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CPaBHUTENbHbIA aHAJIU3 KJIMHUKO-
feMorpathuyeckux 0co6eHHOCTelH W BbIHUBAeMOCTH
Nno 1aHHbIM POCCHIACKOro HaLMOHANbHOIO perucTpa
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JleroyHasa aptepuanbHas runepTeHauns, acCoumMmMpoBaHHas ¢ CMCTeMHOM cknepoaepmuein (JIAM-CCL), n nanonatuyeckas neroyHas runepTeH3ns
(WMNT) otHocaTcs k rpynne | no knaccudukauumm JIT, 0aHAKO MMEKTCS AaHHbIE O CYLLLECTBEHHbIX Pa3/INYUSAX B UX BbIXMBAEMOCTN HA GOHE COBPEMEH-
HOW Tepanuu.

Llenb: NpoBECTM CPaBHUTESbHYIO XapakTepucTunky naumeHtos ¢ JIAT-CC n UIT no aaHHbIM POCCUINCKOro HaUMOHaIbHOIO PerncTpa.

MaTepuansl u metoabl: 52 60nbHbIX U 1 50 — JIA-CC/,. MaumeHTbl He pasnuyannch no gyHkumoHanbHomy knaccy (PK). CpegHue 3HaveHns K
B rpynnax coctaBunu 2,7+0,8 n 2,6+0,7 cooTBETCTBEHHO. J1arHo3 ycTaHaBMBaiCA Ha OCHOBaHMM KaTeTepmaaumm npasbix OTAEN0B cepaua 1 ne-
ro4yHOW apTepun.

