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CuctemHble 3a601€BaHNUA COEAUHUTENbHOI TKAHU MOTYT ObITh CBA3aHbI C Pa3nyHbIMU GOPMaMM NErOYHOI rMNepTeH3UM
(JIr). PacnpoctpaHeHHocTb JIT BapbUpyeTcs CPeAm pas3fiuyHbIX CUCTEMHbIX 3a001eBaHUI COEAUHUTENBHOI TKAHW, IPU 3TOM
cuctemHas cknepogepmusa (CCL) nmeet camblil BbICOKWIA Noka3aTenb U coctasnset oT 8 fo 12 %. NMpu CCL NIT sensetcs
OAHUM U3 TAXKENbIX U XKU3HEYTPOXKAIOLWUX NPOSIBAEHMUIA, 4TO 0OYCNIOBNMBAET HEOOXOAUMOCTb U3yYeHUs AaHHOW NpoBneMbl.
Natorenes JIM npu CCL, pa3nuyeH v 3aBUCKT OT NPEUMYLLECTBEHHOTO NopaXeHus opraHos. JII MoxeT 6bITb NpeAcTaBneHa
NeroyHoii aptepuanbHoit runeptensuneit (JIAT) (1-s rpynna) npu “30NMPOBAHHOM MOPAXKEHWUU NEFOYHBIX COCYAOB
Unn npu 6onee pefKUx COCTOAHUSAX, TAKUX KaK BEHOOKKIIO3MOHHAs 60fe3Hb, MOPTONYAbMOHANbHAA TUNEPTEH3US,
WU NPU NEKAPCTBEHHOMN TOKCUYHOCTH. [pK NopaxeHUsx NeBbIX Kamep CepALa, Takux Kak hnbpo3 MMOKapAa, AUacTou-
Yeckas AUChYHKLMSA NEBOTO XenyaoyKa uamM Natonorus KnanaHos, pa3susaetcs BeHo3Has JIM (2-s rpynna). Mpu uxtep-
CTULMaNbHbIX 3a00N1EBAHNUAX NErkux, TaKUX Kak Hecneuuduyeckas u o6bIYHAA UHTEPCTULMANbHAS NMHEBMOHUSA, MOXET
Bo3HuKaTb JII, cBA3aHHas C nopaxeHuem nerkux (3-s rpynna). Mauuentsl ¢ CCLl noaBepxeHbl pa3BuTMIO TPOMG0O30B
1 TPOM603MOOMN NETOYHOI apTepun B CBA3U C 006pa3oBaHMeM aHTUGOCHONUNUAHBIX AaHTUTEN, YTO MOXKET NPUBECTU
K XpoHuyeckoii Tpomb6oambonuyeckoi JIT (4-s rpynna). XapaktepHoim ans CCL, sBnsieTca coyeTaHue y OfHOT0 nalyueHTa
HECKOMbKMX NpuuuH dopmuposanus JIN. MHoroo6pasue natoreHetudeckux BapuanTos JII npu CCA TpeGyeT MHAUBUAY-
aNbHOrO M KOMMNIEKCHOTO AMArHOCTUYECKOro NoAX0Aa K Kaw4oMy nauueHTy. MimeHHo oT BapuaHTa u natoreHesa JIl 3a-
BUCAT fabHeiilas TakTUKa BeieHNs 6ONbHOMO 1 onpeaeneHune NokasaHuii K HazHaveHuio JIAT-cneuuduyeckoii Tepanuu.

KnioueBble cnoBa: cucTeMHas CKIepofepMus, IeroyHas runepTeH3uns, eroyHas apTepuanbHas runepTeH3ns, 1erovyHas
apTepus, MHTepCTULMANbHOE 3a00NeBaHNe NErkuX, XpOHUYECKan TPOMOO3IMBOMYECKas IerouHas runepTeH3sus, karete-
pu3aums npaBsbix OTAENOB CePALa, CPefHee fAaBJeHUE B IEr0YHOI apTepum, BEHOOKKIIO3MOHHas BonesHs, aHTudocdo-
aunuaHble antutena, JIAT-cneuucuyeckas Tepanus
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Systemic connective tissue diseases may be associated with various forms of pulmonary hypertension (PH). The prevalence
of PH varies among different systemic connective tissue diseases, with systemic scleroderma (SSc) having the highest
rate, ranging from 8 to 12 %. With SSc, PH is one of the severe and life-threatening manifestations, which necessitates
the study of this problem. The pathogenesis of PH in SSc varies and depends on the predominant organ damage. PH can
be represented by pulmonary arterial hypertension (PAH) (group 1) with isolated damage to the pulmonary vessels,
or with more rare conditions such as veno-occlusive disease, portopulmonary hypertension, or drug toxicity. Venous PH
can also develop due to damage to the left chambers of the heart, such as myocardial fibrosis, diastolic dysfunction
of the left ventricle, or valve pathology (group 2). PH associated with lung damage may develop due to interstitial lung
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diseases, such as nonspecific and usual interstitial pneumonia (group 3). Patients with SSc are more susceptible to
thrombosis and pulmonary embolism due to formation of antiphospholipid antibodies, which can lead to the development
of chronic thromboembolic PH (group 4). A characteristic feature of SSc is that one patient may have several reasons
for PH development. The variety of pathogenetic variants of PH in SSc requires personalized and comprehensive
diagnostic approaches to each patient. Management of the patient and determination of indications for appointment
of PAH-specific therapy depend on the variant and pathogenesis of PH.

Keywords: systemic sclerosis, pulmonary hypertension, pulmonary arterial hypertension, pulmonary artery, interstitial
lung disease, chronic thromboembolic pulmonary hypertension, catheterization of the right heart, pulmonary artery
pressure, veno-occlusive disease, antiphospholipid antibodies, PAH-specific therapy
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BeepeHue

CucremHas ckiepoaepMusi (CCJI) — 2To XpoHUYECKOe
ayTOMMMYHHOe 3a0o0JieBaHME, XapaKTepu3ylolleecs I0-
paxkeHEeM KOXH U BHYTPEHHUX OPraHoB. PacripocTpaHeH-
HocTh CCJI B MUpe COCTaBIsIeT IpUMepHO 176 ciydaeB
Ha MUJUIMOH C €XEeTOIHOM 3a00J1eBaeMOCThIO 14 ciiyyaeB
Ha MusuinoH HacesieHus [1]. ITpu CCJI B matojgoruyeckuit
MPOIIECC BOBJIEKAIOTCSI MUKPOIIMPKY/ISITOPHOE PYCIIO, KO-
Xa, JIETKHe, CepALle, OpraHbl XKeJTyTOYHO-KHUIIIEIHOTO TpaK-
Ta, Toukw. [To TaHHEIM McclTenoBaHKS KOropThl European
Scleroderma Trials and Research (EUSTAR), BkitounBIeit
5850 mauuentoB ¢ CCJI, npuYnMHON CMEPTHU, HEMOCPEI-
ctBeHHO cBsa3aHHoi ¢ CCII, B 35 % ciydaeB ObLI JIETOYHBI
hubpos u B 26 % — nerouHast aprepuanabHast TUTIEPTCH3US
(JIAT) [2]. JTerounas runeptensus (JII) npu CCJI MoxeT
OBITH 00YCIOBJIEHA PA3IMIHBIMA ITpUYMHAMK. B naHHOM
cTaThbe clesiaH akueHT Ha BapuaHTax JIT mpu CCJI.

