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NEKLT

Jlero4yHaa runepTeH3nd, accoLunmnMpoBaHHas
C CUCTEMHOM CKepoaepmMmnen

JI. ®. Konomréna!, C. X. Tep-Baprausu?, /. A. Pemotbko?,
H. A. Ille6eko?, JI. 3. AnexceeBa?

! HarmonaibHbIi MEUITUTHCKUN YHUBEPCUTET
nMmenu A. A. boromoubiia, Kues

2 AJlekcaHIpoBCKast KanHmYecKas 6osphuia r. Kuesa

B nekium paccMOTpeHBI BONIPOCHI PACITPOCTPAHEHNS, IMATHOCTIKY, KJIMHUYECKUX MTPOSIBJICHIIA U JIEYeHUS JIETOUHOI THITePTEH-
sun (JIT) y Gosbhbix ¢ cucremuoit ckiaeponepmueii (CCJL), y KOTOPBIX ee pacipoCTPaHeHHOCTb, 10 JAHHBIM Pa3HbIX aBTOPOB,
cocrasasier 9—65 %. CMepTHOCTh TakKX GOJIBHBIX B TEUEHHME TO/Ia PK Pa3BepPHYTON cTajun 3aboseBatist 10xXoauT 10 40 %. B ocHo-
Be COBpPeMeHHbIX TeopHii rmatorenesa JIT sexxnt angoresnnanbiast ancdyHKINs, TPHBO/SIIAS K MOBBIIIEHHIO CHHTE3a BA3BOKOHCTPHK-
TOPOB, CHUKEeHHIO akTUBHOCTH NO-CHHTETas3bl, PEMOJIEJUPOBAHIIO COCY/IOB MAJIOTO KPyra KPOBOOOPAIIEHHUS, YBEJINUEHUIO JIETOU-
HOTO COCY/INCTOTO CONMPOTUBJIEHNST ¥ HapyIieHnIio GYyHKIINI IPaBoro skeuayaouka. JII' e nmMeeT matorHoMOHIYHBIX TPU3HAKOB M HA
HauaJIbHBIX HTAllaX PasBUTUS KJIMHUYECKU He JAUArHOCTUpyercs. [/l CBOEBPEMEHHON JMArHOCTHKU HEOOXOIMMO €KErojHOe
axoKaparorpaduueckoe obcienoBanue, B T. 4. acuMiroMarudeckix 00ybHbIX ¢ CCJI. 30JI0TbIM CTAHAAPTOM JIs OATBEPIKIACHUS
JINArHO03a, OTIEHKH TSPKECTH COCTOSTHUS ¥ MICKJTFOUEHVIS TTATOJIOTHH JIEBBIX OT/IEJIOB CEP/INIA SIBJISIETCS KATETEPH3AIIUST ITPABBIX OT/IEIOB
cepana. Jlekapersennast Tepanus JIT npu CCJI anasorndna TakoBoi npu uanonatudeckoil JIT (6J0KaTopbl KaJbIIMEeBbIX KAHAIOB,
KOTOpbIE HYKHO HazHauyaTh IOCHE MPOBEACHHS Ba30PEAKTUBHOTO TECTa, MPOCTAHOM/IbI, AHTATOHUCTbI HHAOTENMHA, WHIHOUTOPBI
D/IE-5), ofiHaKO Ha CETOHSIHMUIT IeHb 3D (HEKTUBHOCTD JIeYeHHsT 1 J0JITOBPEMEHHBII IPOTHO3 JIJIst TAKMX GOJILHBIX TOKA OCTAIOTCST
XyAIUMA. B eIy npeicTaBieHsr [Ba KIMHUYECKUX cirydas naiuenToB ¢ JIT, accormmposannoit ¢ CC/L.

KmoueBsie cioBa: Jjieroynasi rUIepTEH3us], JIETOYHAsI apTepUasibHasi THIIEPTEH3Ms, CHCTEMHAsI CKJIEPOJEPMHES, CHCTEMIbIe
3a60JIeBaHUS COCMHUTEBHOI TKAH, SHAOTEIUATbHAS TUCHYHKITU.

JIeFOqHaH runeprensus (JIT) — oxna u3 nanbosree 3. JIT, acconumnpoBannas c:

cepbe3HbIX 1pobaem mequuunbl [22]. Cormacno - JIEKaPCTBEHHBIMU WJIM TOKCUYECKUMU BO3JIeli-
omnpezesernio EBporeiickoro obiiecTsa KapoJioros CTBUSIMY,

(2008), aTo reMopMHAMUYECKOE U TATO(DUZUOJIOTU- - 00JIE3HAMM COEJMHUTEIbHON TKaHU;

yeckoe COCTOdHHME, KOTOpOe XapaKTepusyercsd - BUY-undexkimeii;

MOBBIIIIEHUEM CPEIHero JaBJeHUsl B JIeTOYHOU apTe- - IOPTaJbHOU TUTIePTEeH3Uel;

puu (JIA) Gomee 25 MM PT. CT., [10 JAHHBIM KaT€TePH- - BPOK/IEHHBIMU MTOPOKAMU CEP/IILA;

3aIUuy TpaBbIX oTAenoB cepana [7]. Onucano ne - IIUCTOCOMO30M;

menee 100 3aboseBanmuii, conpoBoskaatommxcs JII' [2, - XPOHHMYECKOU TeMOJIMTUYECKON aHeMUEl.

4, 5]. B 3aBucHMOCTH OT TIPUYHH €€ PA3BUTHS U OCO-
GeHHOCTel maToreHe3a BBIIEAIIOT IATh KiaaccoB JIT
(BO3, 2013). K nepBoMy 13 HEX OTHOCSATCS 3a00J1e-
BAHUS U COCTOSTHUS, COIPOBOKIAIONINECS JIETOUHOM
aprepuasibHoii runieprensueii (JIAT):

1. Unnonaruueckas JIT (UJIT).

2. Hacnencrsennag JIT.
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4. Ilepcucrtupyionias JII' HOBOPOKIEHHDBIX.

5. Benookkiosuontast 60JI€3Hb JIETKUX U/WJIA Te-
MaHTHOMATO3 JIETOYHBIX KaIUJIJISPOB.

Oco0blil MHTEpeC MPECTABISIET BOIPOC PACIPO-
CTPAaHEHMSI M [UATHOCTUKM, & TaKKe KIMHUYECKUX
nposisiaennii u sederrst JIAT y 60JIbHBIX ¢ CUCTEMHbI-
ME 3a00JIeBAaHUSIMU COEIUHUTENBHONU TKaHW, B ITIEp-
BYIO ouepejib — cucteMuoit ckaepoaepmueit (CCJI).

Huwuke nipezicraBiens 1Ba kimnndeckux caydas JIAT
y 60sbHbIX ¢ CCJI, Hab/IOAAIOMIMXCS B HAILEH KJIMHUKE.

