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Jleeounas apmepuanvhas eunepmensus, accOUUUPo8antas ¢ cucmemroi ckaepodepmueii (CCI), — eposnoe nposigaerue 3moeo 3a001e6aHUs
COCOUHUMENbHOU MKAHU, NPU KOMOPOM ObiCHpoe npoepeccuposanie npueodum K kpaiite neymewumenvhvim ucxodam. Ilpu CCIH aecounas
eunepmersus (JII) wawe nabarodaemces npu 6046ul0ll OaumeabHOCMU 3a004e8aHUSL, AUMUMUPOBAHHOM NOPAICEHUU KOJICU, PA36UBAEMCS NO-
cne 0AumenbHo2o0 «000pOKa1ecmeeHH020» meveHUs U A645emcs 00HOU U3 YacmouiX NPUYUH 1emanbHulX ucxo0os. Pannioro cmaduio JIT neeos-
MOICHO blA8UMb 0€3 NPUMEHEHUs UHCIMPYMEHMANbHbIX U He 8ce20a 00CmYnHbix Memo0os uccaedoganus. Cmaous KAUHUHeCKUX nposeaeHul,
uacmo npeocmagaeHnas moabko 00bluKoll, mpedyem oughghepeHyuanbHol OUa2HOCMUKY ¢ WUPOKUM KPY2OM COCMOAHUI, KAK 00YCA08/1eH-
uoix CCJH, mak u conymemeyrowux eii. Heobxooumocms dugghepenyuanvroii ouaeHocmuku npoouKmosana pasauiHblMu mevenuem u npo-
2HO30M 30001€6aHUsl, A MAKICe MEPANeeMUUEcKOll MaAKMUKOI.

DIAGNOSIS OF PULMONARY HYPERTENSION IN SCLERODERMA SYSTEMATICA
A.V. Volkov
Institute of Rheumatology, Russian Academy of Medical Sciences, Moscow

Pulmonary hypertension (PH) associated with scleroderma systematica (SDS) is a menacing manifestation of this systemic disease of connec-
tive tissue, in which a rapid progression results in very poor outcomes. In SDS, PH is more frequently observed with the prolonged disease, cir-
cumscribed skin lesion, develops after a long benign course, and is one of the common causes of death. The early stage of PH can be identified
by instrumental and not always accessible studies. The stage of clinical manifestations, which is frequently manifested only by dyspnea, requires
a differential diagnosis from a wide range of conditions both caused by and concurrent with SDS. The need for differential diagnosis stems from
the varying course and prognosis of the disease, as well as treatment policy.

Jlerounas aprepuanbHasi runeprensust (JIAI) — pedpak- CHHTEe3a Ba30KOHCTPUKTOPOB (SHIOTENWH 1, TpoMOOKcaH A:)
TepHOe 3a00JIeBaHKEe, XapaKTePU3YIOIIeecsT MPOrpeCcCUpyOIINM HaJ BaszoamyiaTaTopaMu (TIPOCTALIMKIMH, OKCHA a3oTa). OcBo-
MOBBIILIEHUEM JABJICHUS B COCYNaX JETKUX M YBEIMUCHUEM Jie- 0OXIeHNE XeMOTaKCUYECKMX areHTOB U3 MOBPEXKICHHBIX KJIe-
TOYHOTO COCYIMCTOrO CONMpoTUBIeHUs. HezaBucumMo ot nmpuyu- TOK SHIOTE/HSI BbI3bIBAET MUTPALIMIO INIAAKOMBIIIEYHBIX KIETOK
Hbl JIAT B ee 0OCHOBe JiexkaT Ba30KOHCTPHMKIIMSI M CTPYKTYpHOE B MHTHMY JIETOYHBIX apTepuoil. [TomaBieHune armonTo3a mpuBo-
peMOIeIMPOBAHKUE COCYIUCTOTO pycia, MPUBOASILINAE K Iepe- T K TIOBBIIIIEHHO# TIpoiudepaiu BceX CIIOeB COCYIUCTOMN
rpy3Ke TIPaBoTro XeJIyI0UKa, pa3BUTHIO XPOHMUECKOM CEPACUHOM creHkU. CeKpelnsl JJOKaJbHO aKTUBHBIX MEIMATOPOB C BhIpa-
HEIOCTATOUHOCTU M TIPM OTCYTCTBMM aJeKBaTHOW Teparuu — JKEHHBIM Ba30KOHCTPUKTOPHBIM IEHCTBUEM CITOCOOCTBYET pa3-
K CMEPTH OOJIBHOTO. BUTHIO TPOMOO3a in Situ, TpaHC(HOPMUPYS JIETOYHOE COCYINCTOE

Jlerounyto runeprensuto (JII') ompenesnsitoT Kak MOBbILIE- PYyCaI0 U3 OOBIYHOIO AHTUKOATYJISIHTHOTO COCTOSTHUS (BCJIGACT-
HUe cpeHero aapiaeHust B ierouHoi aprepuu (CpAJIA) > 25 mm BUE OCBOOOXKICHMSI MPOCTALMKIMHA U MHTUOUTOpA TKAHEBOTO
PT.CT. B COCTOSTHUY TIOKOST Wuint > 30 MM PT. CT. pu PU3NIEeCKOi aKTUBATOpa TUIAa3MUHOTeHa) B MPOKOoaryIsiTHTHOe. B pesynbrate
Harpyske. [1py 3ToM maBiieHMe 3aKJIMHUBAHUS JIESTOYHOU apTe- o0OpasyeTcs TTOPOYHBIN KPYT: MOBPEXICHWE SHIOTEIUS HEYK-
pun ([A3JIA) He TOKHO TIPEBHIIATh 15 MM PT. CT., a CepACYHBII JIOHHO TIPOTPECCUpPYET U TIPUBOIUT K PEMOICTUPOBAHUIO JIETOU-
WHIEKC TOJIKEH ObITh HOPMaJIbHBIM UM CHUKEHHBIM. 30JI0ThIM HBIX COCYI0B, HApACTAaHUIO COCYIMCTON OOCTPYKILIMU 1 00JIUTe-
CTaHIAPTOM U €IMHCTBEHHBIM MeToaoM Bepudukaimu JII' saB- pauuu. [1pu 3TOM marosiornyeckye MpouLecchl 3aTparuBaroT Bce
JIIeTCsT KaTeTepu3alius paBbIX OTaesI0B cepaia [1]. CJIOV COCYTMCTOM CTEHKH, Pa3IMYHbIC TUITbI KJIETOK (IHIOTEII -