JleroyHas runepTeH3nA Npu CMCTEMHOM
CKnepoaepMum
JleroyHasi TUTIEPTEH3MSI YaCTO SIBJISIETCSI TIO3MHUM ITPO-
seneHueM CCJI u BoIsiBsieTcs B TedeHue 10—15 et nmocie
ycTaHOBJIeHUs auarHo3a [3]. OHa omnpeaensieTcsl U Kiiac-
cuduImpyeTcss Ha OCHOBE FeMOIMHAMUYIECKIX PO UIIei,
TTOJTyYeHHBIX C TIOMOIIIbIO KaTeTepU3alliy MPaBbIX OTICIOB
Cepala, ¥ XapaKTepU3yeTcs TIOBBIIIEHUEM CPEIHETO TaB-
JIeHUsI B JIerOYHoi aptepuu 6ojiee 20 MM pT. cT. [4].
HeobxonyrMo npruHUMAaTh BO BHUMaHWE 3HAYCHUSI TaBJie-
HUS 3aKJIMHUBAHUS JIETOYHBIX KalMJUISIPOB (B HOpMe
<15 MM PT. CT.) ¥ JIETOYHOTO COCYIUCTOTO CONTPOTUBIICHUS
(8 Hopme <2 En Byna).
Boigensior 5 rpynn JIT [5]:
+ 1-a9 — JIAT;
» 2-9 — JIT' BcneacTBre 3a00JieBaHUS JIEBBIX OTAEIOB
cepaua;
* 3-a — JIT BciencTBue 3a00IeBaHUI JIETKUX U/ VI TH-
TTOKCHH;
* 4-g — JIT" BcieacTBUe OOCTPYKLIMY JIETOUHON apTepUU;
* 5-9 — JIT' ¢ HesICHBIMM M /WU MHOTO()aKTOPHBIMU
MeXaHU3MaMHu.
Jlerounas runepteHsus npu CCJI MOXeT OTHOCUTBCS
K 4eThIpeM rpymmam (puc. 1) [6].

VY vactu 60nbHbIX CCJl nMeeTcsl mopakeHUue METKUX
JIETOYHBIX aPTEPUOJT M BEHYIT, YTO TIPUBOIUT K MOBBILLIEHUIO
JIaBJIeHUS B JIETOYHOU apTepuM W TnpekanusuisipHoit JIT.
B atom cayuae JII' otHocutes K 1-it rpynme. Tlpu CCJI,
MOXET mopaxaTbcs cepaile, ¢hpudbpo3 Muokapaa U Juc-
GyHKIIMS JI€BOTO XeJymodyka MOTYT NMpuBoauTh K JIT
2-i4 TpyMIIBI (BCIENCTBUE MTATOJIOTWU JIEBBIX OTIEIOB CEPLIA).
ITpy HaMMYKUKM UHTEPCTULIMATBLHOTO 3a001€BaHUS JIETKUX
(M3JT) JIT MoxkeT OTHOCUThCA K 3-ii rpyIe (BCaeacTBre
XPOHUYECKOTO 3a00JIeBaHUS JIETKMX U /WU TUIIOKCUM).
ITpu CCJI noBblllIeH PUCK BEHO3HBIX TPOMOO3IMOOINYE-
CKMX OCJIOXXKHEHUI, TTpex/Ie BCero BCIEeACTBUE 00pa3oBa-
HUS aHTUGHOCHOMUNMUAHBIX aHTUTEN. TpoMO03IMOOIMS
sneroyHoit aptepuu (TDJIA) u ee mocaencteust mpu CCJL
B PEIKUX CJIy4asiX MOTYT IIPUBOIUTH K XPOHUIECKOM TPOM-
60sMbommueckoii JIT, oTHOcsIelcs K 4-ii rpynie [6].
XapaktepHbiM Jist CCJI siByisieTCsl coueTaHue y OAHOIO
MalyeHTa HEeCKOJbKUX NpUYuH (opmupoBaHus JIT,
YTO TpeOyeT MHIAMBUIYATBHOTO MOAXOAa K KaXAoMy Ta-
LIMEHTY JIJIsT BBIOOpA MPAaBWIBHOMN TAKTUKMA TUarHOCTUKU
U JIeYEeHUS.

Jlerounas aprepuajbHAs THIEPTEH3NA,

acCOIMHUPOBAHHASA C CUCTEMHOI CKJlepoaepMueit

Hau6onee yactoit ¢popmoit JIT' mpu CCJI sBasgeTcs
JIAT. PacnipoctpaneHHocTh JIAI cpenu marmenToB ¢ CCJI
cocraBisieT ot 6,4 10 9 % [7, 8]. B MeTaaHanu3ze, BKIIO-
yusiieM 3818 mauueHtoB ¢ CCJI ¢ noarBepxkxaeHHoM JIT,
M0 JaHHBIM KaTeTepu3alluy MpaBbix oTae 0B cepaua JIAT
HaOmoganach B 63 % caydaes [7]. Yacrora JIAI, acco-
nuupoBaHHoit ¢ CCJ (CC—JIAT), y malueHTOB ¢ TUMU-
TUpoBaHHOU U nuddy3HOU dbopmamu coctasiser 0,4
u 1,25 cydas Ha 100 mauueHTO-J1eT COOTBETCTBEHHO [9].
CwMmepTHOCTb, cBsizaHHas ¢ JIAT nmpu CClI, ocTtaeTcs Bbl-
COKOI1, HecMOTps Ha JocTynHocThb JIAI-cneuuduueckoit
tepanuu. B Metaananuze G. Lefévre u coaBt. 1- u 3-neTHsIs
BBIKMBAaE€MOCTh 00JIbHBIX cocTaBmia 81 u 52 % cooTBer-
ctBeHHoO [10].