Knunuuecxuii cayuaii 1

Bosbnas H., 43 roza, skurenphuna Yepkacckoil 00.L.,
HaXO/IMJIaCh HA JIEYEHUN B PEBMATOJIOTHIECKOM OT/Ie-



JI. @. KoHoruiboBa Ta CIiBaBT.

JIeHUN AJIEKCAaHAPOBCKON KIMHUYECKO OOJbHUIBI
r. Kuesa ¢ 7.10.2013 r. o 21.10.2013 r. IIpu nocry-
IJICHWM B OCHOBHOM KAJ0OBAJACh HA OJIBIIIKY IPU
He3HAYUTEIbHOI (hU3MYecKoil Harpyske, cepiedue-
Hue, 60JIb JABAIIEr0 Xapakrepa PasHoN TIPOIOJIKU-
TEJBHOCTH B 00JIACTH CEP/ITIa, TPEUMYIIECTBEHHO MPH
(usunueckom ycuinu.

3abosena B 2006 r., Korza 63 BUAUMON TPHYMHBI
pa3BUIUCH apTpuT, cuHapoMm PeliHo, oTek Kucrei,
COTIPOBOXKIABIINECS TIOBBIIIEHUEM TEeMIIEPATYPBI
tena 1o 37,2—37,4 °C. Ycranosien puarnos CC/ u
HA3HAYEHO JieYeHre KylPeHWJIOM U ITPEHU30JI0HOM
B 103e 40 MT/CyT ¢ JaJIbHENIITUM YMEHbIIIEHUEM €€ /10
15 mr/cyr. B 2010 . mosiBUIMCH Kam00bl Ha OJIBIIIKY
pu xoxb0e, cepauebuenne 1 3aTPyAHEHUS IIPH TJI0-
TaHUU TBEPJOH NMUIIN, KOTOPBIE PaCclleHUBAIICH COOT-
BETCTBEHHO KaK IPOsiBJIeHUE TTHEBMOCKJIEPO3a U 330-
arura. B 2012 1. BbIsiBJIEH ayTOUMMYHHBIN TUPEOU-
JIAT, HasHavyeH L-tupokcus 1mo 50 Mr/cyT.

B 2012 r. neunsach Bo 2-M peBMAaTOJIOTMYECKOM
oTleJNeHn AJIEKCAHAPOBCKOM KJIMHUYECKOH 60JIb-
HUIbl. PekoMeH[0BaH IpueM IIPeJHU30JI0HA [0
25 mr/cyt, L-tupokcuna o 50 mr/cyT, «[1makBennias
o 200 mr/cyT, «IHana-H» 1o 2,5 mr/cyT, pypocemua
mo 80 mr 1 pas/cyr, Bepommupona mo 50 mMr/cyr.
O/HAKO COCTOSTHUE HE YTy UIIUIOCH, HAOMIOAAIH YCH-
JIEHUE OABIIIKH, cepaueduenns, 60/b B 00JaCTH Cep-
Ia, yyainienue mepeboes B pabore cepiia B TeUEHUE
MOCJIe/IyIONIEr0 Tofa, 4YTO M SBUJIOCH HMPUYMHOM
HACTOAIIEH TOCITUTATN3AINN.

ITpu ob6bexkTUBHOM ObC/Ie0BaHuN OGpaliaii Ha
cebs Bunmanusa xapakrepusie 11 CCJl otex u yTo-
HieHrue KOXKM JIMIA, 3aTPYNHEHUS MPU OTKPBIBAHUU
pTa, MHOECTBEHHBIE 3JPO3UBHO-HEKPOTHYECKHUE
M3MEHEHUS KOKU HIKHUX U BEPXHUX KOHEYHOCTEH,
U3MEHEHUST CyCTaBOB KucTell (Jiehopmarius CycTaBos,
octeosn3 (ajaHT, y4yacTKU IMUTMEHTAIIMU W JIeTIHT-
MEHTAIUN KOXHU, arpousi U WHAYPATUBHBINH OTEK).
YHCC 96 B 1 MuH, ITyJIhC HEPUTMUYHBII, APTEPUATBHOE
nasienue 105/80 mwm pr.ct. OTekr HUKHUX KOHEU-
nocteit. [Ipu ayckynasranuu cep/iia OTMeYeH aKIeHT
2-ro Tona maja JIA, Jerkux — Kpenuranus HIKe
JioniaTku cnpaBa. Huwkuauit kpait medenu + 3 cw, ceJie-
3eHKa He MaJbIUPYeTcss, CBOOOAHAS JKUAKOCTH B
OpIOIIHON II0/I0CTH He ompezessgerca. Ha moment
rocriuTasusanuu obpaiazia Ha cebs BHUMaHUE yMme-
pennas aktuHoctb CC/I. Bemymum cunapomom
SBJISJIACH BbIPAKEHHA MTPABOKEJY/I0YKOBAs cepliey-
nag "egocratounocts (CH).

Pesynvmamul nabopamopolx
U UHCMPYMEHMALLHBIX UCCAE008AHULL

Obuguii anamus xpoeu (08.10.2013 r.): remoriobun —
128 r/n1, aputpouutsr — 5,10 102 /71, HeiiKONUTHI —
6,6-10° /o1, rpomGonmTHL — 194 - 10° /11, CO — 2 MM /4.

Buoxumuueckue uccaedosanus (08.10.2013 r.): kpea-
TUHUH — 71,5 MKMOJIb/JI, TJIIOKO3a — 4,11 MMOJIB/1,
MoueBHHA — 4,55 MMOJIb/JI, 00l OMaIupyOun —
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30,1 mmousn/m, AJIT — 131 en./n, ACT — 21,5 en./,
C-peaxtusnblii 6e10k — 98 Mr/JL.

Koazynoepamma (10.10.2013 1.): pubpun — 10, puod-
puHOreH — 2,5 r/J1, IpOTPOMOMHOBBIN nHAeKe — 41 %.

Penmzenoepagpus kucmetr (14.10.2013 r.): cucrem-
HBII XapaKTep U3MEHEHHii, 0CTe0J I3 HOITeBbIX Oyrpu-
crocreit kucreii (puc. 1).

IKT (08.10.2013 r.): putm cunycossiii 100 B 1 muH,
OTKJIOHEHHWE 3JIEKTPUYECKONH OCH Cepjilla BIIPaBo.
biokana 3agHe-umskHell BeTBU JIeBOW HOXKKU ITy4YKa
luca. ITpusnaku runeprpoduu 1 eperpy3Ku mpaBo-
ro xxemnynouka (IT5K) (puc. 2).