Pesynbrarthbl. MauneHTtsbl ¢ JIAM-CC/L Ha MOMEHT NOCTAHOBKM AnarHo3a 6biin B cpegHeM Ha 15 net ctapuwe, 4yem ¢ U (p<0,0001). AnctaHuus
6-MunHyTHOrO TecTa xoabbbl B rpynne W 6bina Heckonbko 6onblue. MHaekc Bopra 6bin Bbiwe B rpynne JIAM-CCL, (4,2+2,1 vs 3,3%1,5); p=0,049. Cte-
NeHb HeOCTAaTOYHOCTN KpoBoobpaleHus (HK) n apixatenbHon He40CTaTOYHOCTU He pasnmnyannck. CambiM 4acTbiM NepBbiM cuMmnToMom JIAT Gbina
oaplwka (94% — npu JIAM-CCL n 73% — npwn UIT). O6Mopokn BuiSBAsAnch Tonbko npu U (13%). OuarHo3 JIAI B 06enx rpynnax yctaHaBnmBasncs
noagHo [npw JIAM-CC/, - vepes 33 (13; 56,5), npu WIT — yepes 30,5 (13,3; 76,3) mec]. MNpuaHakn HK Ha MOMEHT yCTaHOBIEHNSI AnarHo3a BbiSBASICH
C 0[MHaKOBOW YacToToi kak npu JIAM-CCL, tak u T (76 n 65% cooTBeTCTBEHHO). [posiBeHust pasaBepHyToi cTaaun 3aboneBaHus, BKIoYas NnpuaHa-
k1 HK, BbISBASIIMCL C 0AMHAKOBOM Y4acTOTON. JInwwb Npu axokapauorpadun y naumeHTos ¢ JIAI-CC/J] vaule oGHapyXxnsancs nepukapamnasbHbiii BbINOT
(56 n 35%); p<0,05. BonbHble ¢ CCA, umenun noctoBepHo 6onee HU3KyIO Maccy Tena (14 n 2%); p<0,05. MNMpwu oueHKe LLeHTPabHOW reMoavHaMMKN 06-
HapyXeHbl IOCTOBEPHbIE Pa3ninyuvs: AaBneHne B npaBom xenyaouke (OMXK) cuctonmueckoe (73,4+19,1 MM PT. CT.) U CpeaHee AaBeHne B Iero4Hon ap-
Tepun — OJ1Acp (49,1+11,5 mm pT. cT.) npn JIAT-CC/J], 66110 focTOoBEPHO HMXe, YyeM npu UIIT (85,9+25,6 n 57,5+15,3 mm pT. cT.). MK anactonnyeckoe
v OMX cpepHee 661 4OCTOBEPHO Bbile Y nauneHToB ¢ JIA-CC/L, (7,02+5,59 n 28,5+12,7 MM pPT. CT.) no cpaBHeHuio ¢ 0,95+7,6 n 11,7+6,0 mm pT. CT.
COOTBETCTBEHHO. PN 0AMHAKOBbIX NOKa3aTesNsix CEPAEYHOro Bbibpoca cpeHee 3Ha4YeHMe Iero4YHOro COCyANCTOro CONpPOTMBIIEHNS OblNo BbillE B
rpynne 6onbHbIX M (13,2 1 10,6 ea. Byna); p<0,005. dopcrpoBaHHas XU3HEHHas EMKOCTb JIerkux Obisia B Nnpeaenax HopMbl B 06enx rpynnax, Ho
andby3noHHas cnocobHocTb nerkmx npu JIAM-CCJ, 6bina Huxe (46,9+13,5 1 68,5£12,8%). YpoBeHb remornobuHa npu JIAM-CC/J], 6bin 4OCTOBEPHO
MeHble (13622 r/n), yuem y naupeHToB ¢ U (149+19 r/n), KONNMYECTBO 3PUTPOLMUTOB ObINIO NPaKTUYECKN o0amHakoBbiM (4,9+0,6 n 5,1+0,7 cooTBeT-
CTBEHHO). YpoBeHb C-peakTnBHOro 6enkay 6onbHbix JIAF-CC/, nocToBepHO Bbilwe, 4em y naupeHToB ¢ UIT (9,4+£15,1 n 1,1+1,0 mr/n); p<0,001. AHa-
NM3 BbIXMBAEeMOCTM 06HapYXu JOCTOBEPHOE ee CHMxXeHune B rpynne JIAM-CC/L, Ha 2 n 3-M roay HabnoaeHus. PacxoxaeHne 5-neTHel BbIXXBaeMoCcTun
Mexay rpynnamu coctasuno 15%, [OCTOBEPHOCTL Oblna 651m3ka k cTaTucTuyieckn 3aHadmmoin (p=0,06).

BbIBOA,: HE3HAUYUTESIbHbIE PA3NNYUNS B KNMHUYECKOW kapTuHe JIAM-CCL n UJIT oTmedeHbl Ha pOHe CyLLEeCTBEHHbIX OTKIIOHEHUI reMOANHAMUYECKNX MNO-
KasaTtenemn, 4To 0ka3biBaeT BANSIHME HA TeueHue 1 ucxom 3abonesaHus.

KnioueBble cnoBa: navonatnyeckas eroyHas rmnepTeH3ust, 1eroyHas runepTeH3nsi, acCouMmMpoBaHHasi C CUCTEMHON CKIIepoAePMUEN, BbIXMBaE-
MOCTb MaUNEHTOB C JIEFOYHOWN apTepuanbHON rMNepTeEH3NEN.
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Pulmonary arterial hypertension associated with systemic sclerosis (SSc-PAH) and idiopathic pulmonary arterial hypertension (IPAH) belong to group
l'in the clinical classification of PH, but there is evidence for significant differences in their survival due to current therapy.

Objective: the objective of this report is to compare pts with (SSc-PAH) and (IPAH) based on data of Russian National Registry.

Patients and methods: in the study we included 52 pts with IPAH and 50 with SSc-PAH. There were no differences in functional class (FC). Diagnosis
was based on RHC.