JIAT, accouunpoBaHHasi ¢ CHUCTEMHOU CKJepoaepMuei aJIbHBIE, TJIaJKOMBIIIeYHbIe, (rOpoOIacTel). B anBeHTHULIUM OT-
(CC1), mmpoKo M3BEeCTHA KaK rPO3HOE MPOSBICHUE 3TOTO 3a- MeuaeTcs TTOBBIIICHHAS TTPOAYKIINS 9KCTPALIC/UTIOJIIPHOTO MaT-
0oJIeBaHUS COCAMHUTEILHON TKaHU, OBICTPOE MPOrpeccrupoBa- pUKca, BKJIIOYasl KOJulareH, 37acTWH, GUOPOHEKTUH U TeHac-
HUE KOTOPOTO MPUBOIUT K KpaifHe HEYyTeIIUTEIbHBIM UCXOIaM. 1uH. JIUMGOUUTH U TPOMOOIIUTHI TaKXKe UTPAIOT CYIICCTBEH-
ITpu mumutupoBanHoMm Bapuante CCJI JIAI yacro oOycioBie- HylI0 poib B pazsutuu JII. B masme kpoBu y 60ibHbIX ¢ JIT 110-
Ha JIETOYHBIMU COCYIMCTBIMM HapylleHUsIMU, a npu 1uddy3- BBIIIEHBI YPOBHU MTPOBOCTIAIUTEIBHBIX [IMTOKMHOB, B TPOMOO-
HOM — MOXET COYETaThCsI C JISTOYHBIM WHTEPCTULINATBHBIM (U~ IIUTax HapyllleH MeTaboJM3M CEepOTOHNHA.
6po3om. [Tomumo atoro, mpu CCJl MMeroT MecTo M Ipyrue co- [ucbanaHc Mexay TPOMOOTUYECKMMM, MUTOTEHHBIMU,
CTOSTHUS, cTIocoOCTByIomue paspututo JII' 1 TpeOyrolme Tia- MPOBOCITAJIUTETbHBIMU, Ba30KOHCTPUKTOPHBIMU (DaKTOpamMu 1
TeJIbHOM AuddepeHIUaTbHON AMaTHOCTUKY [2]. MeXaHU3MaMM OOpaTHOro AeHCTBUS (aHTUKOATYJISIHTHBIC, aH-

J1o HacTos11Iero BpeMEHU TOYHO HE YCTAHOBIEHbBI MPUYMHBL TUMUTOTEHHbIE, Ba30JWIATUPYIOLIME) CIIOCOOCTBYET CTOMKON
MaTOJIOTUIECKUX U3MEHEHUI B JIerouHbIX cocynax ripu JIT. B oc- Ba30KOHCTPUKIIUU, TTIPOJM(BEPATUBHBIM U BOCITATUTETbHBIM 13-
HOBE COBpPeMEHHBIX Teopuii matoreHe3a JII' nexuT sHIoTe M- MEHEHUSIM B JISTOUHOM MUKPOILUPKYJISTOPHOM pycie. MMeHHO
anbHast OUCGhYHKUMS, KOTOopas IPUBOIUT K TMpeobIamaHuio 3TU MEXaHM3MBI OTBETCTBCHHBI 33 pa3BUTHE M TIPOTPECCUPOBaA-

22



COBPEMEHHAA PEBMATONOTHA Ne4’08

NERUKA

HUE MaTOJOTUYECKUX OOCTPYKTHMBHBIX MPOLIECCOB B JIETOUHBIX
cocynax ripu JIT, yBeJTM4eHMe JIESTOYHOTO COCYIMCTOTO COITPOTH -
BJIEHUs, TIEPETPy3Ky M JIEKOMIIEHCAIIMIO TIPaBOTO XKeIynouka,
rrbesb O0JIbHBIX.

CCJl, ocobeHHO ee JMMUTHPOBAHHBIN BapuaHT (paHee
ob6osHavaBmiicss kak CREST-cuHapoMm), yaiiie Bcero cBsizaHa
¢ passutuem JII. PactipoctpanenHocts JIT mpu CCJI BapbupyeT
oT 9 10 65%, 4TO 0OYCIOBJICHO Pa3HBIMU METOIUYECKUMU O~
XOJlaMU K TUArHOCTUKe 3Toro Tposiienus. [1o manusiM bpu-
TaHCcKoro peructpa JII, ocHoBaHHOTO Ha KaTeTepuU3allMu TIpa-
BBIX OTEJIOB cepiia, mpu odcaenoBanun 722 nauueHToB ¢ CCJL
JIT BoigBiieHa B 12% cayuaes [3]. B npyroii cepuu uccienosa-
Huii, Bkatovasuieit 930 6onbHbIXx CCI, KyMyIsITUBHAs YacToTa
JIT cocraBuna 13% [4].