IxoKI (08.10.2013 r.). Jlentii xenynouex (JIJK):
KAO — 51 mu, KCO — 12,4 mu, T3C — 1,1 cm,
TMIKIIT — 1,1 em (mapagokcanbhoe apikenne). OB —
73 %, muametp aoptbl — 3,3 cm. JIIT — 4,4 cm, JIA —
3,2 cMm, mpaBoe mpexacepaue (III1) — 5,8x7,4 cm,
IIK — 4,6 cM, MuTpasbHblii K1anan 6e3 ocobenHo-
creii. E/A—1,1, o6paTublii TOK He3HAYUTEbHBIL,
TPUKYCIUIAIBHBIN KJIAllaH — IIPOJIAIC, 00paTHBINA TOK
BBIPAKEHHBIIT; cucToJindeckoe jasienne B IIJK —
110 mm pr.cr. HIIB — 1,9 cm, ciiagaercs meree 50 %.

3axmouenue: BbIPAKEHHAS HEJOCTATOYHOCTH TPH-
KYCHUIAJIbHOTO KJIATIaHa, TUJIaTalUs IIPABbIX OT/IE/I0B
cepama. JIT' III crenenmn.

Y3U opeanos 6prownoti norocmu (8.10.2013 1.):
TPU3HAKU 3aCTOUHBIX U3MEHEeHUH B leYeHU, XPOHUYe-
CKUI XOJIEI[UCTUT.

Cnupomempus (24.05.2013 r.): JK9JI 36 %, ODB,
27 %, OOB;/7K3J1 76 %, SaO, 94 %.

MPT opzanoe zpyonoil kiemxu: na done quddys-
HOTO PaBHOMEPHOTO ITHEBMOCKJIEPO3a B HIKHUX
IOJIAX 000MX JIETKUX, IperMyliecTBento B S6, S10,
MIPOCJIEKUBAIOTCS TTPU3HAKU BBIPAKEHHOTO WHTEP-
CTUIMATBHOTO ITHEBMOCKJIEPO3a, KapJAMOMeTaaus 3a
CYeT IIPEeNMYIIeCTBEHHOTO YBeJIMYeHUs TIPABbIX OT/Ie-
JIOB cepaa.

Ha ocHoBaHuu 3kanob Ha IIPOrPECCUPYIOLIIEe
OJIBIIIKY, cepauebuenue, 00ab B 006JaCTH Cep/la,
OTeKM HIKHUX KOoHeuHocreld, ganubix JKI (Bbipa-
JKEHHAsh TUIEePTPO(UsA U CUCTOJINYECKasd TIeperpysKa
IK) u 9xoKT (JIT 110 MM pr.cT., 3HaYUTEIHHASA
JIJIaTaIUs TPABbIX OT/IEJIOB CEep/illa, MapaJoKCcaIbHOe
nerokenne MJKII, orHOocuTebHass HEZOCTATOYHOCTH
TPEXCTBOPYATOrO KJANaHa, YMEHbIICHUE II0JOCTU
JIK) nocrasnen pauarnod: CCJI: xponuueckoe Teue-
HUe, TeHepaJn30BaHHasl CTajus, 2-g CTelleHb aKTHB-
HOCTH, C MOpa)keHueM KOXM (MHIYyPaTUBHBIH OTeK,
arpodus TOJKOXKHONW OCHOBBI, MHOKE€CTBEHHbIN
S3BEHHO-HEKPOTUYECKUH BACKYJIUT KOKHU, BTOPUYHAS
JleNUrMeHTalusd, JOoKaJdbHasg TUIEPIUTMeHTaIlNs,
«KUCeT» ), TMepudepuiyecknux Ccocy/loB (CUHAPOM
Pelitio ¢ umemMmnyeckuMu sg3BaMy IIaJIblleB KUCTEH,
CTOII), CYCTaBOB U KOCTel (XPOHUYECKUIl, HEIPO3UB-
HbIH 1epopMUPYIONTNIT TOJUAPTPUT, OCTEOIU3 HOT'TE-
BbIX (haJsiaHT), 9K30KPUHHBIX Kese3 (cunapom [lerpe-
Ha), nerkux (auddysnbiii nneBMockiepos, JIH IT cra-
quu, JIAT TIT crapun), opranos nuieBapenus (uc-
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Puc. 1. Penrrenorpadust kucreit 6ompHoi H.

(parus, azodarur ¢ cykeHreMm HUKHeH TPeTH MUIEBO-
Ja), cepiia (BbIpakeHHAsT OTHOCUTEbHAST HEJ0CTa-
TOYHOCTH TpuUKycruaaabnoro kiaanana, CH IIb cra-
mun, [V @K mo NYHA).

K komiuiekcy Jredenns po0aBiensl cuigeHadm
(«ITotenrmarnes) o 50 Mr 2 pasa B CyTKH, TUITHAZEM
o 90 mr 2 pasa B cytku, hpakcunapun no 0,4 mr/cyr,
KOTOPBIN B JlasibHelIeM 3amener Ha «Kapauomarumis
1o 75 mr/cyt. Kpome Toro, 60JbHast IPOI0JIKAIA IOy -
Yyath TPeaHn3070H 1o 15 mr/cyt, «IliakBeHus» 10
200 mr/cyT, jekcamMeTazoH 10 2 MT/CyT BHYTPUBEHHO
(B crarmonape), L-tupokcut 1o 50 mMr/cyT, hypocemuyt
1o 80 mr pa3 B 3 cyT, Bepowtnupo 1o 50 Mr/cyT.

Knunuuecxuii cayuaii 2

Bosbrast P, 57 e, skurenbania Jlyranckoil o0uL,
HAXO/IUJIACh HA JiedeHuu B 1-M nH(MAPKTHOM OT/Ie/IEHUN
AJleKCaHIPOBCKOI KIMHUYeCKOoi 6osbHuIb! I. Kuesa
¢ 28.09.2013 1. 10 04.10.2013 1. /TocTaBiena MammHoOI
CKOPO1 TIOMOIIU B CBs13U ¢ ntoTepeill cosnanus. [Ipens-
SBJIsJIA KAJOObI Ha OABIIKY IIPU MHHUMAaJbHOM
(pusznueckom ycmianu, B TOM 4uCJe MPU U3MEHEHUU
[I0JIO’KEHUA TeJjla B [10cTes I, O0JIb B JIEBOI [10JI0BUHE

IPYAHOI KJIETKH, CyXOH Kaile/b, OOIIyI0 cIab0CTh,
60Jib B (hasiaHrax KUCTEid.

Cuwuraer cebst 6osbHOIT 1,5 Tozia. Briepsbie obparu-
JIACh B KIIMHUKY TI0 MECTY SKMTEJIbCTBA C sKaI06aMu Ha
OTEK KUCTeH, 390KOCTh, OIBIIKY IIPU YMEPEHHOI
(usuueckoii Harpyske. Tora jke ObLI OCTABJIEH /[Ha-
ruo3: CCJ/l, aktuBHasg dasza, ¢ MOPa)KeHUEM KOKU
(teneanruakrazumn), cocynoB (cungapom Peiino),
CEP/IEYHO-COCY/IUCTOM CUCTEMbBI (9KCCYIATUBHbIN
nepukaput), cunzgpom Hlerpena. B despane 2013 r.
cTaJsla HapaCTaTh OBIIIKA, TTOABUIUCH OOMOPOKHU TIPH
(busnveckoit Harpyske, OTEKM HUZKHUX KOHEYHOCTEH.

