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OBIIAS XAPAKTEPUCTUKA PABOTbBI

AKTYaJIbHOCTb NP00JIeMBbI

Cuctemnass  ckueponepmust (CCJH) - cucremHoe ayToMMMyHHOe  3a0o0JeBaHUE
COEJIMHUTEIBHON TKAaHU C Pa3sHOOOpa3HbIMU KIMHUYECKMMH IPOSIBICHUSIMH, C BBICOKUM
PUCKOM Pa3BUTUSA OCI0KHEHUH U BBICOKOW CMEPTHOCTBIO.

[TopakeHue nerkux y OONBbHBIX CUCTEMHOW CKJIEPOAECPMHUEH, 10 JAaHHBIM Pa3HbIX aBTOPOB,
BcTpeudaercs y 50 1o 90 % u sBisieTcst Benyuie NpuYMHON yXyAIIEHUs KauyecTBa XKU3HU U
cMepTHOCTH. [IprMeHeHne COBpPEMEHHBIX MOIX0/I0B K JUArHOCTUKE U JICYEHUIO CUCTEMHOMU
CKJIEpOJIEPMHUU IO3BOJIIET BBISIBUTH OOJIBHBIX C BBICOKUM PHCKOM DPa3BUTHS MOPaKEHUS
JIETKUX U Pa3BUTHS OCIIOKHEHHM, TEM CaMbIM, paHbIII€ HA4aTh MaTOI€HETUYECKYIO TEPAIUIO,
HaIPaBJICHHYIO Ha oI IEPIKaHNE JOCTaTOYHOMN paboTtocnocoOHOCTH "
YIOBJIETBOPUTEIBHOTO Ka4€CTBA KU3HU MALUEHTOB.

[Topaxenue nuieBoa BeisiBisieTcst Y 90 % OOJIBHBIX C CHCTEMHOM CKIEPOAEPMHUEH.

B psge 3apyOexHbIX paboT HcciaenyeTcs BIUSHUE JIUTEIbHOW acCHUpaldi COAEPKHUMOIO
XKelyAKa Ha pa3BUTHE JEro4Horo ¢uodpo3a M NPOrpEeCCUPOBAHME HHTEPCTULIUATIBLHOM
6one3nu nerkux npu cucremuoi ckinepoaepmun (UbJI — CCH). 1o nanHbIM psia aBTOPOB, Y
OOJNBHBIX C CHUCTEMHOM CKIEpOJAEpMHEN ¢ HalMyueM ractpoi3odareaibHOPEPIIOKCHON
Oosne3nn HabOmomaercs Oosiee TsDKENOE TOPaXKEHHE JIETKUX, BO3MOXKHO BCJEJICTBUE
MUKpOACIMpaluu. Y4UHUTbIBasg 3TO, MPEACTABISIETCS AaKTyaJlbHbIM HW3YYE€HHE KIMHHUKO-
nabopatopHblx B3auMocBsa3edl ['OPb u uMHTEpCcTULMAIBHOTO MOPAXKEHUS JIETKUX, MPEx]e
BCEro, C TOYKHU 3pEHHUsS Pa3pabOTKU TOJXOA0B K YIYUIIEHHIO JIOJTOCPOYHOIO MPOTHO3a
JTAHHOW KaTeropuu MalMeHTOB.

B HacTosiiiee BpemMsi HE BBI3BIBAET COMHEHHUS, YTO BCEM HalMEHTaM C CHCTEMHOMU
CKJIEpoJiepMHUell  HE3aBUCHUMO OT KIMHUYECKOM (opMbl HEOOXOAMMO MPOBOJIUTH
yriayOsieHHoe o0cienoBaHHe C MCIOJIb30BAaHHMEM KOMITBIOTEPHON ToMorpaduu B pexumMe
BBICOKOT'O pa3pelleHHs] B MAaKCUMaJbHO PAHHHE CPOKU C LEIbI0 PAHHETO BBIABICHUS U
neuenust UIJI — CCJI. Taxxke oOpaimiaer Ha ce0s BHUMaHUE 3HAUYUMOCTH CBOCBPEMEHHOM
JTUArHOCTHKU U JedeHusl nopaxenus numieBoaa y nauuventos ¢ UIIJI-CCJl ¢ Touku 3penus
NPEJOTBPAILEHUS] Pa3BUTUSl TAKUX CEPbE3HBIX OCIOXKHEHMH, KaK XPOHUYECKHUH peduIrokc,
aCIUpALMOHHAsl ITHEBMOHHUSA, CENTUYECKUX OCIOKHEHHWH, B TOM 4YHUCIE, ITHEBMOHHUH,

nunieBosia bapperra, CTpUKTYp U ONyXoJieil MUIIEBOA.



B T0 e Bpems BOIIPpOC 0 BO3MOXKHOCTH IIPEAOTBPALLECHUS Pa3BUTHUS MOPAXKEHUS JIETKUX WU
CHIDKEHUS NPOrPEeCCUPOBAHMS JEroyHoro (¢pudpo3a y MAIlMEHTOB ¢ CUCTEMHBIM CKJIEpO30M
P CBOEBPEMEHHOM Hayane ajaekBaTHoW Tepanuu ['OPbB ocraercs OTKphITBIM M Tpedyer
JalbHEeWIero usydeHus. Takke ¢ NPaKTUYECKOM TOYKM 3pEHUs NPEICTAaBISIET MHTEPEC
BOIIPOC O BIMSHUU arpeCCUBHOIO JIEUEHHs TacTpod30(pareaibHOro pedrokca Ha yiaydIleHus

nporHo3a MBbJI npu CCU.

Heanb
BbIsIBUTE  KIIMHHUKO-J1a00paTOPHBIE OCOOCHHOCTH M B3aMMOCBS3b TOPAXKEHUS JIETKUX |

MUIIEBOAa Y OOJIBHBIX C CHCTEMHOMN CKIIEPOJACPMHUEH.

3agaun

1.Onucarh KIMHUYECKHE OCOOCHHOCTH MOPAXKEHHUS JIETKUX U MUIIEBOA IPH CUCTEMHOMN
CKJIEpOAEPMUU

2.0mpenenuTh 4acTOTy BCTPEYAEMOCTH COYETAHUS MOPAKEHHs MUILEBOAA M JIETKHUX,
BBISIBUTH B3aMOCBSI3b MTOPAYKEHUs JIETKUX U MUIIEBO/A;

3.0npenenuth CHIBOPOTOUHBIN ypoBeHb SP-D y manueHToB ¢ CUCTEMHON CKIIEPOIEPMHU-
ell c mopakeHUeM JIeTKUX U 0e3 OopaKeHUs JIETKUX;

4.0ueHuTh ypoBEHb CHIBOPOTOYHOrO cypdakTaHTHOro 6enka D y manueHTOB C Jieroy-
HBIM (prOpPO30M MPU HATMYUU U OTCYTCTBHH racTpod3odareaibHO peIIroKCHOM 0OJIe3HH.

5.BBISBUTH KOPPENSIIMIO CBIBOPOTOUYHOTO YpoBHS SP-D ¢ mopaxeHuem Jerkux mno JaH-
HBIM KOMIIBIOTEPHON TOMOTpauu B peKUME BHICOKOTO pa3pelleHus;

6.0Onpenenuth 4yBCTBUTEIBLHOCTD M CHIEMU(UYHOCTD CHIBOPOTOUHOTO Onomapkepa SPD

B IMarHOCTHKE MOPa)KEHUS Y OONBHBIX CUCTEMHOM CKIIEPOJepPMUEH.