Iucronornuecku CCI—JIAT nMeeT MHOro oOLIMX Xa-
pakTepucTuK ¢ uauonarudeckoi JIAI, B yacTHOCTU TU-
MepIUTa3uI0 MHTUMBI, TUTIEPTPODUIO MEAUN 1 aHTHUOIIPO-
audepatuBHble nopaxeHus [11]. IlaTtosormueckuii
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1-a rpynna. JleroyHas aptepuanbHas
runepteHsua / Group 1. Pulmonary arterial
hypertension

+ aCCOLMMPOBAHHas C CUCTEMHO
cknepogepmuent / associated with systemic sclerosis
« nekapcTBeHHan / drug-induced
+ BEHOOKKJI031OHHas 6onesHb / veno-occlusive
disease
- opTonynbMOHanbHas / portopulmonary

4-a rpynna. XpoHunyeckas
Tpom603M6oNMYecKas neroyHas
runepteHsusa / Group 4. Chronic
thromboembolic pulmonary
hypertension

2-arpynna. lMaTtonorusa neBbix oTAenos cepaua /
Group 2. Left heart pathology

- Anactonuyeckan AncGyHKLMA NeBoro
xenypouka / left ventricular diastolic dysfunction

« cucTonnyeckan ANCyHKLMA NeBoro
Xenypouka / left ventricular systolic dysfunction

- matonorua knanaHos / valve pathology

« aputmun / arrhythmias

3-a rpynna. MopakeHne nerknx/
runokeuma / Group 3. Lung damage/
hypoxia
« IHTepCTMLUManbHble 3aboneBaHus

nerkux / interstitial lung diseases

Puc. 1. Ipynnoi necounoii eunepmensuu npu cucmemHoll cKkaepodepmuu (60cnpouseodumcs ¢ usmenenusmu u3z [6] coenacro auyensuu Creative Commons
Attribution- NonCommercial- No Derivativs 4.0 International License, https.//creativecommons.org/licenses/by-nc-nd/4.0/deed.en)

Fig. 1. Pulmonary hypertension groups in systemic scleroderma (reproduced with modifications from [6] under the Creative Commons Attribution-
NonCommercial-NoDerivaivs 4.0 International License, https.//creativecommons.org/licenses/by-nc-nd/4.0/deed.en)

MPOLECC XapaKTepU3yeTcs IIeKCU(OPMHOIA IEPECTPOIKOM
aprepuit, nponudepaiueil B MX CTEHKE INIaAKOMBIIIEYHbIX,
BHIO0TEIMAIBHBIX KJIETOK, (hudpobiaacToB, Muoduodpobdia-
CTOB U MEPUIIUTOB, PEAYLIMPOBAHUEM IMPEKAMUIISIPHBIX
apTepuil U MOBBIIIIEHHOUN MepUBaCKYIIpHON UHGUIBTpa-
1IMel BocnaauTeabHbIMU KieTKamu (B- u T-numdbonu-
TaMM, TYYHBIMM, I€HIAPUTHBIMU KJIETKaMU, MaKpobaramu)
[12]. Bmecte ¢ TeM CCH—JIAT u unuonatuyeckas JIAT
WMEIOT U HEKOTOPbIE OTJIMYMUS B MMaTOreHe3e, TMCTOJIOT U -
YeCKMX, TeMOAMHAMUWYECKUX U KIMHUYECKMX XapaKTepu -
ctukax. [TpumeuarenbHo, uro mpu CCI—JIAI B erouHoit
apTepur HabII0JaeTCs MEeHbIIEe TIeKCU(hOPMHBIX Mopa-
JKEHUI 1 00JIbllIe paclpoCcTpaHeH (hrOpo3 UHTUMBI apTe-
puit, yem npu uaronatuueckoit JIAI [13], a Takxke 6osiee
XapaKTepHO MOPakeHME JIETOUHBIX BEH U BEHYJT, UTO MOXET
HaItOMMHATh TUCTOJOTMYECKYI0 KaPTUHY BEHOOKKIIIO3U-
oHHoI1 06ose3Hu Jerkux (BOBJI) [14, 15].

ITpu CCJ—JIAI Bo3pacTtaeT pojib IPOBOCHATUTENbHBIX
MEIUaTOPOB B PA3BUTUM PEMOECIMPOBAHNS COCYIO0B. DTO
TMPOUCXOMIUT 3a CYET JJOKATBHOIO BOCITAJIEHUS W Hapylle-
HUS aHTHMOTeHe3a B TKaHU Jierkoro. K sHaoTennanibHOI
nuchynkimy npu CCIL npuBoasT Takue hakTopbl, Kak SH-
JOTeJVH 1, BBI3BIBAIOIIUI BA30OKOHCTPUKIIUIO, U (haKTOP
pocCTa 3HIOTENUSI COCYIOB, BAUSIOIIMNA HA aHTMOTeHE3
U cTUMyIUpytomuit pudpos. B padore Y. Shirai u coasT.
yCTaHOBJIEHO, uTo y nanueHToB ¢ CCJI Bo3neiicTBUE BbI-
COKMX KOHIIEHTpaIl1ii TEeHTpaKCHHa 3 MOXET MOAaBISATh
BacCKyJIOT€He3 U CITOCOOCTBOBATh TAKUM COCYIUCTHIM MPO-
SIBIIEHUSIM, KaK sI3BbI TTasiblieB Kucteii u JIAT [16]. TToBbI-
ILIEHHAas1 3KCITpecCcusl 3HAOTETUATbHBIMU KieTKaMu MPC-
1 (monocyte chemoattractant protein 1, MOHOLIUTapHbII
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xeMoaTTpakTaHTHbIN O6enok 1) u VCAM-1 (vascular cell
adhesion molecule 1, MmoaeKysa aare3nu COCyauCThIX Kiie-
ToK 1) ctumynupyetr nuddepeHIMPOBKY JEHKOIMTOB
U ycunuBaeT BocriajieHue [17]. OOCTpyKTUBHOE peMoje-
JIMPOBAHMUE JIETOYHOTO COCYMCTOTO pycJia MPUBOIUT K IMO-
BBILIEHUIO JIETOYHOT'O COCYAVICTOrO COIPOTUBICHUS U AaB-
JIEHUs B JIETOYHOU apTepuM C MOCAEAYIOIIUM pa3BUTHEM
MPaBOXETYyIOUYKOBOW CEpAeYHON HEAOCTAaTOYHOCTH.
Jung manuentoB ¢ CCH—JIAT xapaktepHbl OoJiee BbIpa-
>KEHHO€ CHIKEHKME COKPATUTEIbHOI CITIOCOOHOCTH MPaBo-
IO XeJyAouKa U MOBbIIIEeHUE YPOBHSI N-TepMUHATBLHOTO
¢parMeHTa MPOropMoOHa MO3rOBOTO HATPUIAYPETUIECKOTO
nenTuaa, 4YeM y IMaluuMeHToB ¢ uauonarudeckoit JIAT,
YTO OTpaxkaeTcsl B CHUXKEHHOM CMTOCOOHOCTHY ITPaBOro XKe-
JIyToyKa KOMIIEHCUPOBATh BO3pacTarollee JaBjieHue B Jie-
royHoii aptepuu [18—20]. ITpnunHoii 6oJiee BbIpaXKeHHOMI
MpaBOXEJYTOUYKOBON CEPAEYHOW HEMTOCTATOYHOCTH
y nanmeHToB ¢ CCI—JIAT MoxeT ObITh U hOpMUpPOBaHUE
BOCITAJIMTEILHOTO UH(PUIBTpaTa U ¢pudpo3a, 4acTo odHa-
PYXMBaeMbIX B 9HIOMUOKap/e MPY UCCIEAOBAHUU CEKIIU -
OHHBIX U TMCTOJIOTUYECKUX MpernapaToB TKaHU MPaBOro
xenynouka [18, 21].