CocTosiHue pH MOCTYIJIEHUN B KIMHUKY Cpe/lHei
TsokecTr. OTMeYaInch akpoIuano3, OTeYHOCTb roJie-
Hel, 1MaHo3, MJIOTHBI UHAYPATUBHBIN OTEK KUCTEH,
[UIMEHTAIUs KOKM, TEJECAHTHOIKTA3uKh B O0JIACTH
guta. [lyase 90 B 1 MuH, pUTMUYHBIN, apTepuaIbHOe
nasiaenue 110/70 MM pr.cT., yactora jpixanus 22 B
1 mumn. leitubie Bensl Habyximue. [Ipu nepkyceun —
TPaHUIIBI Cep/illa CMEIeHbl BIIPABO M BJIEBO HA 2 CM,
Ha/ JIETKUMU TEepPKYTOPHbIA 3BYK scHbiil. [Ipu
AYCKYJIBTAIIMM — TOHBI CEP/Ila 3HAUUTETBHO TPUTITY-
LIEeHBI, aKI[eHT 2-T0 ToHa Hax JIA, Hax JIerkuMu Jblxa-
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Puc. 2. 9KT 6oubhoii H.

Hue BesukyJsapHoe. [leuenp +3 cM, cBOBOAHAS KUJI-
KOCTH B OPIOIITHOW TI0JIOCTU HE ONPEIEISIACE.

O6uguii ananus xkpoeu (04.10.2013 1.): remornobun —
143 v/n, spurpouutsl — 4,47 - 10'? /7, meKONNUTHI —
8,5-10° /m, COD — 5 MM /1.

Buoxumuueckue ucciredosanus (04.10.2013 1.): 06-
il 6e10k — 67,1 /1, kpearunun — 109,9 MKMOJIB /1,
rIoKo3a — 5,1 MMOJIb/JI, MOUeBHUHA — 7,5 MMOJIb/ I,
06umit Gumpy6un — 20,2 mmoans/a, AJIT — 51 en./n,
ACT — 48 en./n, xomecTepud — 4,55 MMOJIb/JI.

IKT (04.10.2013 1.). Put™m cunycoBblii, peryJisp-
neiit, 100 B 1 MuH, HeroJiHas 6J10Kaa IPaBON HOKKI
myuka [uca. Peskoe oTK/IOHEHUE 3JIEKTPUUECKON OCU
cepaia Bipaso. [Ipusnaku neperpysku [I7K (puc. 3).

IxoKT (04.10.2013 r.). JIK: K/1O — 42 mu, KCO —
14 mu, T3C — 0,9, TMIKII — 0,9 cm (nmapajokcanbHoe
nkenuve). OB 65 %, nuamerp aoptsl 3,5 cm, JIIT —
3,4 cm, JTA — 3,6 cm, TIIT ymepenHo nuiatupoBaHo,
IDK — 5,4 cM, TpUKyCHUAIbHBIA KIaman — obpar-
HBIN TOK yMepeHHbI. B nmepukapze KuaKocThb 110 3a/1-
et crenke JIJK 2,1 cM, B obsactu IIIT — 1,1 cm.
Cucrosmueckoe naienne B IIJK — 85 mwm pT.cT.
HIIB 2,2 cm, cnagaerca menee 50 %.

Cnupomempus: JKEJI 95 %, ODB, 91 %, 110C,,,
38 %, unzexc Tuddno 97 %.

3axmouenue: HapylieHuil (PyHKITMY BHEIITHETO JIbIXa-
HUS 110 PECTPUKTUBHOMY U OOCTPYKTUBHOMY THUIIAM He
BbraBieHo. Sa O, 96 %.
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04.10.2013 1. mpousBesieHa MYHKIUS TIepUKap/A.
Ananus myHkraTta: KogmdectBo — 500 MJI, MyTHBIH,
orHocutenbHas mwiorHocts 1010, 6enox — 36,5 /1,
[JIIOKO3a — 5,3 MMOJIb/JI, 3PUTPOIUTDI, JIEWKOIINTHI,
Me30TeJ i — B HeGOJIBIIOM KOJIMUECTBE.

Aneuonyromonozpaghus, KopoHnapozpagus
(04.10.2013 r.): HIIB mpoxozauma, IIpocBeT cBoOOA-
ubiid. Janasix o pomboambou JIA uer. lasienue B
JIA 90/40 mwm pr. ct. CTeHo3bl KOPOHAPHBIX apTepuit
He BBISBJIEHBIL.

Knunuueckuii duazno3: cucteMHast CKIEPOAEPMEUS,
XPOHUYECKOe TedyeHue, TeHepaJn30BaHHAs CTaus,
AKTUBHOCTb I, ¢ mopaxkenuem Koxu (MHAYpaIus,
OTEK, TeJIEAHTUOIKTA3UN ), COCYI0B (cunapom Peiino),
9K30KpUHHBIX jkeJse3 (cunygpom [lerpena), cepaeuno-
COCYZIUCTON cUCTeMbI (9KCCY/IATUBHbBIN MTEPUKAPINT,
OTHOCUTEJIbHAS HEJIOCTATOYHOCTH TPUKYCITUIATBHOTO
knamana, CH IIB cragun, III-IV OK no NYHA ¢
coxpanernoit ®B), nerkux (JIAT 111 ctagun).

B nannom ciayyae npusnaku JII' u CCJl nosiBusmich
MOYTH OJTHOBPEMEHHO. Bemynmmu SBISAIOTCS Kapau-
AJIbHBIE JKAI00BL, CBA3AHHbIE C BBICOKOU crernenblo JIAT
Y 9KCCYJATUBHBIM TI€PUKApAUTOM. 3BecTHO, 4TO B
GOJIBIIIMHCTBE CJIYYaeB BBINOT B MEPUKApE Y MallneH-
toB ¢ CCJI 06yciiossien JIT, mocKoJIbKY BBICOKOE JIaBJie-
HUeE B [TPABBIX OT/IeJIaX Cep/illa 3aTPYAHSAET OTTOK KPOBH.
Kax npasuiio, a1or cumnrom (1pu 00beMe BBIIOTa OT
YMEPEHHOTO JI0 3HAYUTEJBHOTO ) SIBJISIETCS] HEOJIATOIPH-
STHBIM IPOrHOCTHYecKUM rpusHakom ripu CC/I.

