaM TUPO3MHKUHA3HI (MMa-

TUHUO, HUJIOTUHUO, AecaTUHUO M HMHTenaHuO). [Ipemapatsl
9TOI Ipynibl OJOKUPYIOT c-adesicoHKKMHA3y (abelson tyrosine
kinase) — ocHOBHy10 curHajibHyo Mosekyiy TGFf, a Takxe -
PO3MHKUHA3HYIO aKTUBHOCTD pelientopa mpodudposHoro dak-
topa pocta — PDGF, 3HaunTe1bHO CHIKAsA CUHTE3 KOJUIareHa 1
JIPYTUX OEJIKOB MEXKJIETOYHOTO MaTpukca. biiokatopbl THUpo-
3WHKMHAa3bl OKa3bIBAIOT OTUYETJIMBOE aHTU(DUOPO3HOE NelicTBIE
u npu CCJI: HaGonaMCh yMEHbIIEHWE KOXHOIO CUHAPOMA U
yiydiieHue jieroyHoit dyukiuu npu UTIL.

Hmamunub nMeI TI0Xoe COOTHOIIIEHME TI0Th3a/PUCK — OT-
MedyeHo OoJbioe konudecTBo HA u 0Tka30B oT JieueHwus!.

Hunmeodanu6 HepaBHO 3apeructpupoBaH B Poccum st jie-
YeHUs UIMONaTUYecKoro jJeroyHoro ¢uodposa. Teopetnueckue
TIPEIITOCHITKY Y OOII1e TAaTOTeHETUYECKIE YePThI MAMOTIaTuIe-
ckux UTUT u UTIT npu CCJL (akTuBauus ¢pudpo01acToB, aKKy-
MYJSIAsT MUO(GUOPOOIACTOB, OTIOXKEHNE KOMITOHEHTOB JKCT-
PaLeJITIONSIPHOTO MAaTPUKCA) MOCTYKWIM OCHOBAaHUEM IJIsT Ha-
yaia PITKU 111 ¢pazer SENSCIS. DTo ucnblTaHue JIUTEIbHO-
CThIO 52 Hem OyAeT HampaBJIeHO Ha OLIEHKY 2((EKTUBHOCTU U
nepeHocumocty HUHTenanuoa npu UIJI y 6onbHabix CCIL [30].
[Lnanupyercs BitoYUTh B UccaenoBanue 520 mauueHToB.

3akmouenune. Kypanuio marmuentos ¢ MIJI mpu CCJI Heo6-
XOIMMO OCYIIECTBIISITh C YIETOM CTETIEH! PacIIPOCTPAHEHHOCTHU
npoliecca, BBIPaXeHHOCTH PEHTICHOJIOTMYECKUX CUMIITOMOB U
(yHk1monanpHbIX HapymeHuid. K npenaparam nepBoil TMHUMA
OTHOCAT UMMYHocympeccantel — LD u MOM. Kiimaudeckue
WCTIBITAHUST HOBBIX JIEKAPCTBEHHBIX CPENICTB TTO3BOJISTIOT HaJle-
SITBCS, UTO YXe B OrKaiiiieM OymyIeM BO3MOXKHOCTH JICUEHUST
narueHToB ¢ UITJI pacimpsites.
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