Jlerounas aprepuaibHas runepTeH3usi, CBI3aHHASA

C IpUMeHEeHHeM JIEKAPCTBEHHbIX MpenapaToB

NPU CUCTEMHO# CKJIepOoIepMUn

Jlerounas aprepuanbHas rurnepreHsus npu CCI mo-
3KET Pa3BUTHCS B pe3yJIbTaTe BO3NECUCTBUS JIEKAPCTBEHHBIX
npemnapatoB. JaHHasg ¢gopMa oTHocuTcd K 1-if rpymie
B knaccudpukauuu JII. TIpenapaToM, BO3ZMOXHO BIUSI-
oM Ha pasutue JIAI, saBiserca uukiodochamu,
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KOTOpBIM 4YacTo ucroyibdyercsd B jedyeHuu CCJ npu
OBICTPOIIPOIPECCUPYIOLLIEM TEYEHUU C BOBJICYEHUEM JIET-
KuX 1 cepaua [22]. U3BecTHO, UTO alKWIMPYIOLINE areHTHI,
0CO0EHHO 1UKIJIo(hochaMul, MOBLILIAIOT PUCK Pa3BUTUS
BOBJI [23], ogHako TOYHBI MexaHU3M pa3Butus JIAT
Mnpu MIpUMeHEeHUU 1uKIohochamMuaa eiie o0CyKaaeTcs.
B uccnenoBaHMsIX Ha Kpbicax BBeAeHUE HMKIOo(Gochamu-
Jla BBI3bIBAJIO TUNIEPTPODUIO MEIUU apTEPUOJI, TPAHCMY-
pajbHY10 UH(MDUIBTPALIMIO BOCTIATUTETbHBIMU KJIETKAMMU,
YTOJIIIEHUE CTEHOK BEHYJI IO JaHHBIM T'MCTOJOTUYECKUX
CPE30B U YBEJIMYEHUE COOTHOIIEHUS MacChl IPaBOTo Xe-
Jiynouka K macce Tena [24]. Pazsutue JIAI BciaeacTBue
MpUMeHeHMs [uKIodochamMuna NoaATBEPKAAETCS TaHHbI-
MM axokapauorpaduu (9xoKT') 1 KkateTepu3aliviy MpaBbIx
OTJIEJIOB CEPILIA, IPUYEM B Psie CIyYaeB OTMEYaeTCs BO3-
MOXHOCTbh 00paTHOro pa3putus JIAI mociie OTMEHBI Te-
parmu uuKitopocdamumom [25, 26].

MwMerotcst nanHbie o pazsutuu JIAI Ha oHe npume-
HeHUs1 puTykcumaoa [13, 27], onHaKO He3HAYUTEIbHOE
KOJIMYECTBO ONMUCAHHBIX KIMHUYECKUX CJIyJaeB B IUTEpa-
Type MO3BOJISIET MPEATIOJIOXUTh, YTO TAKOE NEUCTBUE PU-
TyKcuMaba BcTpeyaeTcs KpaliHe peako. CTOUT OTMETHUTb,
YTO B MPEACTABJICHHBIX Cayvasix HukKiIodpochamMua u pu-
TyKCUMa0 Ha3HayaIuCh MallMeHTaM B CBSI3U C OHKOJIOTHU -
yecKkuMu 3adosieBaHUsIMU. PoJib 3THX MpenapaToB B pa3-
putumn JII' y manuentoB ¢ CCJ Ha JaHHBIA MOMEHT
HE OolpeeseHa.

ITopTonmyibMOHAIbHAS JIETOYHAS APTEPUAJIbHAS

THNEPTEH3Ns

ITopronynsMoHanbHas JIAI pa3BuBaeTcs Ha oHe
MMOPTAJIbHOM TMITEPTEH3UN: TIOBBIILIEHHE 1aBJIeHUS B TIOp-
TaJIbHOW BEeHE pacIpoCTPaHsIEeTCS Ha HUXKHIOK TOJIYIO
BEHY, a 3aT€M Ha MpaBble OTAEJbI CEPLIA U JIETOYHYIO ap-
teputo. [TopranbHas TUTIEPTEH3Us] MOXKET KaK pa3BUBaTh-
csl BCJIEACTBUE Pa3IMYHBIX 3a00J€BaHUI MEYeHM, TaK
1 OBITh camocTosiTebHoM narojorueit. [Ipu CCJI Bo3-
MOXXHO BO3HUKHOBEHUE IMOPTaIbHOW TUIIEPTEH3UU, HE
CBSI3aHHOM C IIMPPO30M IeueHu. MiMeeTcst moctaTouHoe
KOJIMYECTBO COOOIIEHUI O pa3BUTUH MAMOIIATUIECKOM TIOp-
TajbHOU runeptreH3uu y naureHtos ¢ CCJI [28—30].

IIpu CCJI, xak ¥ Ipu UIMOIATUYECKON MOPTaAbHON
TUNepTeH3uu, oTMeuyeHo noBbiieHue ypoBHsa TGF-
(transforming growth factor B, TpanchopMupymoImit hak-
Top PB) U haKTOpa pocTa COENMHUTEbHON TKaHU B CHIBO-
potke KpoBu. OHU TakKe 0OHAPYKMBAIOTCS B ITOPAXKEHHBIX
(hnbpo30M KoxXe 1 mopTaIbHBIX TpakTax [31, 32].