Results. At the moment of diagnosis average age of patients with SSc-PAH was 15 year higher (p<0.0001). 6MWD was somewhat more in IPAH gro-
up. Borg index was higher in SSc-APAH (4.2+2.1 vs 3.3%+1.5); p<0.049. The degree of heart failure (HF) and respiratory failure (RF) did not differ.
Dyspnea was the most common among the first symptoms (94% in SSc-PAH and 73% in IPAH). Syncope were observed only in IPAH. In both the di-
agnosis was verified quite late (in SSc-PAH group in 33 (13; 56.5mts), IPAH —in 30.5 (13.3; 76.3mts). Signs of HF were detected in both groups with
equal frequency (76% and 65% respectively). Advanced stage of PAH including symptoms of HF were detected with equal frequency. Only ECHO re-
vealed pericardial effusion more frequently in pts with SSc-PAH (56% vs 35%, p<0.05). Also they had more frequently weight lost (14% vs 2%,
p<0.05). Hemodynamics estimation revealed significant haemodynamic differences: sRVP (73.4+19.1 mm Hg) and mPAP (49.1+11.5 mm Hg) in
SSc-PAH were significantly lower, than in IPAH (85.9+25.6 mm Hg and 57.5+15.3 mm Hg). dRVP and mRVP were significantly higher in SSc
(7.02+5.59 and 28.5£12.7 mm Hg), compared to 0.95+7.6 and 11.7+6.0 mm Hg respectively. Whereas CO values were equal, the average PVR was

cucremuble runeptersum | 2016 | Tom 13 | N°2 | systemic hypertension 12016 | vol. 13 | no. 2 \




66 |

KapauonyinbsMoHonorusa / cardiopulmonology

higher in IPAH (13.2 vs 10.6 WU, p<0.005). RAP levels were equal at both groups. FVC was within normal limits in groups, but DLCO was lower in SSc-
PAH group (46.9+13.5% vs 68.5+12.8%). Hb in SSc-APAH group was significantly lower (136+22 g/l vs 149+19 g/I), erythrocyte count was almost sa-
me is both groups (4.9£0.6 and 5.1£0.7x1012/l). C-reactive protein in patients with SSc-PAH was higher (9.4+15.1 vs 1.1£1.0 mg/I); p<0.001. Signi-
ficant decrease in survival during the second and third years of observation was revealed in SSc-PAH group. Difference in 5 years survival between the
two groups was 15%, difference was close to statistically significant (p=0.06).

Conclusion: although general clinical appearance of patients with SSc-APAH and IPAH looks similar, there are significant differences in hemodyna-
mic indexes and laboratory signs between the two groups. This factor leads to difference in progress and outcome of the disease.

Key words: idiopathic pulmonary hypertension, pulmonary hypertension associated with systemic sclerosis, the survival rate of patients with pulmo-

nary arterial hypertension.
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€roYHasd apTepPUAIbHAsA TUIIEPTEH3HA, ACCOLMUPO-

BaHHAs C CUCTEMHOU cknepojaepmueit (JIAI-CCI), u

UUOIIATUYEeCKAsA Jerouynas runeprensus (UIIN) or-
HocaTCA K rpymie I mo knaccudukanyu JIT 1, cornacHo co-
BPEMEHHBIM IIPEJCTABICHUAM, UMCIOT CXOXKUE NTATOTCHES U
KIMHUYECKYIO KapTUHY [1—3]. OHAKO BBLDKMBAEMOCTD 60JIb-
HbIxX JIAT-CCIl 1 WII" Ha (hOHE COBPEMEHHOM TEPAIINHU CYIIE-
CTBEHHO Pa3JIMYaCTCs, YTO JUKTYET HEOOXOJAUMOCTD TIA-
TEJIbHOI'O U3YyYCHUS ITUX IBYX BAPHUAHTOB 3260/1€BaHus [4, 5].