YacroTa seroyHoit aprepuaabHOit
THIIEPTEH3HUH IIPU CHCTEMHOH CKJI€PO/IePMUH

Pacnpocrpanennocts JIT npu CC/ Touno He ycra-
nopsiena [11, 24, 25]. Ilo gaHHBIM Pa3HBIX aBTOPOB,
oHa BapbupyeT ot 9 710 65 %, 4T0, BO3MOKHO, 00y CJIOB-
JIEHO pa3HbIMU TT0/IX0/1aMu K ee siuarHoctuke [1]. Tax,
1o aaHubIM Bputanckoro perucrpa JII, mpu kaTtete-
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pu3aluu 1PaBbIX OTMENOB cep/la 722 MaiueHToB ¢
CCH JIT BwisiBnena B 12 % caydae [24]. B mpyrom
nccaenoBannm, BraouasiieM 930 6Gombupix CC/I,
gacrota JII' cocraBuna 13 % [21]. Ilo nammbim
M. Humbert u coasropos [18], mosst manuenTos ¢
JIAT (674 ¢ CCIT) 6puna pasna 15,3 %. B uccienosa-
uun U. Kumar u coasropos [19] uz 100 naiuenTos ¢
CC/ y 32 6buna JIAT 1-ii crenenu. ITo MHEHMIO HEKO-
Topbix aBTopoB, vactora JIT' y Gouapnbix ¢ CCJI
nocruraet 60 % |14, 34].

Cuuraercst, 4ro B 6osbinnHcTBe ciaydaes npu CCJI
JIAT pasBuBaeTcs y naiueHTOB CTapIIero BO3pacTa ¢
JUTTEJbHBIM CPOKOM 3a00JIEBAHUS UJIH € €T0 OeCCrM-
[TOMHBIM Te€YeHHEM Ha IIPOTSLKEHUM MHOTHX JIET.
Onnako y nanuenTtos ¢ guddysuoit CC/L JIAT mosker
pasBUBaThCs B JIOOGOM BO3pacTe U TpH JI0OGON Mpo-
JOJUKUTENBHOCTH 3a00JI€BAHUST, YTO OOYCIIABIUBAET
3HAYUMOCTb PETYJISIPHOTO IIPOBENEHMs] TPAHCTOPA-
kasbpHOU IXOKT [3, 7].

IIaTorenes serouHoit apTepuaabHOil rUIIEePTEH3NH
TIPH CUCTEMHOM CKJIepoAepMHH

[IpuunnOil TOBBIIIEHNS NABJIEHUS B MAJIOM KpyTe
kpoBoobpamiennst y 60ibHbIXx CCJI MOXKET CIIyKUTh
KaK TIOpaskeHue JIeBbIX OTesIoB cepana [1, 16], Tak u
HOPTAJIbHASI TUIIEPTEH3MsI, PA3BUBIIASICS BCJIEICTBUE
upposa neyeru, Tpom60amMbosus JIA 11pu BeHo3HOM
TpomOb03e, a TaKkKe M3-3a HHTEPCTUIHATLHOTO (hHOPO-
32 U €ro IMOCJEACTBUI KaK MPOSIBJIEHUST OCHOBHOTO
3a6osieBanus. OHAKO TOJBKO Y HEMHOTHUX TIAIIUEHTOR
¢ CCJl pasBuBaeTcs TsKeJloe PeCTPUKTUBHOE T0pa-
JKeHMe JIeTKUX B Teuenue 4—6 jieT OT MOMeHTa 1eb1oTa
saboneanusa. JIAT moxker ObITb, KpoMme TOro, 00y-
CJIOBJIEHA WM30JIMPOBAHHBIMU U3MEHEHUSIMU CTEHKH
COCYZIOB MAJIOTO KPyTa B OTCYTCTBHE 3HAYMMBbIX U3Me-
HeHUil HapeHXuMbI JIeTKUX. B Takux ciaydasx Heo6xo-
JMMa WHasl, YeM [PU HUHTEPCTUIHUAIbHOM (Gubpose,
TepareBTUYeCcKasl TAKTUKA, B CBS3UM C Kpaiile TsiKe-
JIBIM ¥ TIPOTHOCTUYECKY HEGIArONPUSITHBIM TEUCHUEM
3abosesanus |1, 23].

B ochnoBe coBpemennbix Teopuii matoreneza JIAT
JIEKUT COCYIUCTAsl DHAOTEIUATbHAS AUCHYHKIINS,
KOTOPast IPUBOJUT K TIPEOOIIAIAHIIO CHHTE3a BA30KOH-
CTpUKTOpOB (dH0TeMMH-1, TpoMOOKCcaH A,) Hal Baso-
Jqusatatopamu (IIPOCTAIMKIINH, a30Ta OKCH). BbicBo-
GoskieHre OMOJIOTMYECKUX areHTOB U3 ITOBPEKIEHHbBIX
KJIETOK DHJIOTEJIUSI BbI3bIBAET MUTPALUIO TJIAJIKOMBI-
HIEYHBIX KJIETOK B MHTUMY JIEFOYHBIX APTEPUOJI U [1OBBI-
HIEHHYIO [TPOJI(ePAIIo BCeX CJI0eB COCYIUCTON CTeH-
k. CeKkpernst MECTHBIX AaKTUBHBIX MEIUATOPOB C BbIPa-
JKEHHDBIM Ba30KOHCTPUKTOPHBIM JIEUCTBUEM CIIOCOO-
CTByeT pasBUTUIO TpoMbo3a in situ. B pesymsrare obpa-
3yeTcsl OPOYHBI KPYT: TIOBPEKIeHNe IHIOTENNs HeY-
KJIOHHO TIPOTPECCHPYET U TIPUBOJUT K PEMOJIETIMPOBA-
HUIO JIETOYHBIX COCYZOB, HAPACTAHUIO COCYIHUCTOI
obcrpykim. Kpome Toro, B 1/1asMe KpoBH OOJIbHBIX €
JIAT nioBbiIi€HbI yPOBHY ITPOBOCIATIUTENBHBIX [[ATOKU-
HOB, B TPOMOOIMTaX HApyIIeH MeTaboJIM3M CEPOTOHMHA
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[35]. PasButne u mporpeccMpoBaHKe AaTOJOTHYECKIX
IIPOIIECCOB B JierOuHbIX cocyzax 1pu JIAT npusoaut
YBEJNYEHUIO JIETOYHOTO COCYIMCTOTO COITPOTUBJICHUS,
nieperpyske u gekomriencarum 11K [1, 12].

VY 6ompubix CCJI, Takke Kak ¥ Ipu Apyrux Gop-
max JIAT, napymena sujgoresnuiizaBucumast Ba3ojiu-
JlaTalysl, 4TO CBSI3aHO CO CHUKEHMEM aKTHBHOCTH
NO-cunrerasbl. VImeiorcst januble 0 CHUXKEHUU TIPO-
nykiuu NO B gerkux npu CC/l ¢ JIAT [29, 32].
Kpome azora okcujia, sH10TeIMAIbHbIE KIETKU B OTBET
Ha TIOBPEXKIEHUE IHJOTENNSA, & TaKKe IeCTPYKIUIO
cyGanporennst mpopyuupyior daxrop ¢on Buire-
Opanza. IToBbienye ero KOHIEeHTpaun y 17 60IbHbIX
CC/I na 225 % 110 cpaBHEHHIO CO 37I0POBBIME JIOHOPA-
mu B 1981 1. Buepsbie oOnapy:xuau M. B. Kahaler u
coaBTopbl [11], aTO MOATBEPIKIEHO U pPe3yJibraTaMu
rocJieAyonux nceuenoBanuii [19].