JIT oTHOCUTCSI K BapUaHTaM TTOPaXKEHUSI JIETKUX Y OOJTBbHBIX
CCJ1 1 MoXeT OBITh 00YCIOBIEHA MHTEPCTULIMABHBIM (hrOpO-
30M WJIM U30JIMPOBAHHBIMU MPOJIU(EpaTUBHBIMUA U3MEHEHMS -
MM COCYIMCTON CTEHKU B OTCYTCTBMM 3HAYMMBbIX M3MEHEHUI

Kraccudpuxauyus JIT (Beneyus, 2003 e.
Simonneau et al. JACC 2004):

Tabauna 1.

1. JIAL:

* YauonaTuyecKas;

® ceMeliHas;

® ACCOLMMPOBAHHAs C:

— CUCTEMHbIMU 3200JIEBAHUSIMU COEAMHUTENBHON TKAHU;
— BUY-uHbekuumeii;

— NOPTAJILHOW TMIIEPTEH3UEH;

— aHTPEKTUKaMU;

— BPOXJEHHBIMU MTOPOKAMMU CEP/LIA;

* JIErOYHasi BEHOOKKJIIO3MOHHAsI 00JIe3Hb;

® JIETOYHbIV KaWJUISIPHbIA T€MAaHTMOMATO3.

2. Ipu nmopakeHUM JeBBIX OTAEJIOB CeP/ILIa:
* MIpeACepaAne WU XKeTyI04YeK;
® KJIanaHbl

3. [1pu MaToNIOTUM JIETKUX/TUTTOKCEMIH:

* XpoHUYecKasi 00CTpyKTHBHas 60sie3Hb Jierkux (XOBJI);
* UHTEPCTUIUATBHBIN (HUOPO3;

°* HapyIlIeHUE JIbIXaHWsI BO CHE;

* AHOMAJIMK PAa3BUTHSI.

4. pu TpOMOOTUYECKUX WJT TPOMOOIMOOTNIECKUX 3200IeBAHUSIX:

* TpoMOOIMOOIMYEeCcKasi OOCTPYKIIMSI TPOKCUMAIbHBIX JIETOUHbIX ap-
TEPUIA;

* TpOMOOOMOOIMYEcKast OOCTPYKLIMSI TUCTATbHbIX JIESTOYHBIX apTEPHUIA;
® HETPOMOOTUYECKUE IMOOINM.

5. Penkue mpuinHbI

|
MapeHXUMbl WJIM XPOHUYECKOU Tumnokcuu (coocrBeHHO JIAT).
Kpome Toro, mpuurHOi1 MOBBIIIIEHUS JaBJICHUS B MaJIOM Kpyre
KPOBOOOPAIIEHUS] MOXET CJIY>KUTb MOpaXXeHUE JIEBBIX OTIEIOB
cepina, Kak KJalaHHOe, TaK 1 COOCTBEHHO MUOKap/a, CBs3aH-
Hoe uiu He cBsidaHHoe (Hanpumep, UBC) ¢ cucreMHbIM Mpo-
neccoMm. [MocnenHee MOXeT OBITH OTHECEHO K OOJIBIION TPYITIe
MPUYMH, OTIPENEISIONIMX BTOPUUHBIM XapaKTep TUIIEPTEH3UU 1
paclieHMBaeMbIX KaK COIMYTCTBYOIIME 3a00eBaHus (Tadu. 1).
HeobGxonuMo noMHuth o Hepeakux accouuanusx CCJ ¢
MEePBUYHBIM OUJIMAPHBIM LIUPPO30OM (C OCOOBIM BHUMaHUEM
HY>XHO OTHECTUCh K BapuWaHTaM, OCJIIOXHEHHBIM TOPTATbHON
TUTIEPTEH3MEI), a TAKXKE C BEHOOKKITIO3MOHHOM 0OOJIC3HBIO JIeT-
kux. M HakoHell, py Hanmnuuu (PakTopoB pucKa M TpombOO3a
BEH HMXXHUX KOHeyHoctel y namueHToB ¢ CCJl Takxke MOXeT
BBISIBJISITbCSI XpOHUMYECKasl MOCTTpoMboamobonuueckas JIT [5].
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Kax yxe ob110 otmeuyeHo, JIAT npu CCJI yalie Bo3HUKa-
eT Ha (poHe OOJIbIION AIUTEILHOCTUA 3a00JIeBaHUsI, JIUMUTH -
POBAHHOTO KOXHOTO CUHIpOMA W HAJIUYUST aHTUIIEHTPOMED-
HBIX aHTUTEJI, OTHAKO MTOCIEeIHNE UCCIeI0OBAHUS BHECTU KOP-
PEKTUPOBKY B OOIIIEM3BECTHBIC 3aKOHOMEPHOCTHU. Tak Ha3bI-
BaeMblii U30JMPOBAHHBINM (COCYAMCTHINM, OJMM3KUI K MAMOIA-
TUYECKOMY, HE CBS3aHHBIN C paclpoCTpaHEHHbBIM MOpaXKeHM -
€M IapeHXUMbl JIETKMX WJIW Turnokcemueit) BapuaHt JIAT
BCTpEYaeTCs] U TIPU OCTPOM TeueHUU 00Jie3HU ¢ nudPy3HbIM
KOXHBIM cuHApoMoM U HajamuueM U3RNP-ayroanruren [6].
Bricokasi yactora MHTEPCTUIIMAIBHOTO (UOpo3a, BHISIBIISIC-
Moro y 6osbHbIX CCJI B mociaeaHue rojbl, He TpuBeJia K Cyllie-
CTBEHHOMY YBEJMYEHUIO PACIPOCTPAHEHHOCTU TUIMOKCEMMU-
yeckoro BapuaHTa JII, ogHako cIocoOGCTBOBaNA BBIICICHUIO
COYETAHHOIO TUIIA MOPAXEHUS JIerkux, npu koropom CplJIA
COIIOCTAaBMMO C TaKOBBIM IIPU M30JUPOBAHHOM €¢ BapHUaHTE.
Boiaenenune aToro BapuaHTa OOYCJIOBIEHO HEOOXOAMMOCTHIO
WHOM, YeM MpPU MHTEPCTUIIMATbHOM (UOpo3e, TeparneBTUIe-
CKOM TaKTUKU B CBSI3U C €r0 KpaitHe TSIXKeJIbIM, MPOTHOCTUYE-
CKY HeOJIarONMPUSTHBIM TeUCHUEM.