Hay4ynast HoBM3HA

BriepBble B OTeueCTBEHHON NpakTUKE B JaHHOM paboTe ObUla MpPEANpUHSATA TONBITKA
BBISIBUTH B3aMMOCBSI3b IIOPAKECHUS JIETKUX U MTHUIIEBOJIA IIPU CUCTEMHOU CKIIEPOAECPMUH.

VY GONBHBIX ¢ CUCTEMHOHM CKJIEpOJIEPMHEN M MOPAKEHUEM JIETKUX BIEpPBbIC BBISABIICHA MPO-
THOCTHUYECKasl 3HAYMMOCTh CyphaKTaHTHOTO Oenka D A oleHKH mopa)XxeHHUs JETKUX Mpu
CC/.

OneHeHa B3aUMOCBS3b YPOBHS ChIBOPOTOYHOIO CypdakTaHTHOro 6esnka D C u3mMeHeHHsAMHU

no ngaHHeiM KTBP, xoppemsiuus ¢ akTMBHOCTBIO 3a00J€BaHUS, HAJIWYUEM NPHU3HAKOB



aNbBEOJIUTA U JIErOYHOro (pulpo3a MO JaHHBIM KOMIBIOTEPHOW TOMOTpaduu B pexuMe

BBICOKOT'O pa3pClICHHA.

IIpakTH4Yeckoe 3HAYECHHE

PesynbpTaThl HacTOSIIEH AMCCEPTAIIMOHHON PAaOOTHI CBHIETEIHCTBYIOT O HEOOXOIUMOCTH
paHHEN JMArHOCTHKU TMOPaXKEHUs JIETKUX Y OOJBHBIX C CHCTEMHOW CKIIEpOJepMHeil,
OCOOCHHO MpHU HAJIUYUHU TractpodzodareanbHopedIrOKCHON O00Je3HH. DTO HEoOXOAUMO,
MPEKIE BCEro, C IEIbI0 COXPAaHEHUsS YAOBIECTBOPHUTEIHLHOTO KAaueCTBA XU3HU IAIUCHTOB,
npOoQUTAKTUKH PA3BUTHUS OCIOXKHEHUH, M CHIXKEHUSI CMEPTHOCTH.

Hcnonb30BaHMEe CHIBOPOTOYHBIX OHOMApPKEPOB, KOTOPHIE IMO3BOJISIOT BBIICIUTH OOJBHBIX C
CCJI ¢ BBICOKMM PHUCKOM IIPOTpecCHpOBaHMs JIeroyHOro Gpubposa, sSBISETCS BaXKHBIM yCIIO-

BHEM MHIUBUIYAIN3ALNHA HMMYHOCYIIPECCUBHON TEPAIIUHU.

HOJ’IO)KGHI/IH, BBIHOCHMBbIC HA 3AIIIUTY

1. Hopa>1<eHI/Ie JCTKUX ¥y O6CJI€I[OB3HHBIX NanucHTOB ABJIACTCA HauOoyee dYacThIM

BUCHCPATbHBIM IMPOABJICHUEM CKICPOACPMUN C HAITUYUCM BCAYIICTO CUMIITOMA OABIIIIKH

(80%).

2. Y 6onpHBIX ¢ mopaxkeHueM nuiieBoaa ['OPb yacto MoxeT nporekaTh 6€CCUMIITOMHO, HO

BBISBJISIFOTCS u3MeHeHust ipu D1 J[C.

3. Hamuuue I'DOPb BHoOcHUT BKJIaag B MOpaK€HHWE JIETKUX Yy OONBHBIX € CHCTEMHOMN
CKJIepOJIEpMUE: dallle JUArHOCTHPYETCs OONbIIUN 00bEeM MNOpaKeHUs JIETKUX IpH
Hamuuuu ['OPB mo cpaBHenuto ¢ rpynmnoil manueHToB ¢ orcyrctBueM ['OPb u
OTMEUAETCsl JIOCTOBEPHO O0J€€ BBICOKAs 4YacTOTa PEHTIEHOJOTMYECKUX IPU3HAKOB

anpBeonuTa npu Hanmunu ['OPb.

4. YpoBeHb CHIBOPOTOYHOTO cypdakTtaHTHOro Oenka D JOCTOBEpHO BBINIE MPU HATUIUH

nerouynoro ¢Gpudpo3a u ansBeosnuta 1o nanubiM KTBP.

5. CeiBopoTouHblil cyphakTanTHbI O6enok D sBisercs moctatodHo crnienun(UIHBIM U YyB-
CTBUTEJIbHBIM IIPU3HAKOM BBISBICHHS aJbBEOJINTA U 00beMa MOPAKEHUS JIETKUX U MO-
KT MCIIOJIb30BAaThCS B KIMHUYECKOHM MpPAaKTHKE Hapsly ¢ JPYTMMHU JJAOOPATOPHBIMU M

HHCTPYMCHTAJIbHBIMU MCTOAAMH JUATHOCTUKA.



Anpodanusi padboThbl

Amnpobarust paboTel cocrosiiack 24 uions 2015 1. Ha 3acemanum kadeapsl BHYTPEHHUX,
npodeccruoHanbHbIX 0one3Hel U mynbmononorun MII®, kapeapsl Hedposornu U remoana-
muza GIIIIOB Ilepsoro MI'MY um. U.M. Ceuenona u Bpaueit YKb Ne3 (Knunauka nHedpo-

JIOTUU, BHYTPEHHUX U TIpodeccuoHanbHbIX 3a001eBannii uM. E. M. Tapeesa).

JIMYHBI BKJIAJ aBTOpPa

Bxnag aBTopa 3aKkiro4aeTcsl B HEIOCPECTBEHHOM YYaCcTHH Ha BCEX dTaraxX MCCICIOBAHMS OT
MOCTAHOBKH 3aJlay, UX TEOPETUUYECKONM U MPAKTUUYECKOW peanu3aluu 10 OOCYXKIEHUS pe-

3YyJIbTATOB B HAYYHBIX HY6HI/IK3HI/IHX N UX BHCAPCHUA B IIPAKTHUKY.

BHenpeHune B IpaKkTHUKY

PesynbpTaThl HCTIONB3YIOTCS B paboTe PEBMATOJIOIMUECKOTO U TEPANIeBTUYECKOTO OTACIICHUN
YKBb Ne3 ITepsoro MI'MY um. 1. M. CeueHoBa, B yueOHOM Tpoliecce Ha Kadeape BHYTPEH-
HUX, MpodeccuoHanbHBIX Oo0je3Hed u mnyiabMoHodoruu Ilepporo MI'MVY um. U. M.

CeueHoBa.

Hy6oaukanuu

ITo Teme mmccepranuu ONMyOIUKOBAaHO 5 mMedaTHBIX PabOT, B TOM 4ucie 4 B KypHalax,

pekomeHioBaHHbIX BAK.

O0beM M CTPYKTYpa AuCCePTALUU

Huccepranus uznoxeHa Ha 102 cTpaHMIaXx MEYaTHOTO TEKCTa M COCTOUT M3 BBEICHHS,
o030pa JUTEpaTyphl, ONHUCAHMS MAaTEpUAIOB U METOAOB MCCIEA0BAaHUS, DPE3YyIbTATOB
COOCTBEHHOTO HCCIIEIOBAaHUS, UX OOCYXICHUs, BHIBOJIOB U MPAKTUUECKUX PEKOMEHIAIHM,
conepxut 7 tabnui, 19 pucyHkoB. CIUCOK JUTEpaTyphl COAEPKUT 115 UCTOUHUKOB, U3 HUX

11 oreyecTBEHHBIX.
ba3a npoBenenus
Knuaudeckoe  ucciaegoBaHue  MpOBOAWIOCH Ha  0a3e  Kadedapbl  BHYTPEHHUX,

npo¢eCCHOHAIBHBIX O0JIE3HEW U IMYJIbMOHOJIOTHH MEAMKO-TIPO(UIAKTHIECKOTO (paKyapTeTa

B KJIIMHUKE HEPPOJOruM, BHYTPEHHUX U NpodeccuoHanbHbix Oonesneit um. E.M. TapeeBa



VKB Ne3 TIMI'MYVY um. .M. CeuenoBa (3aBeayromuidi kadenpoil U AUPEKTOP KIMHUKU —
akagemuk PAH, n.m.H., nmpodeccop H.A. Myxun).