CCJ — cucTeMHOE ayTOMMMYHHOE 3200JIEBAHUE, IPOTHO3
KOTOPOT'O OIIPEAE/IICTCS IOPAKECHUEM BHYTPEHHUX OPIaHOB,
B IIEPBYIO OYEPE/Ib CEP/IIIA, JIETKUX U ITOYeK [6]. PacripocTpa-
HeHHOCTb CC/] HEBENMMKA, KONEOIETCS, 110 JIAHHBIM PA3HBIX dB-
TOPOB, OT 138 /10 286 cityyaeB Ha 1 MaH HaceneHwus [7, 8].
Berpegaemocts JIAT mpu CCJI BapsupyeT oT 4,9 10 38% B 3a-
BUCHUMOCTH OT IIPUMEHAEMOTO METOJA JUATHOCTUKU (9XO-
Kapauorpadpusa — OXoKI' win Karerepusanus IpaBbIX OT/e-
JIOB CEP/ILIA U JIETOYHOM apTepuu — JIA). ITpu NConb30BaHUN
KaTeTEPU3AIINN 4aCTOTA IpekanwusipHoi JII' cocrasuna 12%
[9], BK/IIO9Ast MAITUEHTOB C JIETOYHBIM (PUOPO30OM, U 7,85%, KO-
712 AaHAINU3 ObUT OIPAaHUYEH TOIBKO 60s1bHBIME JIAT [10].

JIAT nan6onee yacro acconuupyercs ¢ CC/l cpeau n1pyrux
CUCTEMHBIX 3200JICBAHUI COCJUHUTEIbHON TKaHU. Ilo
cpasHenuio ¢ WIT npu JIAT-CCJ] npeo61a1aloT JKEHIITUHbI
(COOTHOMIEHUE COCTABIACT 4:1), MOKUIOTO BO3paACTa (CPe/i-
HUI BO3PACT HA MOMEHT [TOCTAHOBKHU JJuarHo3a JIAT>60 jier),
4aCTO UMEIOMHE KOMOPOUHbBIC COCTOSIHUA (CAXaPHBIH JUa-
oer, AI') [4, 5, 11]. HeCKOPPEKTUPOBAHHBIN PUCK CMEPTH
60nbHbIX JIAT-CC/] 110 cpasnenuio ¢ MJII cocrasnaer 2,9 [12].

IIpruyna pa3auyui BbDKMBAEMOCTH HE UMEET OKOHYATEIb-
HOT'O OOBSICHEHUSL. BBIIBUTAIOTCS TUIIOTESBI O IIPEBAINPYIOIEM
MOPAKEHUU MUOKAP/IA JKETY/IOUYKOB, YTO MOXKET OOYCJIOBIUBATD
OBICTPOE Pa3BUTHE CEP/ICUHON HepocTaTouHOoCTH (CH) 1 Jte-
TaIbHBIN UCXO/1,. [Tockombky CC/I IBISIETCS ayTONMMYHHBIM 32-
00JIEBAHUEM, B IIATOJIOTMYECKUI IIPOIIECC MOXKET BOBIEKATHCS
MHOKAP/] JIEBOT'O JKEJJIOUKA U IPABOTO »kemyaodka (IDK) kak Ha-
NPAMYIO (ITyTEM BOCHAJIEHMS U (PUOPO32), TAK U OTTOCPE/IOBAH-
HO Y€PE3 CUCTEMHYIO runeprensuio u JII'[13—-15].

ViMeeTcs JINIb HECKOJIBKO ITyOIUKALIUI, B KOTOPBIX COIIO-
CTAaBJIAIOTCS OOJBIIME TPyl nanueHTos ¢ WIT u JIAT-
CC/L [5, 16]. B Hameit cTpaHe Moj06HbIe CPABHUTE/IBHBIC HC-
CJICJOBAHMS PAHEE HE IIPOBOAUINCH, H3y4aA/IACh BIKUBAC-
MOCTB GOJIbHBIX JIMIIb B OT/AE/IbHBIX HO30JIOI'MYECKUX I'PYII-
nax JIAT [17-19]. UMEHHO MO3TOMY LEJIbIO HAIIETO UCCIIEI0-
BAHUA OBbLIO BBIABJICHUE KIMHUKO-IEMOIPAMUICCKUX PA3IIN-
quii marreHToB ¢ JIA-CC/I u WIT' o janabiM POCCHECKOTO
HAI[HOHAJIBLHOI'O PETUCTPA.