Pannsas nuarnoctuka JIAI — 3ajor onTuMaabHOTO Tepa-
MeBTUYeCcKoro mporHosa. bes nedeHuss mporHos JIAIT oueHb
mwioxoit, mpu CCJI 60% GOIbHBIX ¢ KIMHUYECKM 3HauuMoi JIAT
YMUPAIOT B MIepBhIe 2 ToAa nocie ee auarHoctuku [7]. CBoeBpe-
MeHHoe BbisiBlieHue JIAD criocoOcTByeT Oosiee paHHEMY Hauday
Tepanuu 1 6ojiee GIaroNpUsITHOMY TeUeHHIO 3a00JIeBaHMSI.

Huarnocrtuka JIT, accounnposannoit ¢ CCJI, nipearoara-
eT: TMPOBEIeHNE KOMILIEKCHOTO O0OCIeIOBaHMS UIST OLICHKU
KJIMHMYECKOoTo Kinacca u tura JIT, a Takke yHKIIMOHAIBHOTO U
TreMOJMHAMUYECKOTO CcTaTyca MaiueHToB (puc. 1).

Juarnoctuka JIT npu CCJI, KaK 1 npu ApYrux COCTOSTHU-
sIX, OCHOBaHa Ha KOMIUIEKCE KIMHUIECKUX U MHCTPYMEHTAb-
HBIX UCCIIeOBAHUI, CPEIN KOTOPBIX 30JI0THIM CTAaHAAPTOM SIB-
JISIETCST OTIpeieICHUE TaBJICHUs B JISTOUHOM apTepyu MPH ee Ka-

Tabnuua 2. Haubonee uacmoie npuuunvl 00blUKU

y nayueumos ¢ CCJ

UnTepcTuiinanbHoe 3a00I€BaHUE JETKHIX
(MHTEpCTULIMAJIbHbBIE THEBMOHUU)

CeppeyHasi HeIOCTaTOYHOCTh, PA3BUBLIASICS ITPU CKIIEPOIepMUYe-
CKOM MHUOKAPIMOCKIIEPO3€e /WK TIOPOKE Ceplia

MBC (aKkBMBaJIEHT CTEHOKapIUN)
AHemust

ConytcrBytomue 3aboneBanus (XOBJI, actma u ap.)
|

tetepusdanuu. OIHaAKO HEOOXOAUMO MMOMHHUTb O CKPUHUHTOBBIX
meTonax BeisiieHus JII, mockobky 6onbHble CCJI cocTaBiisi-
0T TPYIITY PUCKa Pa3BUTUS 3TOTO MpostBiieHUs. Kak n3BecTHO,
JIT' He UMeeT MAaTOTHOMOHUYHBIX MPU3HAKOB U Ha HayaJIbHBIX
aTanax pa3BUTHUS KIMHWYECKN He3HaunMa. OfbIliKa, KakK mpa-
BUJIO, nepBoe npossiaecHue JII, sBasercs HecrneunuduuecKum
CUMIITOMOM, KOTOPBI caM 1o cebe TpedyeT nmpoBeacHUus Aud-
(bepeHLIMaNTbHON TUAaTHOCTUKM (TA0JI. 2); OOBIYHO ONIbIIIKA pa3-
BUBACTCSA YK€ TIPU HAJTMYUM TTPABOXKETYIOUYKOBOI HEIOCTATOY -
HOCTH.

Ocoboe 3HaueHWE TIPU CKPUHUHTE U OMpEeAeIEHUN prcKa
pazButus JII' mpu CCJl umeet ucciaenoBaHue GyHKLIUNA BHEII-
HEro AbIXaHus ¢ omnpeneaeHueM AuddYy3MOHHON CITIOCOOHOCTH
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1. [Mono3peHue Ha JIT =t CKpUHUHT

CiyuaiiHast HAXoKa

OKTI
I1. O6HapykeHUE JIT e
TpaHcTopakanbHas DxoKI'

BBICOKOTO Pa3pelIeHust
MynsrucnupanbHas KT

1. Iuddepennmanus JTAD = { AHTHOTpadws

BUY-tect

IV. Bepuduxkaius

u oueHka JIAT

KapI[I/IOHyJII)MOHaJII)HI)IC TE

CUMITOMBI 1 (1)I/IBI/IK3.HI)HOG obcrenoBaHue

PeHTreHorpacust rpynHoii KIeTKu

DyHKIINS BHELTHETO JAbIXaHUS U Ta3bl KPOBH
BeHTuisiunoHHO-niepdy3MoHHasi CUMHTUTpadUs
KowmnslotepHast tomorpadust (KT)

Buoxumuyeckuii aHaau3 KpOoBU
1 UMMYHOJIOTUYECKHUE TECThI

Y3U OprolHoi mojocTu (rmevyeHs!)