COJEP)KAHUE TUCCEPTALIMM

MaTepnaﬂ M ME€TOABI UCCJICAOBAHUSA

Knunuxo-nabopamopmsie u cneyuaivhvie memoowvl 00C1e008aHUs

Knunanyeckoe — oOcienoBaHuWe — MAlMEHTOB  MPOXOAWJIO MO  CTaHJAPTHOMY s
TEPaeBTUYECKOr0 M PEBMATOJIOTMYECKOT0 OT/ICICHUH TUIaHy, BKIIOYABIIEMY B ce0sl 00munii
1 OMOXUMUUYECKUI aHainu3 KpoBu. OmpenesieHHe CHIBOPOTOUYHOTO Cyp(aKkTaHTHOTO Oeka B
CBIBOPOTKE KPOBHM OBLJIO BBIMIOJHEHO Y 56 marueHtoB. Jljis ompeneneHusl coiepKaHus
CBIBOPOTOYHOTO Cyp(aKkTaHTHOTO OeJika UCIOIB30BAIUCH KOMMepUueckue Ha0opsl st MDA,
KoHuenTpauuu onpenensivch no npoTokoiy mnpousBoauteis B D/ TA-cTabunn3npoBaHHOM
iazMe, TOJYYEeHHOM CTaHAapTHBIM CIOCOOOM  COTJIaCHO TPEOOBAHMSIM  MPOTOKOJIA
npousBoguTens. OOpas3ipl HAHOCWJIMCh Ha IUIAHIIET B 3-X TOBTOPEHUAX, PacyueThl

MMPOBOANINCH C UCITOJIB30BAHUEM CPECIAHUX 3HAYCHHH.

CraTucTUYEeCKU aHaIU3 MTPOBOJUIIN C UCIIOJIb30BAaHUEM CTAaTUCTUUECKOM mporpamMmbl SPSS
for Windows 21.0, Statistica for Windows 8.0 u B mporpamme Microsoft Excel 2010.
HopMmanbsHOCTE pacnpenenenuss tectupoBainu Ipu nomowmu kpurtepus [llanupo-Ywunka.
JlanHble A5 MoOKa3aTened ¢  WHTEpPBaJbHBIM THUIIOM C HOPMAaJbHBIM XapakTepOM
pacrpeneneHuss TPEACTaBIeHbl B BUAE CpPeAHEro apudMETUYECKOTrO 3HAueHUs =
ctaHgaptHoe oTkioHenne (M=SD). Jlanubie pana mokazarened ¢ HOMHUHAIBHBIM
(Ka4eCTBEHHBIM) THUIIOM LIKAJIbI IPEACTABICHBI B BUJIe A0COIMIOTHBIX YaCTOT U JIOJIU B TpyNIIe
B npoueHTax. OIeHKY 3HaYMMOCTHU Pa3IMuMiiil B TpyNmax JJjisl MePeMEHHBIX C UHTEPBAIbHBIM
(KOJTMYECTBEHHBIM) THUIIOM IIKAJIbI TPOBOJIUIIN MPU MTOMOIIU HEMapaMeTPUUECKOT0 KpUTEpus
ManHna-Yutau. OIeHKy 3HAuMMOCTH pa3jiuuyuid B TIpymmax Juisl [EepEMEHHBIX C
HOMUHAJBHBIM THIIOM IIIKaJbl MPOBOAWINA MPH MOMOIIUA TOYHOTO Kputepus Dumepa. s
BBISIBIICHUSI CBSI3M  MEXJY TOKAa3aTelIIMU MCIOJIb30BAIM  KOPPEISLUOHHBIA  aHAIU3
(HemapamMeTpUuYecKUii MeToJ paHroBoil koppemsauuu CnupMeHa) ¢ OOpeleleHHeM
kod¢dunrenTa Koppessiiuu (r) U ypoBHS €ro 3HAaUUMOCTH (p). Paznuuusi cpeHuX BeIWYUH

H KOPPCILIOUOHHBIC CBA3HU CHUTAJIUCH CTATUCTUYICCKH 3HAYUMBIMU IIPU P <0,05.



PE3YJIBTATBI UCCJIEJOBAHUASA

Kiaunuko-gemorpaguyeckasi XapakTepucTuKa 00¢J1eJ0BAHHBIX 00JIbHBIX

CornacHo OcJIsAM M 3aJla4aM HalllCro UCCIICAOBaHUA HaMU OBLIO 06CJ'IGI[OBaHO 56 IIanMCHTOB:

7 myxunH U 49 xeHmuH B Bo3pacte oT 18 no 74 net, cpeanuii Bo3pact cocraBui 46 + 14

ner. Y 43 mauMeHTtoB — JUMHUTHpoBaHHas (opma, y 13 manuentoB — auddysnas dopma

cucteMHou ckiepojepmun. CpenHsis JUIMTENBHOCTh 3aboneBaHus cocraBwia 10,7 + 7,5.

[TonpoOHas

KJIIMHUKO-ZieMorpaduueckas

XapaKTepUCTUKA

00CJIeI0BaHHBIX

OOJIBHBIX

npencraBieHa B Tabnuie 1. JlaHHBIE TPYIIBI CPAaBHUMBI IO BO3PACTy, T€HACPHOMY COCTaBY,

KOHCTUTYIIHOHAJIbHBIM 0C06CHHOCTHM, JIUTCIIBHOCTHU 3a00JIcBaHHs.

Tabmuna 1. Kimuauko-aemorpadudaeckas XxapakTepuCcTHKa 00CIeI0BaHHBIX 00JIbHBIX (N=56)

(B romax), M+SD

I'pynmna 1 I'pynna 2 I'pynmna 3
B nenom no
NBJI-CCH +/ WUBJI-CCA +/ | UBJI-CCJ -/
rpymnmne
(n=56) pedmokc + pedroke — pedmrokc —
n=
(n=27) (n=16) (n=13)
Bospacr, M+SD 461’2 ;’/ ] 51,3 +/- 9,7 47141152 | 358+/-16,6
ITon (xen), n (%) 49 (87,5%) 22 (81,5%) 14 (87,5%) 13 (100%)
Nunexc maccel Tena
M=SD 24,0 +/3,6 23,9 +/-3,4 26,0 +/- 4,1 215+/-1,5
®opwma (1cSSc:deSSc) 43:13 21:6 12:4 10:3
ANA* 37/50 (74%) 19/25 (76%) 14 (87,5%) 4/11 (36,4%)
SCL 70* 16/42 (38%) 10/20 (50%) 5/11 (45,5%) 1/11 (9%)
JUITMTEIbHOCTD
3a00JIEBaHUS 10,7 +/- 7,5 10,8 +/- 6,1 9+/-6,4 12,6 +/- 10,7

Cunnpom Peiino, n (%)

56 (100%)

27 (100%)

16 (100%)

13 (100%)

I[I/IFI/ITaJ'IbHBIe SI3BHI, N

(%) 6 (10,7%) 5 (18,5%) 0 (0%) 1 (7,7%)
["actponzodareansHbIit 0 0 0 0
pedmiokct, n (%) 27 (48,2%) 27 (100%) 0 (0%) 0 (0%)
Jlerounsit pudpo3?, n
o) 43 (76,8%) 27 (100%) 16 (100%) 0 (0%)
0
[Toueunsriit kpus, N (%) 1 (1,8%) 0 (0%) 1 (6,3%) 0 (0%)

L no dannvim s30phazozacmpooyodenockonuu u penmeenozpapuu nuwesoda c bapuem

2 N0 OaHHbIM KOMNBIOMEPHOU MOMO2PADUU 6bICOKO20 PA3PEULEHUSL




Kiannuyeckne 0coO0eHHOCTH MOPaKeHHs JIerKUX H MUIIEBOAA Y MAIUEHTOB C CHCTEMHOM

CKJIEpOJAepMHUEH.