MaTtepuan n metoabl

B uccneposanue smodensr 52 nanuenTta ¢ MIT (8 myx-
4uH U 44 xxeHmuHbl) 1 50 — ¢ JIAI-CC/I (7 My>K4UH U 43 JKEH-
IIWHBI), TOCIEOBATENBHO BKIIOUYEHHBIX B POccniickun pe-
TUCTP JIETOYHOH I'MIIEPTEH3UHU C OKTAOPs 2012 I 11O OKTAGPD
2014 1. 1151 Bepr(pUKAITUH IMATHO32 BCEM GOJIBHBIM BBIITOJI-
HAINCh UCCAEAOBAHUA 11O IIPOIPAMME, COOTBETCTBYIOIEH
POCCUICKUM PEKOMEH/IALIMAM I10 JUATHOCTHUKE U JIEUEHUIO
JIErOYHON runepronuu 2014 1, BKIIOYasg KATETEPUIALUIO
MPaBbIX OT/IENOB cepaia u JIA [20].

Junarnos CCJI 611 JOCTOBEPHBIM B COOTBETCTBUH C JJUATHO-
cTrdeCcKuM KpurepusaMu 2013 1 [21]. VYU TBIBAIMCh AHAMHECTH-

YECKME JJAHHBIE: JUINTEIbHOCTD 3200/I€BAHMSA C HA4a/Ia IIEPBbIX
CUMIITOMOB, CHMIITOMBI JIEOIOTA 3200/IEBAHMS, BDEMS YCTAHOB-
JIeHUA AuarHosa JIAT, a Taxke nmossiieHue Npu3Hakos CH.

O6cneIoBaHuE MAIMEHTOB BBITOJIHIOCH IO €JUHOMY
CTaHZAPTY: ONIPOC U OCMOTP GOIBHOTO C TIHIATETbHBIM UCCIE-
JIOBAHHUEM IIPU3HAKOB CH, BBIABICHUE COITYTCTBYIOINUX 3200-
JIEBAHMH, aHAIN3 JIAOOPATOPHBIX MOKa3aTeael (KIMHUYE-
CKUH, 6GHOXUMUYECKUH, UIMMYHOJIOTUYECKU aHAIU3BI KPO-
BH, onpezenenue NT-proBNP), perucrpanus aj1eKTrpoKap-
JIMOTPAMMBI, TpaHCTOPaKaIbHAsA DXOKI, (PyHKITMOHAIbHbIE
JIETOYHBIE TECTBI, BKJIIOYAsl OLpeecHuEe (POPCUPOBAHHON
JKM3HEHHON eMKOCTH Jierkux (PXKEJT), 0611er eMKOCTH JIET-
KUX, TUPPYy3noHHOM criocobHOocTH jerkux ([ICJT) cornacHo
OOIIEIPUHATBIM IIPOTOKOMAM. DYHKIIMOHAJIBHBIN KJIACC
(DK) JIAT onermrBasics o mkane Hpio-Mopkckoit accorma-
i cepya (NYHA —New York Heart Association), 6-MuHyT-
HBII TECT XOABOB (6-MTX) — COITIACHO PEKOMEHAITUSIM
AMEPUKAHCKOI'O TOPAKAIBHOT'O OOIIECTBA C OLIEHKOM CUeTa
OJIBIIIKK 11O Bopry [22]. PUCK HEGIArONPUATHOI'O UCXO/1A Y
nanueHTosB ¢ JIAT pacCYNTHIBAJICA COIVIACHO CYETY PUCKA pe-
rucrpa REVEAL [23].