HarpysouHble mpo6bl: 6-MUHYTHBIN TECT

Temonunamuka: Karerepusanus

C BAa30PEAKTHUBHBIMHA TECTAMH

mux XOBJI wiu anemun) siBusioch 6osee
3HAYMMBIM TIpeauKTOpoM pas3Butus JIT,
yeM Jpyrue MOCTYIHBbIe «CKPUHWHTO-
Bble» MeTonuKu (DKI mam DxoKT) [8].
Ox0KI, moMrumo o6HapyKeHus Koc-
BeHHBIX Tpu3HakoB JII' u u3mepeHust
TPaHCTPUKYCMUIAIBHOTO TpaJueHTa Ja-
BieHust (CJIA), nomoraeT nuddepeH-
IMAJTLHOM IMaTHOCTUKE BaApUAHTOB «BE-
Ho3Hoi» JII, oOycioBieHHON MNopaxe-
HHMEM JIEBOTO 3XelIyaouka (HapylleHue
€ro COKpaTUTEJIbHOU CrocoOHOCTU
U/WIA HaJduvue KiIamaHHBbIX IMopaxe-
Huit). Heo6xonnmMo moMHUTh, YTO BbISIB-
JIeHWe TPaHCTPUKYCITUIAILHOTO TPajn-
eHTa maBiieHus > 30 MM PT. CT. HEe TIO3BO-
JIsieT BepuuIUpOBaTh TUAarHO3 U Tpedy-
eT nmoaTBepxkaeHus [9]. OpaHily3cKuMu
uccaenoBaTessIMU TipeioxkeH audde-
PEHIIMATbHO-IUArHOCTUYECKUI  ajro-
put™M paHHeill nuarHoctuku JIT' ¢ umc-

CThbI

Puc. 1. Ocnosnvie smanvt duaenocmuxu JII

(pexomendayuu Eeponeiickozo kapouonoeuueckozo obuecmea;
Galie N. et al. Eur Heart J 2004; 25:2243—78)

nmosnb3oBanneM IxoKI (puc. 2), mo-
CKOJIBKY BEPOSITHOCTb KaK JIOXKHOTIOJIO-
JKUTEJIbHBIX, TaK U JIOXKHOOTPULIATE b~
HBIX PE3YJIBTATOB P MOIPAHUYHBIX Ipa-
JNIMEHTAax JOCTaTOYHO Besuka [10].

JIT: OxoKT -nedununmst: Msarkas (HavanbHast) JII MoxeT ObITh ycTa-
HOBJICHA TIPY CKOPOCTH TPUKYCIUAATEHON PErypruTariin

2,8—3,4 M/c, UTO COOTBETCTBYET (B CyMMe C JIaBJICHHEM B TIPAaBOM
npencepanu, paBHoM 5 MM pt. ¢T.) CIIJIA 36—50 mm pT. cT. (Venice
1T World Symposium PAH, 2003)

Honrnep-9xoKI (V)

!

V2,5-3m/c

\

V< 2,5m/c V>3 m/c

—

Her onpiiku
(11 oHa 00ycIoBIeHA
JPYTUMU TPUIMHAMU)
A J

\

Opnplika
(B OTCYTCTBUU
JIPYTUX TPUYUH

Janubix B monb3y JII' HeT

'V — cKOpOCTb CUCTOTMYECKOTO TPAHCTPUKYCITMIATBHOTO ITOTOKA;
CIJIA — cucToMyecKoe IaBIeHUe B JIETOUHOW apTepun.

(~ CIJIA < 30 mm pt. cT.) (~ CIJIA 30—45 mm pr. ct.) (~ CIJIA > 45 MM pPT. CT.)

ITonospenue Ha JIT'

Karerepuzauus

KarteTepusanusi TpaBbIX OTHEJIOB
cepia — 30JI0TOM CTaHIapT TUarHOCTH -
ku JII' — goskHa TMPOBOAMTHCS BCEM
0onbHBIM ¢ 3TUM TiposiBieHnem CCII.
DTOT METOM HE TOJIbKO IMO3BOJIIET MO/~
TBEpPIUTH (DAKT TOBBILICHUS NaBICHUS,
HO U sBisieTcs AuddepeHInanbHO-11-
ArHOCTMYECKUM U OTPEICISIOIINM TIPO-
THO3, a TaKXe MPU MPOBEICHUHN OCTPBIX
MpoO aeT BO3MOXHOCTb BbIOpaTh ae-
KTUBHYIO TeparneBTUYECKYIO TAKTUKY.

Bepudukauus JII' mpu CCJI Tpedy-
eT nocienywuero auddepeHnaTbHO-
JIMaTHOCTUYECKOro obOciemoBaHus. [ls
yrouHeHus Tuna JII' kaxkaomy 60bHOMY
HEOO0XOIMMO MTPOBEICHUE BCETO KOMILIE-
Kca IMarHOoCTUYECKMX MEpPONpPUITUIL,
ITOCKOJIbKY Y OIHOTO IallMeHTa MOXKET
BCTPETUTHCSI COUYETAHWE HECKOJIbKUX
Mpu4rH (puc. 3).