K BaXHBIM NATOreHETHMYECKUM MeXaHW3MaM pa3-
Butusi JIAT nipu CCJl oTHOCSAT BacKyJiuT, COIPOBO-
SKAQIONTUICSA PEMOJIIMPOBAHMEM COCY/IOB 3a CUeT
YTOJIIEHUSI MHTUMBI ¥ TUTIepTPOGUT MeIU, 00CTPYK-
1IUel COCYIMCTOTO PyCJIa, IePUBACKYJISPHBIM CKJIEPO-
30M, TPOMOOTUYECKOI aHTHOIATHER 1 TPOMOO3OM in
situ [13, 27, 28, 33]. TlaTorucronoruyeckue naMene-
nus B BerBsax JIA npu JIAT na ¢one CCJI cxoxu c
KapTuHoii, Habmogaemoii mpu MJIT.

JuarHocryka Jiero4Hoi apTepuajibHON
THIIEPTEH3UH, ACCOIMUPOBAHHOM
C CHCTEMHOI cKJIepoaepMueii

JIAT, acconuupoBannyio ¢ CC/I, BbIABIAIOT B
OCHOBHOM Y >KEHIIIUH cTapiiero Bozpacra. IIpomosxu-
TEJILHOCTD JKU3HU Y HUX GoJiee KOpoTKast (B CpeiHeM
14 jeT 1ocsIe MOCTaHOBKY JIMarHO3a) 10 CPABHEHUIO C
6oapubiMu ¢ WJIT. Kak usBectHo, JIAT He umeer
MATOTHOMOHUYHBIX TIPU3HAKOB U HA HAYaJIbHBIX 3Ta-
rax pasBUTHSI KIMHUYECKU He juarHoctupyercs [16,
17]. Oppinika, kKak TPaBUIO, — IEPBOE TPOSIBIEHUE
JIT, necnienuuieckuii cCMMITOM, KOTOPBIN caMm IO
cebe Tpebyer nposenenus auddepennaabHoi 1ua-
rHoctrkn. Hanbosee 4acTbIMU IPUYMHAMY OJIBITITKH Y
nanuentoB ¢ CCJ MoryT ObITh MHTEPCTHLUAILHOE
nopaxkenue Jerkux, CH BcisencTBue mnopaxeHus
cepilia, aHeMus, COINYTCTByOIUe 3a60JeBaHUsA
(XO3JI, actma u zip.). B takux ciyuasx, Kpome KJiu-
HUYECKOM JMarHOCTUKH, CYIIeCTBEHHOE 3HAaYeHUe
nMeeT uccJieioBanre (DyHKIIMKU BHEIIHETO JIbIXaHus U1
Sa0,. CMepTHOCTh TakUX OOJbHBIX B TE€YEHUE IO
NpHU Pa3BepHYTOI cTagun 3a00JEBAHUA JIOXOIUT J10
40%. Ha ueGaaronpusiTHBIA MPOTHO3 YKa3bIBAIOT
BBICOKOE J[aBJieHUe B IpaBoM mpexcepaun u JIA, a
TaKkKe HU3KUU cepledHbIN MHIEKC.

Bcee 510 06ycnaBanBaeT HeOOXOAUMOCTD B €5KErO/I-
HOM 3XOKapAHOTPahUUecKOM HCCJIe0BAHUN JIakKe Y
acumiromarndeckux 6osbhbix ¢ CCJI. Karerepusa-
IIUST TIPABBIX OT/IEJIOB Cep/iia HeOOXOAUMA JIJist TO/I-
TBEPSKACHUS IMArHO3a, OIIEHKH TSKECTU M UCKIIoue-
HUS TIATOJIOTUY JIEBBIX OT/IeJIOB cepztia [26].
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JleueHue JeroyHoii apTepHaIbHOI rUnepTeH3uu

IIPH CKJIEPOJEPMUHN

Jlekapcrennas teparust JIAT npu CCJ/I ananoruy-
Ha takoBoit ripu WJII. B nacrosiiiee BpeMs puUMeHsi-
I0T: GJIOKATOPBI KAJIBIIUEBBIX KAHAJIOB, KOTOPBIE JT0JIK-
HbI Ha3HAyaTh IOCJe TPOBENCHUS Ba30PEaKTUBHOTO
TecTa, IPOCTAHOU/IbI, AHTATOHUCTBI 3JHIOTEJNNHA,
nuruburopsr OIE-5[6,9, 15, 22, 27, 30]. Henpepbis-
Hasl Teparus 3MOIMPOCTEHOJIOM YJIydlIaeT IepeHoCH-
MOCTb (DU3NYeCKOll HArpy3KH, YMEHbBIIAET KIMHIYe-
CKHe€ MPOABJICHNUS U reMOIMHAMIYeCKre HapyIlIeHus,
XOTd U He yJydliaeT BbiKUBaeMocTb [9, 22]. Ipdek-
TUBHOCTb HEIIPEPBIBHOTO MOIKOKHOTO BBEJICHUS Tpe-

Jlutepartypa

1. Bousxos A. B. /[uarnocTrka JIerouHoii THIepTeH3nu pu CUCTEMHOI
ckiepoepmun // Cosp. pemarosr. — 2008. — Ne 4. — C. 22—25.

2. Konomesa JI. @. Jlerounas runeprensust // Therapia.— 2011.—
Ne12.— C. 15—24.

3. Konomuesa JI. @. Cunapom JierouHoii rureprensnut // 310poBbe
Yrpannbl. — 2010. — Tematnueckuii Homep. — C. 46—48.

4. MuoBanoB A.JI. OmbIT MaToJI0roaHaTOMUYECKOIl KiaccuuKaimm
JlerouHoit runiepronnu // Apx. naros. — 1983.— Ne 9. — C. 18—22.

5. Hedenos B.II., HubGyaskun H.A. Jlerounast rurnepreHsus
aToJIOTHs Jierounoii aprepun // Kazancknii mejt. sxkypa. — 2004, —
Ne 4, T. 85.— C. 249—251.

6. Iocraxk H.A. Hosukos 10.K., Kimumenko A.A., Hosukos II.B.
Bropuuanast sierouHasi aprepuasibHast TUIEPTEHsHsT PN CHCTEMHbIX
3a00JIeBaHNSAX  COEJMHHUTENbHON TkaHu // PaiuonanbHast
dapmaxorepanuist B kapanosornu. — 2009. — Ne 2.