Cpeaun o0OcneOBaHHBIX MAlMEHTOB HaWOoJiee YaCThIMH CHMIITOMAMH IMOPAKEHUS JIETKUX
IPU CUCTEMHOM CKJIEPOJIEPMHH SIBJISIACH OJBIIIKA, B OCHOBHOM IPH JBH)KEHUHU, 3aTPy/IHE-
HUE BJI0Xa U CHI)KEHHE SKCKYPCUU TPYAHON KIETKU. Y HECKOJIbKUX MallMeHTOB OTMeuascs
CyXOH Kallellb, BEpOSITHO CBSI3aHHBIM C pa3BUTHEM OpPOHXUTAa U OPOHXOIKTA30B. TSkKECTh
OJIBIIIIKU, OIICHEHHON Mo Kiaccudukannu Hpro-Hopkckoil KiaccupUKaIMU KapAHOJIOTOB
(xkmacc NYHA), npsimo koppenupoBalia ¢ moka3arejlsMH TeCTOB (YHKIIMHM BHEITHETO JIbIXa-
HUS, KOTOPBIE BBIMOJIHSUIMCH BCEM MalueHTaM. {15 onpeneneHust Xxapakrepa U CTENEHH IMo-
pakeHHs JETKUX OOJBHBIM BBITIONHSIN KOMIBIOTEPHYIO TOMOTpaHio BBICOKOTO pa3periie-
HUSL.

CraTuCTUYEeCKH 3HAYMMOW 3aBUCHMOCTH MEXIY BO3PACTOM, IMOJIOM M TSKECThIO KIMHHUYE-
CKHX TpOsIBIICHHN 3a00jeBaHusi 00Hapyx eHO He ObuI0. Tak ke He BBISBICHO BIMSHUE WH-
JIEKCa MacChl TeNla Ha KIIMHUYECKYI0 KapTUHY 3a0oneBanus. [IporieHTHOe COOTHOIIIEHUE pac-
IpeJesIeHUs] KJIAacCOB OJIBIIIKM BHE 3aBUCHUMOCTH OT JUIMTENIBHOCTH TEUYEHHUs 3a00JIeBaHUS
OCTaeTcs MOCTOSTHHBIM. TOYHO Tak K€ YacTOTa BCTPEYAEMOCTH M3KOTU HE 3aBHUCENa OT JJIU-
TEJILHOCTU TEUEHUS 3a00JIeBaHMU.

HaunbGoimee JaCcTBIM BApPUAHTOM MOPaXEHUS MMUIIEBOAA ObLI1a
ractpod3odarearbHOpedItOKCHas 00e3Hb, JUArHOCTHPOBAHHAS HAa OCHOBAHHMHM JIAHHBIX
330(¢araracTpoyoeHOCKONUU 1 *Kajlo0 MalueHTOB Ha U3XKOTY, aucdaruto. B cBs3u ¢ aTum
Bce OoyibHBIE OBUIM pa3feneHbl Ha 2 Tpynmbsl: 1-10 Tpymmy cocTaBwind 27 TMalueHTOB C
HaJIM4YueM ractpos3odareansHo pedurokcHor Oonesnu (I'OPB) (u3 Hux y 23 amarnos mo-
ctaBieH no naHHeiM DI JIC, y 4 — kauHudeckn), 2-10 — 29 nanueHToB ¢ orcyrcteuem ' OPb
(OI'’IC Obna BeimonHeHa 21 OGompHOMY). YacTtoTa BcTpedaemocTu JierouyHoro ¢ubposa
coctaBuna 76,8%, ractposzodareansHoro pedirokca 48,2%.

Bce manuentsl ¢ ['OPb B Teyenue mocnenHux S5 JeT MPEeAbABISUIM 5KaJoObl Ha U3XKOTY, B
CBS3M C YyeM MM OblUla Ha3HaueHa Tepanus OJoKaTopaMu MPOTOHHOM MOMIIBI (OMEnpa3odl,
OMe€3, YIbTOII, HoJIbla3a). 13 Hux 24 npuHUManu npenapaTr Ha OCTOSIHHOM OCHOBE (CpeaHss
MPOJIOJKUTENIBHOCTD JICUEHHUS] COCTaBWiIa 2 rojaa), 3 — KypcamH, JIMTEIbHOCTHIO OT 2
MmecsiteB. Ha MomMeHT obOcnefoBanus xanoObl Ha HaJIUM4KWe M3KOTH, HECMOTpPSI HA TEpaAIuIo

OJl0KaTOpaMu IPOTOHHOW MOMIIBI, NpeabsaBiIsan 17 u3 27 nauuentroB (63%). ¥ 37 uz 56



10

NAlUMEHTOB OTMEYAJIOCh HaJMYUe Jucaruu, y Bcex nanueHToB ¢ HamuuueMm ['OPb u y 11
narueHToB 0e3 ['DOPB.
Janubie »30(aroracTpocKonuu OOCIEAOBAaHHBIX OOJBHBIX MPEJICTABICHBI B TabIUIe 2,

PE3YIbTAThl PCHTTCHOKOHTPACTHOT'O UCCIICAOBAHUA ITNIICBOZIA B Ta6J'II/II_[e 3.

Ta6muma 2. [TopaskeHue TUIeBoAa MO JaHHBIM 330()aroracTpoyo1IeHOCKOITUH

PesynbraThl ['pynmbl 60IBHBIX
930(aroracTpocKomu IDPB+ (n=23/27) I'IPB - (n=21/29)
be3 uzmenenui 2 (8,7%) 12 (41,4%)
Opo3uu 1 (4,4%) 0

['umoTonus 3 (13,0%) 0
D30¢arut 6 (26,1%) 3 (10,4%)
Pedirokc 8 (34,8%) 0
[actput 8 (34,8%) 6 (20,7%)

[To naHHBIM PEHTT€HOKOHTPACTHOTO UCCIIEIOBAHUS MULIEBOIA U3 27 MAlMEHTOB C HATMYUEM
['OPb y 20 nanuenToB (74%) BbISBICHO HapyllleHHE MOTOPUKM MUILEBOAA, Y 9 MalleHTOB
(33%) BBIsIBIICHA HEIOCTATOYHOCTHh HIKHETO CUHKTEpa MuIieBoja U 2 manueHtoB (7,4%)
BBISIBJICHBI CTPUKTYPHI MUILEBOAA.