Bepudunupyromum auarnos JIAI' ucciaejopanuem 6ulia
KaTETEPU3ALUA IIPABBIX OT/1eN0B cepana u JIA. Mccnenosa-
JIMCh CJICYIOIIME IAPAMETPBL: JABJICHUE B IIPABOM IIPEICEDP-
mun (A1), pasnenune B IDK cucrommueckoe (AITXKcncr),
auacronmndeckoe (ATDKnuacr) u cpeanee (JITKcep), cucro-
nnyeckoe ([JIAcucr), nnacronuyeckoe ([JIAnuacr) u cpen-
Hee pasnenue B JIA (IIJIAcp), JaBneHue 3aKIUHUBAHNA JIA,
cepAeyHblit BBIOpOC (CB), paccunThIBAIIMCH Od1Iee nepude-
pHUYECKOE COCYAHCTOE COIIPOTHUBIEHUE, JIETOYHOE COCY/IH-
croe conporusnenue (JICC), ynapusirt oobem (YO) u ceped-
b unjexc (CH) [24].

J1J1s1 OLIEHKM BBDKUBAEMOCTHU ITALUEHTDI HAOIIOAAIUCH IIPO-
CHEKTUBHO, JIETAJIbHBIM UCXO, PETUCTPUPOBAJICSA B COOTBET-
CTBHM C MEIMIIMHCKOM JOKYMEHTAIIUEH. B CBA3K C Healek-
BATHBIM OOecrieueHueM npenaparamu 4 6onpHbx WIT o6pa-
OOTaHBbI JJAHHBIE TOJBKO B 48 ciydasx. B anannus Obuin
BKJIIOUEHBI BCE nmanueHTsl ¢ JIAI-CCJI, MOCKOJIbKY B CIy4dae
IIEPEPBIBA B BbIIAY€E IPEHAPATa JICUCHUE OCYIIECTBIISIOCH B
OI'bHY «HMHU pesmaronoruu um. B A HacoHOBOM».

Bce pesynsraTsl NPeICTABIEHBI B BUJIE A0COIIOTHBIX 3HAYC-
HHH CO CTAHJAPTHBIM OTKIOHEHUEM IIPH COOTBETCTBHUU HOP-
MaJIbHOMY PACHPENEIEHUIO TIOKA3ATENA U MEJUAHBI C UHTEP-
KBAPTU/ILHBIM PA3MaXoM (25 1 75 KBAPTUIN) — IIPU HENPA-
BWIbHOM. Pa3inyms NIpU3HAKOB B ABYX I'PYIIIAX aHAJIU3UPO-
BAJIM C MCHOJb30BAHUEM HENAPAMETPUYECKUX METOJOB
(kputepuss ManHa—YUTHU). BbDKMBAEMOCTb OLIEHUBAIACH
meronoM Karurana—Mariepa. CTaTHUCTUYECKH 3HAYMMBIMU
cunTany 3HadeHus p<0,05.

Pe3ynbraThbl

Ha MOMEHT yCTaHOBIEHUS AUarHo3a narueHTel ¢ JIAI-CC/],
OBbUIN B CpeJHEM Ha 15 jieT crapiie, yeMm 6osbHable WIT TTaru-
€HTBI IIPU 3TOM HE PA3IUdaaInuch 110 K, 4To cTasio ocHOBA-
HHEM JIJI1 COITIOCTABUMOCTH JJBYX UCCJIElyEMBIX I'pymIL Cpesi-
nue 3Havenusa OK B rpynmax ¢ JIAI-CC/ u JIT Taxoke He pas-
JIMYAIACD (Tadu. 1).