JpyruMu IpUIMHAMU MIOPTAJIbHOM TUTIEPTEH3UY TTPU
CCJI moryT cTaThb ayTOMMMYHHBIE 3a00JIeBaHUS TIEUEHU,
TaKue KakK MepBUYHBIN OMTMapHBIN XOJIAaHTUT, pexke — Imep-
BUYHBIA CKJIEPO3UPYIOIIMI XOJaHTUT. [IepBUYHbBINA OMIK-
ApHBIA XOJIAHTUT SIBJISIETCSI CAMBIM PacIpOCTPaHEHHBIM
accoLMMpoBaHHbBIM 3a00/eBaHreM neueHu npu CCII [33].
B pa6ote G. Lepri 1 coaBT. HaTMYMe MEPBUYHOTO OMIMAp-
HOTO XOJIAHTUTAa HE aCCOLMMPOBAIOCH C MOBBIIIEHUEM
yacTtoThl JIAT y manuenToB ¢ CCJI [34]. OgHako B uccie-

nosaHusx T. Ikawa u coaBt., H.T. Meitei 1 coaBT. olileHU -
BaJlach posib B pa3BuTuu JIAI Mmapkepa aKTUBHOTO BOC-
MMajJeHusI, cCBSI3aHHOro ¢ Murpanmeit kiretok CCR6+
1 KOPPEJIUPYIOIIETO C TSDKECThIO ayTOMMMYHHBIX 3a00J1e-
BaHuii (C-C motif ligand 20, CCL20). ¥poenr CCL20
y nauueHToB ¢ CCJI MOJ0XUTETbHO KOPPEIUpPOBal CO 3Ha-
YeHHUEM CUCTOJIMIECKOTO NaBJICHUs B JIETOYHOM apTepuH,
a TakKe 3HaYMMO TTOBBIIIAJICS MPY HAJIMYUM aHTUMMTO-
XOHJIPUAJTBHBIX aHTUTeI M2, XapaKTepHBIX IS TIEPBUAY-
HOro OmIMapHoOro xomaHrura [35, 36]. Dra accouumauus
MOXEeT yKa3bIBaTb Ha UMMYHOJIOTUYECKYIO B3aMMOCBSI3b
nepBu4yHoro omnuapHoro xonanruta u JIAT nmpu CCII.

BeHOOKKII0310OHHAS 00.1€3Hb JIETKUX

BeHooKKTI031M0HHAs1 60JIE3Hb JIETKUX — penKast (hop-
Ma JIT' co 3HaUUTETHbHBIM BOBJIEYEHUEM JIETOYHBIX BEHYJT
u BeH. 3aboneBaemocth BODBJI coctaBnsier 0,5 ciyyast
Ha MWUIMOH HacesieHus B rof [37]. Dra marosnorus sBis-
€TCsl TeHeTUIeCKH-0ITOCPEI0BaHHBIM 3a00JIeBaHNEM, CBSI-
3aHHBIM ¢ MmyTtauueit B reHe EIF2AK4 [38]. Bo3nelicTBue
ANKWIUPYIOIIX XMMUOTEePaNeBTUIECKHIX areHTOB WJIN Op-
TaHUYECKMX PaCTBOPUTENIC — Cepbe3HbIil (haKTOp prcKa
pa3BuTus 3TOrO 3a001eBaHus [39]. Takke Obljia mpU3HaHa
cBs13b BOBJI ¢ CCJI [40]. TucTtonornuecku 3abojaeBaHue
XapaKTepu3yeTcs YTOJIIIIEHNEeM MHTUMBI, TUlaTalyeid aab-
BEOJISIPHBIX KaITWIISIPOB Y Pa3BUTUEM OKKJIIO3MOHHOTO
BeHO3HOro ¢ubposza. B GONBIIMHCTBE cllydyaeB MPUCYT-
CTBYIOT aHTMOTIPOJIM(EePaTUBHBIC TTPOSIBJICHUST, UICHTHY -
HbIE TeM, KOTOpble HaOII0AAIOTCSI IPU TeMaHTMOMAaTo3¢e
JIETOYHBIX KanmuJutsIpoB. Takke MOXeT HaOII01aThCs T0-
paxkeHue JIeTOYHOI apTepuu B Buae (huOpo3a MHTUMBI
u runeptpodun Meauu. IlnekcudopmHbie TopakeHUs
npu BOBJI He otmeuatrotcs [41]. JluarHO3 MOXET OBIThH
3aImoI03peH Ha OCHOBAHUY Pe3YJIbTaToB (DYHKIIMOHATBHBIX
JIETOYHBIX TECTOB (YacTO HAOJIOAAeTCsT BEIPaXKeHHOE CHU-
xeHue nuddy3noHHol crocobHocTH yerkux: <50 %
OT MOJDKHBIX 3HaYEHUIT), aHaJIu3a Ta30B apTepuaJbHOMN
KPOBU (TsDKeJIasi TUTTOKCEMUST) U KOMITBIOTEPHON TOMO-
rpauy opraHoB I'PYJAHOM KJIETKU C BBICOKMM pa3pelie-
HMEM (XapaKTepHbI PETUKYJISIPHBIE U LIEHTPIIOOY ISIPHBIE
M3MEHEHMUSI 10 TUITY «MaTOBOTO CTEKJIa», Y3EIKU U YBEJIU -
yeHue JTuM@aTUIeCKuX y3JI0B cpeocTeHus ). B uccneno-
BaHuM S. Giinther U coaBT. OLIECHUBAINCH U300paAKEHMS
KOMITBIOTEPHOI TOMOTpaduu OpraHOB TPYIHOM KIIETKHU
C BBICOKMM paspenieHreM y 26 nauueHToB ¢ CCJI u mpe-
kamwuisgspHoit JIT. PetukynsgpHble u3aMeHeHUs1 HaOtoaa-
ek y 89 % MalMeHTOB, IEHTPUIOOYISIPHBIC U3MEHEHUS
10 TUITY «MaTOBOTO CTeKJIa» — y 46 %, MeauacTUHAIbHAS
muMpaneHonatus — y 58 %. Hanuuue >2 Bollienepevnc-
JIEHHBIX PEHTI€HOJIOTMYECKUX IPU3HAKOB acCOIIMUPOBa-
JIOCh C TIOCJIEAYIOIIMM OTEKOM JIeTKUX nocJjie Hayasa JIAT -
cneuuduyeckoit Tepanuu [42]. B padore P. Dorfmiiller
U COAaBT. CPAaBHUBAIM 00pa31ibl JETOYHOI TKAHU 8 maru-
eHtoB ¢ CCA—JIAT 1 29 naiiueHTOB ¢ MAUOIIATUYECKOMI
JIAT. OGCTpyKTHUBHBIE TTOPaAKEeHUSI JIETOYHBIX BEH U Be-
HyJ npucyrctBoBaau y 75 % nmaumentoB ¢ CCI—JIAT
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u ToibKo Y 17 % B rpynme unuonatudeckoii JIAT [14].
IMopaxkeHue JerOYHBIX BeH/KaNUJUISIPOB CBSI3aHO C He-
0JIaTONIPUSITHBIM TTPOTHO30M, OTPAaHMYEHHBIM OTBETOM
Ha Tepanuto JIAT u puckoM oTeKa JIerKux Mpy Ha3HaYeHUU
JIAT -cneunduyeckux npenapatos [43]. Takum o6pa3oM,
cJelyeT paCCMOTPETh BO3MOXHOCTbh HATUYUSI KOMIIOHEH-
Ta BOBJI B cilyyae BOSHUKHOBEHUS KIIMHUYECKOTO YXY/-
meHus nocje Havana JIAT-creunduryueckoin Tepanuu
y nauueHToB ¢ CCJI. B ¢B3u ¢ HU3KOM BBIXKMBAEMOCTBIO
npu BODBJI pekomeHayeTcss paHHee HamlpaBieHUE
Ha TpaHCIJIaHTaLMIO Jerkux [44].