VY 90% mnanueHToB BhIpa)keHHas Tucdarusi coueranach ¢ XapakTEpPHONH PEHTTEHOIOTHYECKON
KapTUHOW 3aMeJICHUs POXO0XKICHU 110 MUIIEBOAY Cylb(darta Oapus U Cy>KEHUEM B HUKHEM
OTJel€ NHIIEBOJA C paCHIMPEHUEM BEPXHUX JBYX TpETeM MHIIEBOJA IO JaHHBIM
pentreHorpadgum  mummeBoga ¢ Oapuem. Y 85 % TaNMEHTOB C  HAJIUYHEM
racTpos3odareagbHOro pediokca BbISIBJICHO XapaKTepHOE paclIMpeHHe MUIIEBOAA («3UsSIHUE
MUILIEBO/Ia») MO JaHHBIM KOMITBIOTEPHOU TOMOTpaduu B p&KUME BHICOKOTO pa3perieHusl.
Kpome TOro mo JaHHBIM PEHTTEHKOHTPACTHOI'O MCCIEAOBAHMS MUIIEBOJA ObLIO BBISBICHO,
HapylIeHue MOTOPUKH NHINeBoAa NpUCYTCTBYIOT y 80% Oompueix ¢ I'DI'b. B rpymme
OonbHBIX 0e3 mpusHakoB ['OPb y 5 (20%) Obu1o BBISBIEHO HapylIEHHE MOTOPUKH
nuiieBoga. HapymeHue MOTOpUKM HMKHEro cpUHKTEpa muineBoja BbisiBIEHO Y 9 (36%)

oospHBIX ¢ [ DPB.
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Ta6muma 3. OueHka MOTOPUKH MUIIEBOAA U COCTOSIHUS HIKHETO MUIIEBOAHOTO CUHKTEPA

Ha OCHOBAHUHU NAHHBIX PCHTTCHOKOHTPACTHOI'O UCCIICIOBAHUA ITUIICBOJA.

PeHTreHOKOHTpacTHOE UCCIEN0BaAHUE ['pynmsl 60aBHBIX
fumesoaa ['OPb+ I'OPB - (n=24/29)
(n=25/27)

bes maronorumn 1 (4%) 19 (79,2%)
Hapyiienne MOTOpPHKY THUIIEBOIA 20 (80%) 5 (20,8%)

HeaocTtaToYHOCTh HMKHETO MHIIEBOAHOIO 9 (36%) 0

chukrepa
CTpHUKTYpBI 2 (8%) 0

Pucynok 1. YacTora pa3nuyHbIX KIMHUYECKUX MPU3HAKOB MOPAXKEHUS JIETKUX Y OONBHBIX C

Hajau4yueMm wim orcyrcrsuem I'OPb.

100%
90%
80%
70%
60%
50%
40%
30%
20%
10% .

0%

OpapblwkKa Kpenutauusa Cyxol kawenb  Kawenbc
MOKpPOTOM

W [DPB+ PB-

Knuanuecku 3naunmas onpimka (NYHA> 1) BeisBisuiace B 2 pasa yaiie y MalUeHTOB C
HammaueMm ['OPB mo cpaBHeHmro ¢ mamuentamu ¢ otcyrctBuem ['OPB y 92,6%, (y 25 u3 27
MalUeHTOB) 1Mo cpaBHEHUIO ¢ 44,8% (y 13 u3 29 manmenToB) coorBeTcTBeHHO, P=0,0002, RR
(otHOCcUTenbHBIN puck) 2,1 (1,4 - 2.5), noBeputenbHbli uHTEpBaT 95%). BripakeHHas
onpimika (NYHA III) BeisBisiace B 4 pas3a yamie y nauumeHToB ¢ HainuueM ['OPB mo

CpaBHeHHMIO ¢ manueHtamu ¢ otcyrctBuem ['OPb 44,4 % (y 12 w3 27 mamueHTOB) MO
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cpaBuenuio ¢ 10,3% (y 3 u3 29 nanuenros), p=0,006, (RR 4,2 (1,3- 18,5), noBepuTeabHbIHA
uHTepBai 95%,).

Kpome Toro, o BbIpakeHHOCTH NOpaxeHHs Jerkux npu Hanmmuuu ['OPB Takxke cBune-
TEIBTBYIOT IaHHBIE O TOM, YTO Y 00CJI€I0BaHHBIX MAlIMEHTOB C CUCTEMHOMN CKIIEPOJEPMHUEH C
HAJIMYUEM racTpol3odareanbHoro peduirokca 0obeM nopaxkenus jgerkux oonee 20% (4ro sB-
JISIETCSl BRIPAXKEHHBIM MOPaKEHHE JIETKUX 10 Kiaccupukanuu GOh u coaBTOpoB) BCTpevaeT-
Csl IOCTOBEpHO 4arie, yeM rpu orcyrcteun [ OPb (74,1% no cpasuenuto ¢ 37,5 %, p=0,018)
(pUCYHOK 2). DTH JaHHBIC KOPPEIUPYIOT ¢ BHIPAKCHHOCTBIO OJIBIIIKKA Y OOJBbHBIX C HAJTHYH-

eM uiu orcyrcreuem ['OPB.

Pucynok 2. [1nomaaes nopaxenus jgerkux mo ganasiM KTBP.

80

70 |-
60 1 p <0.001

50 |- —_ o
40 - —_—
30

20
10} —

Mnowaab NnopakeHna Nerkmx %

0t ‘ ‘
[3PE+ ElS

VY nanuenToB B rpynne ¢ HanuuueM ['OPB ormeuena tenaenus k 0osee yacToil BCTpeyaeMo-
CTH TIPU3HAKOB alibBeosuTa 1o ganHbiM KTBP, BeipakeHHOr0 (heHOMEHOM MaTOBOTO CTEKJIa
(70,4 % wu 43,75%, coorBercTBeHHO, p= 0,084). p 3Hayenue cocrabnser 0.084, 4To He SABIA-
€TCsl JOCTOBEPHBIM, YTO, OJIHAKO, MOXKET ObITh 00BSICHEHO HEOOJIBIINM KOJIMYECTBOM MallH-
eHTOB. B wacToTe HamMuusi TEPMHUHAIBHOM CTauM JIETOYHOro (uOpo3a, BHIPAKEHHOTO
(€HOMEHOM «COTOBOTO JIETKOT0» 3HAYMMBIX pa3iauuuii He HaOmroaanoch (44,4 % u 43,75%,
COOTBETCTBEHHO, p=0,965).

B rpynne oGcnenoBaHHBIX NalMeHTOB y 46% BBISBICHO COYETaHUE MOpPaKEHHE JIETKUX U
nuieBosa, y 29% BBIABICHO MOpPaK€HUE JIETKUX Oe3 MOopakeHWsl muieBoaa u 'y 25 %
MALUEHTOB, KOTOPBHIE COCTABWJIM KOHTPOJIBHYIO TpPYIIY, OTMEYAJIOCh TOJBKO KOXHOE

IMMOPpaXCHUC 0e3 BOBJICUCHUS JICTKUX U IIUIeBOAA.
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Jlns mpoBeieHNsl OCHOBHOI'O aHaliM3a BC€ OOJIbHBIE ObUIM pa3zesieHbl Ha 3 Tpynmbl: 1-1o
TpyNIy COCTaBUIN 26 MallMEHTOB C HAJTMYUEM JIETOYHOro (udpo3a u racTpodzodareaibHOro
pedmrokca, 2-t0 — 16 TDaUMEHTOB C HaJIM4heM JierouHoro (¢uoposa, 063
ractpodzodareasibHoro pediaokca, 3-t0 — 14 mamuenToB 6e3 serouHoro ¢ubpo3a u
ractpod3odareabHOTO peduIroKca.

Bo Bcex rpynnax OblIM MalMEeHTHl U C JIUMUTUPOBAHHOU (hopmol, U ¢ auddys3Hoi popmoit
ckaepoaepmun. HaGmrogaercst TeHASHIUS K CHIKEHUIO KOJTUYECTBA OONBHBIX C JIMMUTUPO-
BaHHOI (hopMoOli B 3 TpyIine U COOTBETCTBEHHO YBEIMUYEHUE YACTOThI BCTPEYAEMOCTH B 3TOU
rpynne 601bpHBIX Au(dy3HONM GOPMBI, OTHAKO CTATUCTUYECKU 3HAYUMOW pa3HUIIBI OOHAPY-
YKEHO HE OBLIO.