Cob6ctBenno JIAT nmpu CC/ (u3o1m-
pOBaHHBII BapMaHT) MOXKET ObITh yCTa-

)
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Puc. 2. Areopumm IxoKI-ouaenocmuru JIT

(Hachulla E. et al. Arthritis Rheum 2005; 52:3792—800)

nerkux (DLCO), KoTopoe Moka He Hallllo J0JKHOTO MecTa B
JMMArHOCTUYECKUX MPOTpaMMax Mpu MAMONaTHIeCKOM (TepBUY-
Hoit) JIT. Psan uccnenoBareseit mokasana MPOrHOCTUYECKYIO POJIb
3TOTO METOJIa HapsSIAy C OOIICTTPUHATBIMU KITMHUKO-UMMYHOJIO-
TMYECKUMU TPU3HAKAMU B OIIPEAEIEHUHU TPYIIIbl PUCKA CPEedn
oonbHbIXx CCJl B otHoweHuun passutus JII. M3oaupoBaHHOE
(Ip¥ HOpPMaJIbHBIX 00BEMHO-CKOPOCTHBIX IMOKA3aTe/IsIX CIIMPO-
rpaMMmbl) cHkeHrue DLCO<55—60% HOpMBI (ITPU OTCYTCTBUU
NIPYTUX TIPUYUH — UHTEPCTULIMAIBHOTO (hrbpo3a, COIMyTCTBYIO-

HOBJIEHA TOJIBKO MOCJIe TTPOBEACHMSI BCEX
JMIMATHOCTUUYECKUX MPOTIEYD («IUarHo3 —
uckiawodyeHue»). Ilomumo storo, JIAT
MOXET OBbITb OOYCJIOBJIE€HA ITOPTAJIbHOM
TUIepTeH3Me, pa3BuBIIelics Ha (poHEe IEPBUYHOTO OMIMApPHO-
ro LYppo3a, KOTOPbIi INpu JuMuTUupoBaHHOM BapuaHTte CCJI
BCTpeYaeTCs CYIIECTBEHHO Yallle, YeM B TTOMYJISIIIY.

TTpu oGHapyXeHUU MHTEPCTUIIMATBHOTO TIOPAXKEHUSI JIeT-
KUX HYXHO OTIpenenTh, Kakoil BapuaHT JII' mpeBanmpyet. B
9TOM MOTYT IIOMOYb OoauIuieTu3Morpadust (orpeneaeHmue oc-
TATOYHOIrO 00beMa M OOIIEeil eMKOCTHU JIETKUX [UISI YTOUHEHMS
BBIPAXKEHHOCTU PECTPUKIIMM), & TAKXKE UCCIeIOBaHUE Ta30B0O-
ro cocTaBa KpOBU IMPU KaTeTepHU3allMu IS OLIEHKU BBIPaKeH-
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NERUKA

HOCTHU TUITIOKCeMUU. BbimeneHue coue-

taHHoro BapuaHTa (JIAI' u uHTepcTH-
LIMaJIbHOE MTOPaXeHUE JIETKUX) MPOJUK-
TOBAaHO HEOOXOAMMOCTHIO COUYETAHHOM
Tepanuu Ba30aKTUBHBIMU TIperiapaTaMu
Y UIMMYHOCYIIPECCOpPaMH.

CKpUHUHT:
HaJIM4YMe OIBIIIKH,
TI < 30 MM pT. CT.,
DLCO > 60%, OEJI > 80%

Kimanmyeckn 3HaYMMbIe CUMIITOMBI:
OJIBIIIIKA WM Cep/ieyHasi HeIOCTATOYHOCTb,
JIAJTaTaIvsl TIPABOTO JKEJyIouKa,

TI > 30 MM pT. CT., JIeBBIiA
XKeJynouek 0e3 U3MEHEHUI,
DLCO<60%

CHUXeHUe HaCOCHOM (hyHKLIMU Jie-
BOTO JXeJTyJ0oYKa BCICICTBUE €r0 CUCTO-

]

!

JIMYECKOW WM NUACTOJINYECKON auc-
yHKIIMU 00YCTOBIMBAET Pa3BUTHE «BE-
Ho3HoW» JIT, mposiBsiioneiics: mpu Kate-
tepusanyu nosbiieHueM J3JIA. B atux

OxoKI B nnHamuke
(TP HATMYWY TTOKAa3aHUI
pa3 B MoJjroaa)

Karetepuzaius
TPaBBIX OTIEJIOB CePALa

ciiydgasgx ucnojib3ylor 9xoKI, ogHako
MOXET MOTpedoBaThCsl BepUbUKALIUS
MBC xak HeMHBa3UBHBIMU (CTpecc-Me-
TOIBI, «KOPOHAPHBIN KaJbLIMii»), TaK U
MHBa3MBHBIMU (KOpOHApOaHTHOTpadusi)
MetonamMu. DxoKI Takxke sBisieTcsl He-
3aMEHMMOI B ITMAarHOCTUKE KJIAraHHbIX
nopokoB, kotopsle npu CCJI BcTpeuya-
FOTCS HEYacCTO.

B mocneaHne HECKOIBKO JIET 3apy-
OeXHbIE aBTOPBHI OTMEYAIOT HEPEIKOe
coueranue CCJl ¢ mopaxeHueM BeHY-

ITHCBMOHUM,

6035MO0IMK

opTajbHas THIEp-

TEH3Ms, 3a00JI€BaHMsI
JIEBOTO JXeJIyI0uKa,

BOBIJI,

MHTEPCTULINAIbHBIC

XPOHUYECKUE TPOM-

TI' — TpUKyCIIMOATbHBINA TPATUEHT IaBICHUS B JIETOYHOI apTEPUN;
OEJI — o06111ast eMKOCTb JIETKUX;

BOBJI — BeHOOKKIIIO3MOHHAs 00JIE3Hb JIETKHUX;

JICC — nerouyHoe cocyarcToe COrpoTUBICHNUE.