Jlerouynas runepreH3us, aCCONMMPOBAHHAS

C MopazkKeHHeM JIEBbIX OTIIEJIOB Cepaia

JlerouHast TUIIEpTEH3MSsI, CBSI3aHHAs C TaTOJOTHUEH
JIEBBIX OTHEJIOB Cepllia, BOBHUKAET Ha ()OHE BHICOKOTO
JABJICHUS B JIEBOM IIPENCEPANH, YTO IIPUBOIUT K PETPO-
TPaJIHOMY TIOBBIIIIEHHIO TABJIEHUS B JISTOYHBIX BeHaX, Y TIPE/I-
CTaBJIIET COOOM JIErOYHYI0 BEHO3HYIO TUIIepTeH3UI0 [45].
Cpenu Bcex MalMeHTOB ¢ BbIsiBJIeHHO# JIT 3TOT THIT SIBJISI -
eTcs HauboJiee pacrpocTpaHeHHbIM (10 80 %) [46].

ITpuurHamu, npuBoasamMu K BeHo3How JIT ipu CC,
MOTYT OBITh CepAeYHast HEJOCTaTOYHOCTh BCIISACTBUE 1TO-
paXkeHus1 MMOKapia ¢ pa3BUTHEM CHCTOJIMYECKON 1 Tra-
CTONMYECKOI AMCHYHKITUH JICBOTO XKeJTyI0uKa, TIaTOJIOT s
MPOBOISIIEN CUCTEMBI Cep/Ilia WIM KJIalTaHHOTO armapaTa
[47, 48]. ITpu CCJI HabmromaeTcs BbICOKasi pacipocTpa-
HEHHOCTb CepIeYHON HETOCTAaTOYHOCTH C COXpaHEHHOM
dpakuueii Bbiopoca [49]. Cnetmuduuroe ajist CCI Mukpo-
BacKyJISIpHOE TOBpEXAeHWE NMPUBOIUT K I GY3HOMY
MEJIKOOYaroBOMy MIIIEMUYECKOMY TTOpaXKeHUIO MUOKap/Ia.
BrnocnenctBuu hopMupyoTcs ouaru Hekpo3a u (pudposa,
YTO MPUBOAMT K TUACTOIMIECKOMN TMCHYHKIIMY XKeTyI04-
KOB, BbIsIBJIsIeMoit Tipy DxoKI. YacToTa nopaxxeHus cepaua
npu CCJI coctasnstet 15—35 % [2, 47], Tipu 3TOM YacToTa
pazputus JII' 2-ii rpynnel Ha doHe CCJl nocToBepHO
Heus3BecTHa. B KpymHBIX MeTaaHaau3ax MOKa3aHo, YTO
y nauueHToB ¢ CCI—JIAT MoXeT HeT0OLIeHUBATLCS MTOCT-
KanmwuIsIpHbIi KomrioHeHT JIT' BeiencTBue Haimuus Ia-
TOJIOTUM JIEBBIX OTIEJIOB CEpMlia, MTOCKOJbKY TOCEIHSIS
MOXeT ObITb CKpbITOH [50, 51]. 17151 BBIABICHUS CKPBITOM
JIAACTOJIMYECKOM MTUCGHYHKIIMU MPU ITaBJIeHUM 3aKINHM-
BaHUS B JIETOYHOM apTepuu <15 MM PT. CT. MOTYT UCITOJIb-
30BaThCsl HArpy304YHbIE TECThI WJIM TECT C XUIAKOCTHOM
npoBokalnueii. ITo JaHHBIM HEKOTOPBIX aBTOPOB, OBICTpast
uHby3us (B TeueHue 5—10 mun) 500 moa (7—10 mi/Kr)
(br3roIOrMYeCcKOro pacTBOPa MPUBOIUT K YBETMUCHMIO 1aB-
JIEHMSI 3aKJIMHUBAHUS B JIETOYHOM apTepuu >18 MM PT. CT.
MPU HAJTMIUU TUACTOJIMYECKOM TUCHYHKIINN JIEBOTO XKe-
JIyIOYKa, YTO YKa3bIBAaeT HAa CKPBITYIO CEpACUYHYIO HEeI0-
CTaTOYHOCTb C COXpaHEHHON (hpakiiueil BbIOpoca, XOTs
HEOOXOIMMBI BaJIUAAIMS 1 JOJTOCPOYHAsl OlIeHKa 3TOTO
meTona [52]. C momonipo TecTa ¢ XKUAKOCTHOU MPOBO-
Karueii B uccienoanuu B.D. Fox u coaBt. 11 % manueHTOB
¢ CCA-JIAT 65bu10 nepekBaMbUIIMPOBAHO BO 2-10 IPYII-
ny JIT [51]. ITpu ouenke peructpa PHAROS M.R. Lammi
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M coaBT. oT™MeTuau, 4To y 30 % (n = 120) mauueHTOB
MpY MOBTOPHOM KaTeTepu3alliy MpaBbIX OTACJIOB CepAlla
nuarHo3 JIAT 6b11 udmeneH Ha JIT' 2-i1 rpynmsl [53]. ITo-
cJieHue JaHHBIE CBUIETENBCTBYIOT O TOM, UTO ITACCUBHOE
MOJHSATUE HIDKHUX KOHEYHOCTE MallMeHTa BO BpeMsI Ka-
TeTepr3allMy MpaBbIX OTAEIOB Cep/lla TAaKXKe MOXKET I0-
MOYb PACMO3HATh CKPBITYIO CEPIEYHYIO HEMOCTATOYHOCTD
C coxpaHeHHO ¢pakiueit Beiopoca [54]. TakuMm o6pazom,
nuddepennmanbHag nuarHoctuka Mexnay CCIH—JIAT
u CC/ ¢ JIT, accournpoBaHHOM ¢ MaTOJOrUel JEBbIX OT-
JIEJIOB cep/lia, JOJKHA MPOBOIMUTHCS C YUeTOM (PaKTOPOB
pucka (apTepuajbHas TUIEPTEH3Us, OXKUPEHUE U ca-
XapHbBIA UabeT), TaHHbIX dJeKTpoKapauorpaduu, pas-
Mepa JIEBOTO MpeAcepansi U MapKepOB JUACTOIUYECKOMN
guchyHkuuu npu IxoKI. B COMHUTENbHBIX Caydasix
MOXHO MCHOJb30BaTh JOMOJHUTEIbHbIE METObI AUa-
THOCTHUKM.