7. ACCF/AHA 2009 Expert Consensus Document on Pulmonary
Hypertension. A Report of the American College of Cardiology
Foundation Task Force on Expert Consensus Documents and the
American Heart Association. Developed in Collaboration With the
American College of Chest Physicans American Thoracic Society,
Ins., and Pulmonary Hypertension Association

8. Barst R.J,, Rich S, Widlitz A. et al. Clinical efficacy of sitaxsentan,
an endothelin-A receptor antagonist, in patients with pulmonary
arterial hypertension // Chest. — 2002.— 121.— P. 1860—1868.

9. Barst R.J.,, Rubin L. I, Long W. A. et al. A comparison of continuous
intravenosus epaprostenol (prostacyclin) with conventional therapy
for primary pulmonary hypertension // N. Engl. J. Med.— 1996.—
334.— P.296—301.

10. Battle R. W, Davitt M. A., Cooper S. M. et al. Prevalence of pulmo-
nary hypertension in limited and diffuse scleroderma // Chest.—
1996.— 110 (6).— P. 1515—1519.

11. Blann A.D., Hopkins J., Winkles J., Wainwright A.C. Plasma and
serum Von Willebrand factor antigen concentration in connective tis-
sue disorders // Ann. Clin. Biochem.— 1992.— 29 (Pt. 1).— P.67—71.

12. Eddahibi S., Morrell N., d’Ortho M. P, Nacije R., Adnot S. Pathobi-
ology of pulmonary arterial hypertension // Eur. Respir. J.— 2002. —
20 (6).— P. 1559—1572.

13. Fagan K. A., Badesch D. B. Pulmonary hypertension associated with
connective tissue disease // Prog. Cardiovasc. Dis.— 2002.—
45 (3).— P.225—234.

14. Ferri C., Cazzato M.,Giuggioli D. et al. Systemic sclerosis following
human cytomegalovirus infection // Ann. Rheum. Dis.— 2002.—
Vol. 61.— P. 937—938.

15. Galie N., Ghofrani H. A., Torbicki A. Sildenafil citrate therapy for
pulmonary arterial hypertension // N. Engl. J. Med.— 2005.—
353.— P.2148—2157.

16. Galie N., Hoeper M. M., Humbert M. et al. Guidelines for diagnosis
and treatment of pulmonary hypertension. The Task Force for the
Diagnosis and Treatment of Pulmonary Hypertension of the Euro-

«CEPHEI CYIJVHW», Ne 1, 2014

npoctunuia B teuenve 12 wen (yiydiienve rnepeHo-
CUMOCTH (PUBNYECKUX HATPY30K, KJIMHUYECKUX ITPO-
SIBJIEHUI ¥ reMOAMHAMMYECKUX IToKasareseil) Oblia
nokasana y 90 Goabueix ¢ JIAL u 3aboieBaHusaMU
COeIUHUTEIBbHON TKaHU, B TOM YHUCJE C CUCTEeMHOU
kpacuoit Bosiuankoit u CCJl [31]. Aunanornunbie
PEe3yJIbTaThl TTOJIYY€EHbI TIPU JiedeHUH 47 TAIlMeHTOoB ¢
3a60JIEBAHUAMU COEAMHUTEIBHOM TKAaHU GOCEHTAaHOM
1o cpasHenuio ¢ mianebo [8]. OgHako MOXKHO OTMe-
TUTh, uTO y GoabHBIX ¢ JIAL, cBg3anHoi ¢ 3ab0s€eBa-
HUSIMM COEIMHUTEbHON TKanu, aG@eKT JedeHus
M3BECTHBIMU TIperiapaTaMy M J[0JITOBPEMEHHBIN 11po-
THO3 TIOKA OCTaIOTCs Xy MM, yeM ripu VJIT.

pean Society of Cardiology (ESC) and the European Respiratory
Society (ERS), endorsed by the International Society of Heart and
Lung Transplantation (ISHLT) // Eur. Heart J.— 2009.— 30.—
P. 2493—2537.

17. Galie N., Torbicki A., Barst R. et al. Guidelines on diagnosis and
treatment of pulmonary arterial hypertension. The Task Force on
Diagnosis and Treatment of Pulmonary Arterial Hypertension of the
European Society of Cardiology // Eur. Heart J. — 2004. — 25 (24).—
P. 2243—2278.

18. Humbert M., Sitbon O., Chaouat A. et al. Pulmonary arterial hyper-
tension in France: results from a national registry // Am. J. Respir.
Crit. Care Med. — 2006.— 173 (9).— P. 1023—1030.

19. Kawut S. M., Horn E. M. et al. Von Willibrand factor independently
predicts long-term pulmonary arterial hypertension // Chest.—
2005.— Vol. 128.— P. 2355—2362.

20. Kumar U., Ramteke R., Yadav R. et al. Prevalence and Predictors of
Pulmonary Artery Hypertension in Systemic Sclerosis // J. Assoc.
Physicians. India. — 2008.— 56.— P. 413—417.

21. MacGregor A.J., Canavan R., Knight C. et al. Pulmonary hyperten-
sion in systemic sclerosis: risk factors for progression and conse-
quences for survival // Rheumatology (Oxford).— 2001.— 40.—
P. 453—459.

22. McLaughlin V.V, Archer S.L., Badesch D.B. et al. ACCF/ANA //
Circulation.— 2009. — 119 (16).— P. 2250—2294.

23. McLaughlin V.V, Presberg K. W, Doyle R.L. et al. Prognosis of
pulmonary arterial hypertension: ACCP evidence-based clinic prac-
tice guidelines // Chest. — 2004. — 126 (suppl. 1).— P. 78S—92S.

24. Mukherjee D., St George D., Coleiro B. et al. Prevalence and out-
come in systemic sclerosis associated pulmonary arterial hyperten-
sion: application of registry approach // Ann. Rheum. Dis.— 2003.—
62 (11).— P. 1088—9333.

25. Mukherjee D., St. George D., Knight C. et al. Echocardiography and
pulmonary function as screening tests for pulmonary arterial hyper-
tension in systemic sclerosis // Rheumatology (Oxford).— 2004.—
43 (4).— P. 461—466.

26. Murata 1., Kihara H., Shinohara S., Ito K. Echocardiographic evalu-
ation of pulmonary arterial hypertension in patients with progres-
sive systemic sclerosis and related syndromes // Jpn. Cire. J.—
1992.— 56 (10).— P. 983—991.

27. Olschewski H. et al. Inhaled iloprost for severe pulmonary hyperten-
sion // N. Engl. J. Med. — 2002. — 347 (5).— P. 322—329.

28. Quismoro EP. Jr, Sharma O., Koss M. et al. Inmunopathologic and
clinical studies in pulmonary hypertension associated with systemic
lupus erythematosus // Semin. Arthritis Rheum. — 1984.— 13 (4).—
P. 349—540.

29. Rolla G., Colagrande P, Scappaticci E. et al. Exhaled nitric oxide in
systemic sclerosis: relationship with lung involvement and pulmonary
hypertension // J. Rheumatol. — 2000.— 27 (7).— P. 1693—1698.