~ 1

,
TTocTkanuisipHast
JIAT (A3JIA>15)
Jleuenue
[ Tunokcuueckas JIAT ]
[ Tpombosmboanueckast JIAT ]
~ ¥

JISPHOTO OTIeJIa MUKPOLMPKYJISITOPHO-
ro pycja — JeroYHoil BeHOOKKITIO3UOH-
HOIi 6OJIE3HBIO U JIETOYHBIM KaTWJLIsIP-

Puc. 3. Cmpameeus ouaenocmuru JIAI npu CCJl

HbIM aHTuomaTto3oM [11]. [IpumeHeHue A
MpernapaToB TPYMNIbl MPOCTAMKIMHA Y
3TOI KaTeropuu 0OJIbHBIX YaCTO OCIOX-
HSETCS HWHTEPCTULIMAIbHBIM OTEKOM
JIETKMX W 3aKaHuyuBaeTcs daTaibHO.
Hanuyue y maunueHTa runoxkcemMuu, a
Takke noBbieHHOTO [I3JIA mo3BossieT
3all0J03pUTh 3Ty HEOJaronpusTHYIO
accolrauuio.

Teuenue JIAT npu CCJI cxomHo ¢
TaKOBbIM MPU UIMOMATUYECKOM (Tep-
BMUYHOM) BapuaHTe (puc. 4). Hekoro-
pble aBTOpHI OTMEUalOT MeHee Oyaro-
MPUSITHOE €e TeUeHUE TIPU COYETaHUU C
CUCTEMHBIMM 3a00JIeBAHUSIMU, YTO,

MepUojT

Benuunna

BeccumnrTomHbIit

CepaeuHblii BHIOpOC
TP Harpy3ke

I Ymepennas I BuipaxenHnas
| cUMITOMATHKa | cuMmTOMaTHKA
.,
e
T'"""-«.. 1
| I!.-..... l
..,
I .., I >
1 T
_________4_?:;.\
1 CepaeuHblii 1

JaBnenue |
B JIETOYHOU
apTepuu

I BBIGPOC B MOKOE

BO3MOXHO, CBSI3aHO C IMO3AHEH auar-

Bpewms -

HOCTUKOW. PeTpocrneKTWBHBIM aHaIu3
ciiyyaeB uzoaupoBaHHoit JII, KoTopbie
MBI HabOomaeM B MHCTUTYTE peBMaToO-
norun PAMH, mokazan Hanuuue IJIWUTENBHOrO (IO S5 JeT)
ACMMITOMHOTO TepHroa, COMPOBOXIABIIErOCsS JUIIb U3ME-
HeHusaMu Ha DKI (mpu3Haku neperpys3ku IMpaBbiX OTACIOB
cepaila) U PeHTIeHOJOTMYeCKUMHK TTpU3HaKaMu (BbIOyXaHMe
2-1i IyTH TI0 JIeBOMY KOHTYpY cepina). Cpeau TUTUIHBIX TSt
3TOTO CTpalaHUs KIMHUYECKUX MPOSBICHUI OCHOBHBIM OBI-
Jla onblika. Heo0XoAMMO OTMETUTh pe1KOe pa3BUTUE KPOBO-
XapKaHbsl U CUHKOTMAJbHBIX 3TIU300B.

Craaus nporpeccupoBaHusl XxapakTepu3oBaiach hopMu-
pOBaHWEM B TIEPBYIO OUYepPeb TSIKEIOM AbIXaTeIbHON HelToC-
TaTOYHOCTH C JIESTOUHBIMU TUTIEPTOHUYECKUMU KPU3aMU, Jie-
TaJIbHBIA MCXOJ HACTYIIaJ B CpemlHeM uepe3 3—5 JeT rmocie
MOSIBJICHUST OJIBIIIKK U Yallle BCETo ObLI CIEICTBUEM TSIXKEI0-
ro JIESTOYHOTO TUIEPTOHUYECKOTO KpM3a C MPOTPECCUPOBAHM -
€M CUCTEeMHOU T'MIIOTeH3UU. MOryT BCcTpedyaTbCsl MPU3HAKU

25

Puc. 4. Pazeumue kaunuueckux nposesenuil JIT u noxazamenu eemoounamuxu

TSIKEJIO TTPaBOXEIYTOYKOBOI HEAOCTATOYHOCTH, HO OHM HE
XapaKTepHHI.

dakTopbl HEGIArOMPUATHOIO MPOrHO3a, HAOII0JaeMbIe TTPU
uauornarudeckoit JIT, onucwiBatorcst u npu JIAI, accouunpoBaH-
Hoit ¢ CCJI. [ToMUMO MCXOAHBIX TeMOAMHAMUYECKUX TapaMeT-
poB (uame — Cp/IJIA mipu iepBoM 00cIeI0BaHNM), K HUM OTHO-
cATCA TepUKapIUT, MOBBIIIICHUE YPOBHS MO3TOBOM (hpaKIIMKy Ha-
TPUIYPETUUECKOTO MENTUAA, a TAKKe MOYEBOI KUCIO0THI [12, 13].

dynkunonanbHas kiaaccudukauus JIAT ucrmonab3yeTcst uist
MPOrHO3a MPOAOIKUTEIbHOCTH XXU3HU OOJIbHBIX. Tak, y maiu-
eHtoB ¢ I u Il dpynkimmonansueM kiaccom (DK) JIAT cpemnnsist
IIPOIOJ/LKUTEIBHOCTD KU3HU cocTaBisieT 6 Jjer, ¢ 1II ®K —
2,5 roma, ¢ IV ®K — 6 mec. [Tomumo onpenenenust K JIAT, y
6onbHbIX CCJI BaxkHa KOJIMUECTBEHHAsI OlLIEHKA TOJIEPAHTHOCTHU
K pusnyeckoit Harpy3ke. 6-MUHYTHBII TECT ¢ XOIb0OI (M3Mepe-
HMe TMCTaHIIUK, KOTOPYIO OOJIEHOI MOXKET MPOUTH 32 6 MUH) —
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JIOCTYITHBIA U BBICOKOMH(OPMATUBHBII METO OLeHKU 3(eK-

TUBHOCTH Teparnuu [14].