Hanuuue y manuenta ¢ CCJI noBbllLI€HUST AaBJIeHUS
B JIETOYHOU apTepuu U TUCHYHKIIUU JIEBOTO UK 060UX
XeJIyTOYKOB Cepilla MOXeT MOTpedoBaTh AaJTbHEHIIIMX
WHCTPYMEHTAIbHBIX UCCEA0BAHUMI, TAKUX KAaK MAarHUT-
HO-pe30HaHCHas ToMorpadus Wiu CUMHTUATpadus cepa-
11a, I YTOYHEHUs NpUPOAbl MopaxeHus cepaua u JIT
[55, 56].

Jleroynas runepreH3usi, aCCONMMUPOBAHHAS

C MATOJIOTHeH JIETKUX

K 3aboseBaHMSIM J€TKUX, aCCOLIMUPOBAHHBIM C pa3-
ButueM JII' 3-11 rpyIibl, OTHOCSTCS XpOHUYECKast OOCTPYK-
TUBHas 00s1e3Hb Jerkux, M3JI, o0cTpyKTMBHOE alTHO3 CHa,
OpoHXUManabHasg acTMa U MyKOBUCITMA03 [45]. Y maiiueHTOB
¢ CCJ JIT 3-i1 rpynnbl B NOAABSIONIEM OOJBIIMHCTBE
ciydaeB gpisercs cieactsueM M3J1. T1o pa3HbIM JaHHBIM,
peHTreHoornveckue npusHaku M3J1 uMeroTcss Ha MOMEHT
00cen0BaHMS WM OOHAPYKUBAIOTCS B XO/Ie 3a00J1eBaHUsI
y 65—80 % nanueHTos [57, 58]. Y GoJabLIMHCTBA NaLEH-
ToB ¢ M3JI 3HaUnMoe mopaxkeHue JeroYHol TKaHU U T0-
BBIIIIEHUE TaBJICHNS B JIESTOYHOM apTepyu He BO3HUKAIOT,
oaHako npu nporpeccupytoieit CCI ¢ M3JI yacto BbI-
siBjisieTcst JIT, 4To 3HAUUTEIbHO YXyLIaeT MPOrHo3 3a00-
neBaHus [59]. IpeanonaraeTcsi HECKOJIbKO BO3MOXKHBIX
nyteit pa3Butus JII' BeneacrBue M3J1. OauH 13 HUX CBSI3aH
C TUTIOKCUYECKOM Ba30KOHCTPUKIIMEH B OTBET Ha TUIIOK-
ceMuio. MI3Ha4aJIbHO 3TOT MEXaHU3M SIBJISIETCST alanThB-
HBIM U YJIy4IIaeT OKCUTEHAIINIO BEHO3HOM KPOBU 3a CUET
repepacnpeie’eH1s KpOBOTOKA B JIETOYHBIX cOCyax B 00-
Jiee BeHTUIMpyeMble objactu. Co BpeMeHeM Iporiecc
MepexonuT B a3y MaToJIOTMYeCKOTO PEMOIETNPOBAHUS
COCYIIOB TUTIEPBEHTUIIMPYEMBIX 00J1acTei 1 rurieprepdy-
31U B MOPAKEHHBIX y4acTKaX JIETKOTO, YTO IPUBOAMT K Ha-
PYLIEHUIO BEHTWISIIMOHHO-TIeP(hY3MOHHOTO COOTHOIIIE-
Hus. Takoke MpenosaraeTcsl y9acTie IMpOBOCIIATMTEIBHBIX
MeJIMaTOPOB B Pa3BUTUU PEMOIEIUPOBAHMS COCYIOB 3a
CYeT JIOKAJTbHOTO BOCTIAJIEHUS M HApYIIIEHUST aHTUOTeHe3a
B TKaHu jerkoro. [1pu ganHoit ¢popme JII" naBieHue B jie-
TOYHOW apTepuM U TPaBOM XKeIYAOYKe ITOBBIIIAETCS
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B OTBET Ha yBEJIWYECHUE JIETOYHOTO COCYIMCTOTO COIpPO-
TuBieHusd, T. €. JII apisgercs npexkanwuisipHoi [60].

B HeckoIbKUX UCCIeN0BaHUSIX COO0IIAIOCh O Ooiee
HM3KOI BeikrBaeMocTu nauueHToB ¢ CCJ u JIT, cBa3aH-
Hoii ¢ U3JI (CCA—UN3JI-JIT), mo cpaBHEHUIO C OOJIbHbI-
mu CCI—JIAT [61—63]. B meTaananu3e 2013 1. 3-neTHsIS
BBIKMBAaeMOCTh cOCTaBwiIa 56 % B rpymie MalueHTOB
¢ CCA—JIAT u 35 % B rpynine CCA—UW3JI-JII" [10]. He-
3aBUCUMBIMU (DaKTOpaMU HeOJIarompUsITHOTO ITPOTHO3a
npu CCA—U3JT-JIT asnstorcs Hamuue nuddysHoit dop-
mbl CCJI, noBbIlIEHNE JIETOYHOI'O COCYAUCTOIO COIpPO-
TUBJIEHUS, CHIKeHUE TUbhY3MOHHON ClTIOCOOHOCTH JIeT-
KHUX, XpOHWYeCcKast 00JIe3Hb ITOYEK M MEHBIIAsT TUCTAHIIVS
B TeCTe 6-MUHYTHOI X0Ib0bI [61, 64].