Uccnenyembie rpymmbl ObUIM COMOCTaBUMBI IO BO3pPACTy, IONY, JAOKYMEHTHPOBAHHOU
JUTATEIBHOCTH CKIICPOePMUH (PUCYHOK 3).

Pucynoxk 3. Yactora mopakeHusl JErKuX W MHUILEBOJAA Y MAIlMEHTOB C CUCTEMHOW CKIIEpPO-
JEpMHUEH.

30

26 (46%)

25

20 -

16 (29%)

14 (25%)

T'pymma 1 Tpymma 2 Tpynma 3
HBJI-CCJT + WBJI-CCJ] + HBJI-CCJ] -
Pedhmrore + Pedmrokc - Pedmrokc -

[Tomy4yeHsbl TaHHBIE CBUIIETEIBCTBYIOT O TOM, YTO TIOPaKEHHUE JIETKUX B BUJE JETOYHOTO Oa-
3aJpbHOTO (MOpO3a y MAUMEHTOB C HATMYMEM racTpod30¢areaabHoro pequirokca BCTpedaeTcst
JIOCTOBEPHO Yallle, 4eM y marueHToB 0e3 ractpodsodareanbaoro pedurokca (74,1% u 37,6%,
cootBeTcTBeHHO p=0,018).

PenTrenonornyeckue mpu3HAaKM anbBeonTa, BeipakeHHbIe 10 KTBP denomenom «maroBo-
IO CTEKJIa», BBIBJSUINCH Yallle Y MAllMeHTOB C CUCTEMHOM CKJIEpOJAepMHUEH C HAJUYUeM TIa-
cTpon3odareanbHOTO pedrokca, ueM rpu ero orcyrctBuu (70,4% u 43,75%, COOTBETCTBEH-

HO p=0,084).
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Taxk xe B rpynne OOJbHBIX ¢ HATMYMEM MTPU3HAKOB MOPAKEHUS MHILEBOA TOCTOBEPHO Yallle
BCTPEYAJICsl BapUAHT MOPAKEHUs JETKUX, COOTBETCTBYIoNMI 1o aaHHsIM KTBP «cortoBomy
JIETKOMY)» .

3HaueHNe CHIBOPOTOYHOro cypgaxkrantHoro denka D s AHArHOCTHKH NOpasKeHUs:
JerKMX Y NAalNHMEHTOB C CHCTEMHOH CKJIepoJepMHell ¢ HaJU4YHeM H OTCYTCTBHEM

racrpoissogareajbHoro peg.rokca.

Bcem narnuenTam ObITO IPOBEICHO UCCIIEIOBAHNE YPOBHS CHIBOPOTOYHOTO CYyp(haKTaHTHOTO
oenka D. Y mamueHTOB cO cKiepojepMHeil ¢ JTUMUTUPOBaHHOW W Auddy3HON dopMoit
(291£198 u 218+150, coorBerctBeHHO P=0,218), y My)uuH u y xeHuuH (28697 u
227+£170, coorBerctBeHHO P=0,169) cTaTrcTHUecKH 3HAUYUMBIX OTJIMUUK 10 ypoBHIO SPD
BBISIBIICHO HE OBLIIO.

CraTtucTudecKuil aHalIu3 TakK >kKe He BBISIBUIJI KOppesIuu Mexay ypoBaeM SPD u Bo3pactom
naruenTos (r=0,221, p=0,102), a Takxe AIUTEIBHOCTHIO 3a001eBanus (= 0,164, p=0,226).
Y CTaHOBJICHO, YTO YPOBEHb CHIBOPOTOYHOTO cypdakTaHTHOTO Oeika D (SPD) y manueHToB ¢
CUCTEMHOW CKJIEPOJepMHEH B TPyIIe ManueHToB 1 u 2 ¢ HanmuuueM JieroyHoro ¢gpuodposa,
BBIIIIE YEM YPOBEHb CHIBOPOTOYHOrO cypdakTanTHoro 6enka D y manuentoB B rpynne 3 6e3

aerouHoro Gpubpo3a (pucyHox 7).

PucyHok 7. YpoBeHb CBIBOPOTOYHOTO cypdaktantHoro Oenka D (SP-D) y manueHToB ¢ cu-

CTEMHOM CcKjepojepMuel ¢ jerounbiM (uopozom (1,2) m O6e3 merounoro ¢uodbposa (3).

800
700 © p<0,001
GO0
500

400 T

300

SP-D {ngfml)

200

T -

o

T T T
Mynna 1 Moynna 2 Moynna 3
WEN-CCO + ! HMEN-CCO + ! WEBN-CCh -
pedinoke + pedioke - pednike -
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Kax BumHO M3 mpuBEAEHHBIX BhINNIE rPadUKOB, Y OOJTBHBIX C MOPAKEHUEM JIETKUX IO TUITY
jeroyHoro ¢uobpo3a u ¢ 6ojee SIPKON KIMHUYECKON KapTHHOUW OoJbllle pa30poc 3HAYCHHI
CBIBOPOTOYHOIO cypdakraHTHOro Oenka D. B cBsizu ¢ 3TuM B panbHeleM ObLI IPOBEJIEH
aHAIM3 KOPPEJSLMA YPOBHS CBIBOPOTOYHOTO cypdakrantHoro Oenka D ¢ oObemom
nopaxeHusi JIerkux. bpuio goka3zaHo, 4to yeM Bbiie ypoBeHb SPD, Tem Gombine oObem

nopakenus yerkux (r=0,613, p<0,001) (pucyHok 8).

Pucynok 8. Koppensiiust csiBopoTouHoro cypdakrantaoro 6enka D (SP-D) ¢ oobemom

IMMOpaKCHUA JICTKUX Y ITAIIUCHTOB C CHUCTEMHOM CKJICpOI[CpMPIGﬁ.

800

R2=0513
p < 0,001

G00=

400

SP-D (ngiml)

2007

T T T T T T
0 10 20 30 40 a0

o6beM nopakeHnA nerkux (%)

[Tomyuensl paHHble, 4YTO ypoBeHb SPD OblT BhIIE y TAIUEHTOB C CHCTEMHOM
CKJIEPOJAEpPMHUEN C HAJU4YMEM aJbBEOJMTA [0 CPABHEHUIO C TPYNIOW MAalHUEHTOB C
OTCYTCTBUEM PEHTI'C€HOJOTMYECKHMX MpHU3HAKOB anbBeonuta (334+146 u 2144133,
cooctBercTBeHHO P=0,005) 1 Takke BBIIIE Y MAMEHTOB C HATMYMEM TEPMHUHAIBHON CTaIHH
nopaxeHus: «coToBoro Jyerkoro» (367£160 u 223+111, coorBerctBenHo p=0,002) (pucyHku

9, 10).
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Pucynok 9. YpoBenb cwiBopoTOouHOTO cypdakrantHoro 6enka D (SP-D) y mamumeHToB C
CUCTEMHOM ckiepojepMuell ¢ JerouyHelM ¢uobposom (1,2 rpymnma) ¢ HaludueM WU

OTCYTCTBHUCM AJIbBCOJINTA, BBIPAXKCHHOI'O (beHOMeHOM «MaToBOI'0 CTCKJIA».