Takum 00pa3oM, paHHee BBISIBJICHUE U MpaBUJIbHAs auar-
Hoctuka JII' y manmenToB ¢ CCJ/] — HeoOXonmMoe yCIOBUE YBe-

NERKUKA

JIMYCHUA IIPOOOJIKUTEIbHOCTU XKU3HU. YuuThIBask CJI0XXKHOCTDb U

HEIOCTYIMTHOCTb MHOI'MX AMArHOCTUYECKUX IMPOUCAYp, HaoJI10-

JIEHUE JaHHOU KaTreropum 0O0JIbHBIX BO3MOXHO JIMIIIb B CIlelda-
JIM3UPOBAHHLIX LICHTPax.
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«bYAVILEE BE3 OCTEONOPO3A~»

KPpyrnblhM cTON C YyYyacTHeM BeAaYyUWUX POCCHHCKHUX CNEUUAaNUCTOB

Bpauam X0poIo U3BeCTHbI COMUATBHBIE H
9KOHOMUYECKHE MOCJIeICTBUS NePeioMOB, 00y-
cJoBJeHHbIX octeonopo3om (OII). U3-3a mo-
CTapeHNs HaceJIeHNs BO BCeM MHUpe 3Ta npod.ie-
Ma npuodpeTaeT II0OAIbHBIA XapaKTep, a mpo-
¢unakTuka OIT cTAHOBUTCS OJHUM M3 NIPUOPHU-
TETHBIX HANPaBJIeHHUi B chepe oxpaHbl 310po-
Bbs. UT0OBI BHUMaHUE K 3TOi NpodjiemMe He ocC-
nabesano, 20 okra0ps mposoautTcss Bcemmp-
Hblii 1eHb 60puobI ¢ OI1.

23 okTsaA0psa B Mockse cocrosiicsa Kpyr-
ablii cron «Byaymee 6e3 ocreomopo3a» ¢
yYacTHeM BeIYIIUX POCCHICKHX CIeNHau-

CTOB B 3TOi 00JacTu. OGCy)KIajIuCh BONPO-
cbl npodunakTuku U jedenus OIl, B Tom
YHCclie NCNOJIb30BAHNE KAJbIUIICOAEPKANIMX
npenaparos.

ITpodeccop JI.M. beneBoneHckas, py-
koBoauTtesb LlenTtpa nmo npodunaktuke Ol
Huctutyra pesmatosorun PAMH, ormerun-
na, yto OIl — «Ge3amosBHas» SMUAECMUS
XXI Beka: cMepTHOCTh Beaenctsue OIT Ha-
XOJUTCSI HA 3-M MECTe TOCJIe CMEPTHOCTH OT
uHbapKTa U UHCYyJIbTa. 3a00JieBaHUE MOXKET
rogaMu He napatb o cebe 3HaTh. B Poccum
30% xeniuH u 20% myxuuH ctapiie 50 et

26

ctpagaot OIl, mpuMepHO CTOIBKO Xe MMe-
10T CHIZKEHHYIO TUIOTHOCTh KOCTHOM TKaHWU.
Cawmpble nevanpHble nocaeactsust OI1 — 3to
CUJIbHBIIA 00JIEBOI CUHIPOM, MEPEIOM IlIeii-
KU Oeipa M MO3BOHKOB, MPUYMHSIOLINE OT-
POMHbIE CTpafaHusi 60JabHbIM. BOJBIIMHCT-
BO OOJIBHBIX yMUpPAIOT B IepBble 3 Mecsua
rnocJje nepejoma meiku oeapa.

[To manHbIM npodeccopa C.C. Poauo-
HOBOI, BuUIle-Tipe3uaeHTa Poccuiickoii ac-
cormanuu OIl, pykoBonurens HayaHo-mipa-
ktrueckoro meHrpa OI1 LIMTO, 70% Gonb-
HBIX, TIOTIAJAIOIINUX B CTALIMOHAPHI C MTepeo-
mamu, umeroT OI1. B mocienHee Bpemsi Bce
yanie HaOJII0lal0TCsl OCTEONOPOTUUYECKUE
MepeoMbl He TOJBKO LIeiiku Gexpa, HO U
IUIMHHBIX U MeJKux Kocteil. Takue nepeno-
MBI JIOJITO HE CPACTAIOTCS U IJIOXO TMOIAI0TCS
siedeHuto. Ho caMblil TpEBOXHBINM CUTHAT —
3TO TO, YTO CETOMHS M y JeTeil BCTpevaroTcs
TepesIoMbl U3-3a «Heq000pa» MUKOBOI KOCT-
HOW MacCCHI.

Xopo1110 U3BECTHO, UTO MHOTHE 3200~
JIeBaHWUS JIeTue MpeaynpeinTh, YeM JICUUTh.
1o cnpaBemiuo u aias OIl, Mepsl mpo-
(bunakTMKU KOTOPOro NaBHO U3BECTHBI U
HayyHO 0OOCHOBaHbI. JIOKTOpP MEIMLIMH-

Oxonuarue cm. Ha c. 41