XpoHuyeckasi TpOMO0IMO0IMUECKAS JIeroYHas

THNEPTEH3Us PH CUCTEMHOM CKJIepOIepMUn

XpoHuyeckas Tpomooamboanueckas JII' (4-4 rpynna
JIT') BO3HUKAET B pe3yJibTaTe CTOMKOW OOCTPYKIIMHU JIETOY -
HBIX apTepuil M3-3a He MOJHOCTBIO pa3pelInBIIeiics
ocTpoii jeroyHoi sm6o1uu. Takas JIT MoxxeT pa3BUBaTh-
cs1 6e3 TIPEIIeCTBYIOIETO0 BeHO3HOTO TPOMO03a IITyOOKHMX
BEH HIDKHMX KOHEYHOCTEH, UYTO CO3MAET CIIOXKHOCTH B €€
JUarHocTuke [65]. OOCTpyKILIMsI JIETOYHBIX apTEPUA WK ap-
TEPUOJI TPOMOOTMYECKUMU MaccaMy MPUBOAMUT K MOCTe-
TIEHHOMY pa3BuTHIO ipekarmuisipHoit JIT. B cooTBeTcTBIM
¢ KIIMHUYECKUMM PEKOMEHAALMSIMU TT0 TUarHOCTUKE U Jie-
yenuto JII' ESC (European Society of Cardiology, EBporeii-
ckoe obuiectBo kapavonorun) 1 ERS (European Respiratory
Society, EBporneiickoe pecrupaTopHoe oo1ectso) 2022 1.
Y BceX OOJIBHBIX C TIEPCUCTUPYIOIIEH VTN BIIEPBbIE BO3HUK-
IIei OMBIIIKON WM OrpaHNYeHrEM (PU3MIECKOI Harpy3Ku
nocie TOJIA pekoMeHIyeTcs nanbHellee TMarHocThuye-
cKoe 00cenoBaHue Il OLIEHKM XPOHUYECKOH TpoMOO-
ambommueckoit JIT' [66]. [TanueHTaM ¢ CUMITTOMaMU U Jie-
¢dexTamu nepdy3uu Jerkux rmnocjae 3 Mec ajJeKBaTHON
AHTUKOATYJISIHTHOW Tepanmuu 1o nmoBoay octpoit TOJIA
peKoMeHIyeTcsT BBHITOJIHUTE DXOKI, olleHUTh ypoBEeHBb
N-TepMUHAIBHOTO (pparMeHTa MPOropMoOHa MO3IOBOI'O Ha-
TPUIAYPETUIECKOTO TIENTHIa U 00PaTUTHCS B 3KCIIEPTHBII
LIEHTP JIETOYHOM runepTeH3uu [22, 67, 68].

ITpu CCH xpoHunueckast TpoM603M00anueckas JIT'
pa3BuUBaeTCsI KpaiiHe peaKko M IpeXIe BCero CBsI3aHa

1. Bairkdar M., Rossides M., Westerlind H. et al. Incidence
and prevalence of systemic sclerosis globally: a comprehensive
systematic review and meta-analysis. Rheumatology (Oxford)
2021;60(7):3121-33. DOI: 10.1093/rheumatology/keab190

2. Tyndall A.J., Bannert B., Vonk M. et al. Causes and risk factors for
death in systemic sclerosis: a study from the EULAR Scleroderma
Trials and Research (EUSTAR) database. Ann Rheum Dis
2010;69(10):1809—15. DOI: 10.1136/ard.2009.114264

C HaIm4IueM aHTU(POCHOIUTTNIHBIX aHTUTEI, TTOBBIIIA-
IOIIHAX PUCK TPOMOO3a ITyOOKHMX BeH, OOBIYHO SIBJISIONIE-
rocs ucrouHukom TOJIA. AHTUDOCDOMUNUAHBIE aHTU-
Tesa (BOJYaHOYHBIM aHTUKOATYJISTHT, aHTUTeJa K Kapauo-
JIUTIMHY U B2-TJIUKOIPOTEUHY) BCTpEYalOTCsl TIPUMEPHO
y 6—14 % nmauuenrtos ¢ CCJI [69]. [IpoBoaunoch HECKOIb-
KO TIOMYJISILIMOHHBIX MCCIIEIOBAHUI, B KOTOPBIX OILIEHBAJICSI
pUcK TpoMboaMboandeckux ocnoxHeHui mpu CCJI B cpaB-
HeHuH ¢ obieit nomyssiueit. B Kanane cpenu 1245 yenosek
¢ CCJI mokazatenu 3abosneBaemoct TOJIA 1 Tpomb0o30M
ITyOOKUX BeH cocTaBuiu 3,47 u 3,48 Ha 1000 yenoBeko-jieT
COOTBETCTBEHHO, TOTJA KaK 3TU ITOKa3aTejlud B TPYIINe
6e3 CCII cocrasuiu 0,78 1 0,76 Ha 1000 gemoBeKo-JIeT
cpenu 12670 yenosek [70]. B TaitBane Hadbmonanu 1895 na-
veHToB ¢ CCJl u 7580 mauyeHTOB KOHTPOJIBbHOI TPYIIIIbI
B TeueHue 10128 u 46488 yemoBeKO-JIET COOTBETCTBEHHO.
IMocne monpaBKu Ha BO3pacT, MOJI 1 COITYTCTBYIOIIME 3a00-
JIeBaHUSI PUCKM TpoM0Oo3a riryookux BeH 1 TOJIA cpenu na-
uueHToB ¢ CC/I 6b11u B 10,5 1 7,0 pa3 BbIlIe, yeM y maiu-
€HTOB KOHTPOJBHOU TpYHITbl. BepoSITHOCTH pa3BUTHS
Tpom003a Iyookux BeH 1 TOJIA yBeanuuBaiach B TeUeHHE
HECKOJIBKUX JIeT Iocjie yctaHoBaeHus auarnoza CCI [71].
HMeroTcst nTaHHBIE O B3aMMOCBSI3U MEXKTy HaTMUMEM aHTH -
bochoMMIMUIHBIX aHTUTET W TOBBIIIEHUEM CHUCTOJIMYE-
CKOTO JaBJieHUs B JIETOYHOM apTepHMu IO pe3yjbraTam
Ox0KTI'y 6onpubix CCI [72].

3aknoueHue

JlerouHast ruriepTeH3UsT BXOAUT B IPYIITY TSXKEJIBIX
nposeiaeHuit CCJl ¢ HeOIaronpusiTHBIM MPOTHO30M, YTO
00yCIOBIMBAET aKTUBHOE U3yYEHE TO MTPOOIeMbI B Ha-
crosiiee Bpemst. JIT' mpu CCJI MOXKET He TOJIbKO OTHOCUTh-
cs K JIAT, HO U OBITh ClIeICTBUEM IOpaxkKeHUsl cepAala,
Jierkux, xpoHuueckoit TOJIA unu 6ojiee peaKux coOCTOsI-
HUI, TAKMX KaK MopTajibHad runepteHsusi, BOBJI, nekap-
CTBEHHas1 TOKCUYHOCTb. [Tpu Haimyum y nanuenta ¢ CCJJ
OIBIIIKY Y /VJIA TIOBBIIIEHUST CUCTOJIMYECKOTO NaBICHUS
B JIETOYHOI apTepuu 1o naHHbM Dx0oKI ciiemyet nmpoBecTr
KOMIUIEKCHOE 00ciefoBaHuE MJIs OMNpPEeaeIeHUsT TPYIIIIbI
U remonrHamuyeckoro kjacca JII. UIMeHHO BbISICHEHUE
npuYuHbl U Mexanusma pa3putus JII mpu CCJI mo3Boaut
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