400
0=0,002
700

00—

500 o

400+

SP-D {(ngiml)

300

2004 |
100

i

aa HET

CMMNTOM €COTOBOO Nerkoron
{ronbko BN+ i rpynna1&2)

Pucynox 10. YpoBeHb cbiBopoTouHOTO cypdakrantHoro Genka D (SP-D) y mamuentoB c
CHUCTEMHOHN CKJIepojepMuel ¢ JerodnsiM ¢Guopozom (1,2 rpymnma) ¢ uiaud 06e3 JIerO4HOro
¢bubpo3a TepMUHANBHON CTaauu, BhIpakeHHOro 1o nanHeiM KTBP denomenom «coroBoro

JCTKOI0O»
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p=0,005
700+
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4007
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3009
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1007

T 1
LE} HeT

CHMIMTOM «MaTOBOro CTeKNa»
(tonbko MBN +irpynna1 &2)
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Takxe B HacTOSIICH pabOTe BBISIBJICHA KOPPENSIHS MOBBIIICHUS CHIBOPOTOYHOTO YPOBHS
SPD co cHmwxkennem GHOpPCUPOBAHHOW >XKU3HEHHOW eMKocTH Jierkux meHee /0% wum ObLIO
nokasano, 4to y manueHToB ¢ ®XEJI <70% mno cpaBHenuto ¢ maruentamu ¢ GIKEJL > 70%
ypoBerb SPD Obut mocroBepro Beimie (387175 m 189+130, coorBerctBerno P=0,001)

(pucynok 11).

Pucynok 11. YpoBeHn cbiBopoTodHOTO cypdakrantHoro 6enka D (SP-D) y mammenTtoB c

OXKEJI <70% u ¢ OIKEJL > 70%.

200

700
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5009
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£
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~ 400
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3009
200 J_
100
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T T
<70% 270%

FVC (<70% vs. =70%)

Jlnst onpenienieHrsi BO3SMOKHOCTH HCIIOJIB30BaTh CHIBOPOTOUHBIN cypdakTaHTHBIN Oenok D B
KauecTBe OMOMapKepa TMOPaKCHHUS JIETKWX JUIs BBISABJICHHS ajbBEOJUTa W JIETOYHOTO
¢ubpo3a, Obuta ompenerneHa ero CrnenuPUIHOCTh W YYBCTBUTEIBHOCTH [UISI PA3TUYHBIX
koHIeHTpanuid. beuta moctpoera ROC kpuBasi aiis ompeselieHus YyBCTBHTEIBLHOCTH U
crienuPUIHOCTH TIOKa3aTeds cypdakTaHTHOTO mpoTenHa D st BBISBICHUS HAIHYUS
nerouynoro ¢pudposa u anbBeonurta. [Imomans mox kpusoit AUC cocraBuna 0,862 u 0853 s
ompeNeNieHus ajdbBeOJauTa ©  JieroyHoro ¢ubpos3a, UTO SBISETCS 3HAYUMBIM U
CBUJIETEIICTBYET O JOCTATOYHON YYBCTBUTEIHLHOCTH M CHEIUYHOCTH JAHHOTO OMOMapkepa

npu kKoHneHTpanuu 6onee 100 ar/min (pucynok 12,13).
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Pucynok 12. UyBCTBUTENBHOCTh U CICIIU(PUIHOCTH CBIBOPOTOYHOTO Cyp(akTaHTHOTO Oenka

D n1s1 BBIIBIICHUS alIbBEOJIMTA.

100

209

60

40

YyecrBUTENBHOCTE (%)

209

AUC 0,862 (95% C1 0,763 - 0,861)

¥ T T T T
o] 20 40 60 g0 100

100 - CneundpryHocTE (%)

Pucynok 13. UyBCTBUTENBHOCTD U CHIEIU(PUIHOCTH CHIBOPOTOYHOTO Cyp(haKTaHTHOTO Oenka

D st BeIsSIBIICHUS JIeTOYHOTO (prOpo3a y MarMeHTOB ¢ CUCTEMHOM CKJIepOIepMUEH.
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YyecTeuTENEHOCTE (%)
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AUC 0,853 (95% CI 0,756 - 0,950)

1) T T T T
[u] 20 40 &0 g0 100
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O6pamaeT BHHMMAHHC, qTo BBIABJICHBI J0CTAaTO4YHO BBICOKHC IIOKa3aTcCinu Kak

CHCI_II/I(bI/I‘IHOCTI/I, TaK W YYBCTBUTCIIbHOCTH MCTOHA [JIA BbBIABJICHUA MW aJIbBCOJINTA, H
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JeroyHoro (¢uodpo3a, 4YTO MOATBEPKIAET 3HAYMMOCTh JIAHHOTO HCCJIEIO0BaHUSA s

OIIPpCACIICHHUA IIPOTrHO3a 0O0JILHOT'O U KOPPCKIHHU TCpAIINH.

Takum oGpazom, onpenenenne SP-D B cbIBOPOTKE KpOBU MOXKET OBITh MCHOJIB30BAHO IS
HEUBA3MBHOW OLIEHKHU TSYKECTU CKIIEPOJEPMHUYECKOrO JETOYHOIO MOPAXKEHHs, B TOM YHCIIE
aCCOLIMMPOBAHHOIO € TracTpo-33odareanbHbM — pedirokcom.  OmpenenaeHue  JaHHOTO
OuoMapkepa, OYEBHUJIHO, MOKET OBITh HCIIOJB30BAHO KaK JUIsl NEPBUYHOM JMAarHOCTUKHU
NOPAXEHUS JIETKUX IIPU CHUCTEMHOM CKJIEPOAECPMHHU, TAK WM JUIsI MOHUTOPUPOBAHUS €rO
tedeHus. Bxinrouenue onpenenenust SP-D B ChIBOPOTKE KpOBU B MPOTOKOJ OOCIEIOBAaHUSA
NAalMeHTOB C CHUCTEMHOH ckiepojaepMueil TpeOyeT CONOCTaBICHHUS YyBCTBUTEIBHOCTH U

CHCI_II/I(I)I/I‘-IHOCTI/I JaHHOI'0O MCTOJa C APYIrUMH, UCIIOJIB3YIOIIUMHUCA B HACTOAIICC BPCMA.

BreIBOABI

1. [Topaxxenue nerkux y oOCIEJOBaHHBIX MAIMEHTOB SBISETCS HauOOJiee YacCThIM
BUCIICPATIbHBIM TPOSIBJICHUEM CKJIEPOJACPMHUH C HAJUYUEM BEIYIIETO CHUMIITOMA OJIBIIIKA
(80%). BpeisBneHa [0OCTOBEpHasi B3aMMOCBS3b Klacca OJBIIIKM C  JUIMTEIbHOCTBIO

3aboneBanus, nanHbiMu OIXKEJT u moBeimennem yposas SPD (p<0,001).

2. [Topaxenne numeBoga orMmedasnoch y 48% mamueHtoB, 65% U3  KOTOpBIX
NPEbABIIIN KalloObl Ha u3xory, a y 35% I'OPb nmporekana 6eccCMMOTOMHO, HO IIPU 3TOM
Obutn  BbIBACHBI u3MeHeHuss npu DI J[C, uYTo CBHIETENBCTBYET O HEOOXOJUMOCTH
poBeJIeHUs1 330(haroracTpoyoJ€HOCKONUH Y MAlMEHTOB C CUCTEMHOM CKiepoaepMuei ¢

LeNbl0 paHHel nuarHoctuku ['OPb.

3. VYcTaHOBJIGHa B3aMMOCBSI3b TOPAXEHUS JIETKMX W THINEBOJA MPH CUCTEMHOU
CKJIepoJiepMUH. Y TMAIMEHTOB C CHUCTEMHOM CKJIEPOJEepPMHUEH CTaTUCTHYECKH TOCTOBEPHO
yamie JAUarHoCTUpyeTcss 00bem mnopaxkeHus serkux >20% mnpu Hamuuuun [OPB 1o
CpPaBHEHHUIO C Trpymmoi nanueHToB ¢ orcyrctBueM ['OPb (74,1% u 37,5%, cOOTBETCTBEHHO,
p=0,018) u oTmeudaeTrcss AOCTOBEpHO Oojee BBICOKAs YacTOTa PEHTIEHOJIOTHYECKUX

NpU3HAKOB anbBeosuTa mpu Hamuuuu ['OPb (p <0,018).