30. Rubin L.J. Diagnosis and management of pulmonary arterial hyper-
tension: ACCP evidence-based clinical practice guidelines //
Chest. — 2004.— 126 (suppl. 1).— P. 4S-6S.

87



«CEPIHE I CYIMUHU», Ne 1, 2014 JI. ®@. KonornboBa Ta CIliBaBT.

31. Simonneau G., Barst R.]., Galie N. et al. Continuous subcutaneous ~ 33. Tormey V.]J., Bunn C.C., Denton C.P. et al. Anti-fibrillarin anti-

infusion of treproostinil, a prostacyclin analogue, in patients with bodies in systemic sclerosis // Rheumatology. — 2001. — Vol. 40. —
pulmonary hypertension A double-blind, randomized, placebo- P. 1157—1162.
controlied trial // Am J. Respir. Crit. Care Med. — 2002. — 165.—  34. Vachiery J.L. Medical treatment of pulmonary arterial hypertension
P. 800—804. // Eur. Respir. Mon. — 2003.— Vol. 26.— P. 31—39.

32. Thomas S.R., Kharitonov S.A., Scott S.F. et al. Nasal and exhaled ~ 35. Zamora M. R., Stelzner T.J., Webb S. et al. Oxerexpression of endo-
nitric oxide is reduced in adult patients with cystic fibrosis and does thelin-1 and enhancend growth of pulmonary artery smooth mus-
not correlate with cystic fibrosis genotype // Chest.— 2000.— cle cells from fawn — hooded rats // Am. J. Physiol. — 1996.—
117 (4).— P. 1085—1089. Vol. 270.— P. 101—109.

JlereHeBa rinepTeHsis, acouiinoBaHa i3 CACTEMHOIO CKJ1IEPOOEPMIEID
JI. @. Konomwmosa !, C. X. Tep-Bapranan?, . A. Pemotsko %, H. B. Ille6eko 2, JI. 3. Anekceena

! Hartionanpuuiit Meguanuii yaisepeuteT iveni O. O. Boromoubiist, Kuis
2 QnexcanpiBebka KiiHivHa mikapas M. Kuesa

Y Jlexii posITIHYTO MUTAHHS ITONIMPEHHS, AIarHOCTHKY, KIIHIYHIX BUABIB Ta JIiKyBaHH: JlereHeBoi rineprensii (JII') y xBopux
i3 cucremuoro ckiepogepmicio (CCJI), y sikux ii MOMMpPeHicTh, 32 JAHUMU PI3HUX aBTOPIB, CTaHOBUTH 9—65 %. CMepTHICTD TaKuX
XBOPHX TIPOTSITOM POKY B PO3TOpHYTiil cTajiil 3axBopiosanis csirae 40 %. B ociosi cygacnux teopiit natorenesy JII' nexxurts enjrore-
JliasibHa IMChYHKILIS, sTKa CIIPUYUHIOE TTi/IBUTICHHS CHHTE3Y Ba30OKOHCTPUKTOPIB, 3HIKEHHS akTHBHOCTI NO-CHHTETa3U, peMOJIeIo-
BaHHSA CY/INH MaJIOTO KOJIa KPOBOOOITY, 301/IbIIEHHS JIETEHEBOTO CYMHHOTO OIOpPY i nopyients (hyHKIii mpaBoro uuryHouka. JIT ne
Ma€ MaTOrHOMOHIYHUX O3HAK, 1 HA TI0YATKOBKX €Tarax PO3BUTKY ii KJIHIYHO He JarHOCTYIOTh. [IJIs CBOEYACHOT IIarHOCTHKHU TTOTPiO-
He IopiyHe exokapziorpadiuHe f0CaiIKeHHs, 30KkpeMa acuMntoMarnyaux xsopux Ha CC/L. 3os0TuM cTanzapToM /A mifTBep-
JUKEHHSI JliarHOo3Y, OI[IHKHU TSPKKOCTI CTaHy 1 3aliepeyeHHs MaToJIoTil JIiBUX BIUIIJIIB ceplis € KaTeTepusallis paBuxX HOro BiJULiJIiB.
Memkamenrosna rteparist JIT npu CCJ] amasoriyna o takoi y pasi imiomarmanoi JII (G0KaTOpH KasbI[E€BUX KaHAIIB i3
000B’SI3KOBUM TTPOBEICHHSIM Ba3oPEaKTHBHOTO TECTY /0 iX NMPU3HAYEHHs, NMPOCTAHOI[N, aHTArOHICTH EHAOTEiHY, iHTiOiTOpH
®/IE-5), omrak Ha cboroziii eheKTUBHICTD JIKYBAHHS TA Bi/UIaJIEH il TPOrHO3 /IS TAKMX XBOPHX ITOKHU 110 3AJIHIIAIOTHCS TiPIINMI.
¥ Jiexiiii onrcano /iBa KaiHidHuX Bunaku namienTis i3 JII, acoriiioBanoio 3 CC/I, 3a sikuMu crioctepirajii aBTOpu.

KnarouoBi ciioBa: jiereHeBa rinepTeHsis, JereHeBa aprepiaabHa TiEPTeH3ist, CHCTEMHA CKJIEPOIEPMist, CHCTEMHI 3aXBOPIOBAHHS
CTTOJTYYHOI TKAHUHM, CHIOTeialbHa TUCHYHKITIS.

Pulmonary hypertension associated with systemic sclerosis

L.E Konopleva !, S. H. Ter-Vartanyan?, D. A. Reshotko 2, N. V. Shebeko 2, L. S. Alexeeva 2

10.0. Bogomolets National Medical University, Kyiv
2QOleksandrivska Clinical Hospital, Kyiv

The lecture deals with the issue of distribution, diagnosis, clinical manifestations and treatment of pulmonary hypertension (PH)
in patients with systemic sclerosis (SS), in which its prevalence, according to different authors, is 9—65 %. The mortality rate for
these patients at the advanced stage of the disease reaches 40 %. The current theories of pathogenesis of LH are based on endothelial
dysfunction which leads to increased synthesis of vasoconstrictors, decreased activity of NO-synthase, vascular remodeling of the
pulmonary circulation, increase in pulmonary vascular resistance and right ventricular dysfunction. PH has no pathognomonic signs,
and in the early stages it is not clinically diagnosed. Early diagnosis requires annual echocardiography of SSc patients including those
who are asymptomatic. Catheterization of the right part of the heart is the gold standard of confirming the diagnosis, assessing the
severity of the pathology and denying the pathology of the left heart. Drug therapy for PH in patients with SS is similar to that for
idiopathic PH (calcium channel blockers with mandatory vasoreactive test before their administration, prostanoids, endothelin
antagonists, inhibitors of PDE-5), but today the effectiveness of treatment and remote prognosis for such patients are still not good
enough. The lecture describes two clinical cases of PH associated with SS observed by the authors.

Key words: pulmonary hypertension, pulmonary arterial hypertension, systemic sclerosis, systemic connective tissue disease,
endothelial dysfunction.
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