HpI/I HaJIn4ru JICTOYHOI'O (1)I/I6p033 TepMHHaﬂBHOﬁ CcTauu OTMCUYACTCA TCHACHL A K

noBkIIeHUIO ypoBHs SPD.
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4. YpoBeHb CHIBOPOTOUHOTO cypdakTaHTHOrO Oeska D 70CcTOBEpHO BBINIE TPU HATUIUHU
aerounoro ¢ubposa u ampBeosnuta mo nanHbiM KTBP. YcranoBnena npsivas koppemnsiius

ypoBHs SPD ¢ 06bemMoM mopaskenus jerkux mo nanasiM KTBP (r=0,783, p<0,001)

5. [To momydennsiM gaHHbIM SPD  sBusieTcs mocTaToyHo  crienU(DUUYHBIM U
JyBCTBUTEIBHBIM IMPHU3HAKOM BBISABJIICHHUS ajJbBEOJUTAa U 0O0beMa MopakeHHs jerkux > 20

IMPOOCHTOB.

IIpakTHYeckne peKOMeHAAIHU

BrisiBienue FaCTPOBSO(baFeaHBHOFO pe(bmm(ca JOJIDKHO ITPOBOJAUTHCA YKC Ha HA4YaJIbHBIX
CTagusax CUCTEMHOM CKJIICpOACpMUH, 0COOCHHO Y NAaMCHTOB C MOPAKCHUECM JICTKUX C ICJIIbIO

BO3MOXXHOCTH HpO(bI/IJ'IaKTI/IKI/I IIpOrpeCCUPOBAHUA ITOPAKCHUS JICTKUX.

OrnpeneneHune CBIBOPOTOUYHOTO cyphakTaHTHOTO Oenka D MoxkeT ObITh peKOMEHI0BAHO B
paMKax KOMIUIEKCHOW JTUArHOCTUKY BBISBICHHUS 00beMa MOPaKEHUS JICTKUX U HATUIHS
AIbBEOJIUTA HAPALY C KOMITBIOTEPHOHM TOMOTpadueii B pe>kKMMH BBICOKOTO pa3pelieHus: 1

JIETOYHBIMU () YHKIIMOHAIBHBIMU TECTAMH Y OOJIBHBIX C CHCTEMHOM CKJIEPOJACpPMHUEH.

CIIMCOK COKPAIIIEHUH

AH® — antunykneapHsiii pakTop

I'SPB — racrpoazodareansHopedarokcHast 00JIe3Hb

OXEJI — popcupoBaHHas )KU3HEHHAsS] EMKOCTb JIETKHX

NIJI-CCJ] — uHTEpCTUIIMAIBHOE TIOPAXKEHHE JIETKUX ITPU CUCTEMHON CKIIEPOAEPMUU
KTBP — xomnbrorepHast Tomorpadus B pe:KuMe BBICOKOTO Pa3pelieHHs

O®B/I- pyHKIIMS BHEIIHETO JIbIXaHUS

SPD( surfactant protein D)-ceiBopoTounslii cypdakTanTHbIl poTers D

Scl 70 antutena x Tonounzomepase 1

ns He JOCTOBEPHO

SD crannapTHOE OTKIOHEHHUE

RR oTHOCUTENBHBIN pUCK
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CocHoBckasi AHTOHMHA Biaaagumuposna (Poccuiickas ®egepanms)

Kannuveckne 0cO0EHHOCTH MOPAYKEHHUs JIerKUX M NMHUIEBOJA Y MALMETOB ¢ CUTEMHOI
CKJIepoaepMHuUeii.

56 manueHtam (cpenHuii Bo3pacT 46+14 net) ¢ nuddy3HOH U TUMUTHPOBAHHOU (PopMoit
CUCTEMHOW  CKJIEpOJEpMHHM  OBLJIO  BBINOJHEHO  HCCJIEOBAaHUE  CHIBOPOTOUHOTO
cypdakrantaoro nporerra D (SP-D) metogom nmMmmyHodepmentHoro anaiausa (ELISA). V
BCEX MAlMEHTOB TMPOBEICHO CTAaHAAPTHOE KIMHUKO-WHCTPYMEHTAJIbHOE OOCIeI0BaHHE,
BKJTIOYAIOIIEe JETOYHbIe (DYHKIIMOHATBHBIE TECThI, pEHTTEHOTpa(UI0 JIETKUX, IPU HATHIUU
MOpPaKEHUS JIETKUX KOMITBIOTEPHAsi TOMOTpadust JETKUX B PEKUME BBICOKOTO pa3peIIeHus,
aXoKapauorpadusi, TracTpOAyOoACHOCKOIHUs, pEHTreHorpadgusi MHIIeBoJa ¢ OapueMm.
KoHnienTpanusi ceIBOpoTOYHOTO cypdakTtaHTHOrO mporenHa D mocToBepHO KOppeaupyeT ¢
HAJIMYMEM TOPaXeHHsI JIETKUX TMPH CHUCTEMHOM CKIIEPOJIEPMHUH U JOCTOBEPHO BBINIE MPU
HAJIMYUU JIerOYHOro (pubpo3a, MPU3HAKOB «MATOBOTO CTEKIA» M «COTOBOTO JIETKOTOY.
VYpoBerb SP-D y manmeHTOB ¢ MOpakeHHWEM JIETKUX TPH CKJICPOJCPMHUMN BHIIIE B TPYIIIE
MAlMeHTOB C HaJIMYUEM JIETOYHOro (pubpo3a u ractpoazodareaibHOr0 pedirokca, 4eM B

rpynie NaueHToB ¢ JIETO4YHbIM GuOpo30M O€3 racTpo3zodareanbHOro peduirokca.

CpIBOpOTOUHBIN cypdhakTaHTHBIN MpoTerH D MokeT paccMaTpuBaThCS B psiiy OMOMapKEpOB
TSOKECTU  TOPAKEHUS  JIETKUX 1PU  CHUCTEMHOM  CKJIEpPOJEPMUM, B TOM  YHUCIE

ACCOIIMUPOBAHHOTO € TracTpo330dareaabHbIM pedIOKCOM.

Sosnovskaya Antonina Vladimirovna (Russian Federation)

For 56 patients with diffuse and limited cutaneous systemic sclerosis, the mean age 46+14
years, were performed ELISA tests for SP-D. The clinical data were evaluated by a standart
protocol including pulmonary function tests, chest x-ray, in cases of lung involvement high
resolution computer tomography (HRCT), echocardiography, esophagoduodenogastroscopy
and esophagography with barium.

Results: serum levels of surfactant protein D are highly correlated with extend of lung
fibrosis in SSc patients, and are higher in patients with than without pulmonary fibrosis,
ground glass opacity or honeycombing. ILD-SSc patients with gastroesophageal reflux
disease have higher serum levels of surfactant protein D than ILD-SSc patients without
GERD than SSc patients without ILD or GERD. ILD-SSc patients with gastroesophageal
reflux disease have more often ground glass opacity in high resolution CT than ILD-SSc
patients without GERD.

Conclusion: these results suggest that gastroesophageal reflux may incite interstial lung
disease and its progression in systemic sclerosis. Surfactant protein D (SP-D) is higher in
patient with pulmonary fibrosis in patient with systemic sclerosis and can be a useful serum
marker for evaluating severity and progression of pulmonary fibrosis in systemic sclerosis.