Jucrannys B 6-MTX B rpymime nanueHTos ¢ UIT 6bta He-
CKOJIBKO 60b111e, ueM B rpymie JIAT-CCJI, 0IHAKO pa3/Indus
OBITM  HEIOCTOBEPHBI (376101 M 1O CpPaBHEHUIO C
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Ta6nuua 1. O6wWwan xapakrepucTuka 6onbHbix U n JIAM-CCJ,

MapameTpbl Mp,uona(;v:sezc)l(aﬂ nar JIAr-ccp (n=50) p
BoapacT Ha MOMeHT obcnenoBaHus, neT 37,9+10,5 52,3+12,7 0,000
PocT, cm 165+7 164+8 H.n.
Macca Tena, kr 72+14 69+14 H.n.
Mon, m/x 8/44 7/43 H.n.
P 6-MTX 376101 328138 0,080
s, 3,315 4,242 1 0,049
Opbiwka no bopry
®K Ha MOMEHT AnarHosa H.ao.
| 3 (6%) 3 (6%)
] 19 (36%) 16 (32%)
n 27 (52%) 24 (48%)
\" 3 (6%) 7 (14%)
DK cpeaHuin (CyMmapHblii) 2,6+£0,7 2,7+0,8 0,465
HK H.n.
| 12 (23%) 6 (12%)
] 27 (52%) 22 (44%)
1 11 (21%) 18 (36%)
\" 2 (4%) 4 (8%)
AH H.n
1 0 4 (8%)
2 51 (98%) 41 (82%)
3 1(2%) 5(10%)
Ta6nuua 2. AHaMHecTUYeckue paHHble 6onbHbix U u JIAM-CCA,
MapameTpsbl le,uonantiecxaﬂ JIAT JIAr-ccp (n=50) p
(n=52)
Mep.bii cumnTom JIAI
Opblwka 38 (73%) 47 (94%) H.n.
O6MopoKKn 7 (13%) - 0,021
KpoBoxapkaHbe 1(2%) - H.n.
Bonb B rpyaHom knetke 2 (4%) 1(2%) H.n.
O6uwasn cnaboctb 1(2%) - H.a.
Kawenb 1(2%) 1(2%) H.no.
fonoBokpyxeHue 2 (4%) - H.n.
Bes cumntomos - 1(2%) H.a.
Hauano JIAI
® MOHOCUMMNTOMHOE 32 (62%) 26 (52%)
® MOSIMCUMNTOMHOE 20 (38%) 24 (48%)
DK H.o.
| 3 (6%) 2 (4%)
] 19 (36%) 15 (30%)
n 27 (52%) 27 (54%)
\% 3 (6%) 6 (12%)
Bpems ycTaHOBNEHUst AmarHo3a OT MOMeHTa NepBbIX 52,3+59,5 43,8+41,6 0,767
CUMMTOMOB, Mec 30,5(13,3; 76,3) 33(13; 56,5)
MpuaHaku xpoHuyeckoit CH Ha
Ha MOMEHT YCTaHOBJIEHNS AnarHo3a A
P 34 (65;%)) 38 (76‘0%)
o ver 18 (35%) 12 (24%)

328+138 m); p=0,09. MH€eKC Bopra 6bL1 JOCTOBEPHO BHIIIC B
rpymmne 60abHbIX JIAI-CC/I, ITpy 3TOM CTEIIEHD BBIPAYKCHHO-
CTH HEZIOCTATOYHOCTU KpoBOoOO6pameHus (HK) u ipixarens-
HOM HEJOCTATOYHOCTU ([JH) B UCCIIEyEMBIX I'PYIIIIAX HE PA3-
JINYa1aCch (CM. Ta6IL 1).

Hamu 66111 IPOAHATHM3UPOBAHBI CUMIITOMBI /1€610Ta 3260~
Jiepanys (TabiL 2).

Cpenu nnepBbIX cUMIITOMOB JIAT Han60J1€€ YaCThIM SIBJISI-
s1ach oaplka (B 94% — npu JIAI-CC/L u B 73% — nipu WJIT).
O6MOPOKHU B JIEO0IOTE 3200JIEBAHS BBIAB/ISUIMCh TOJIBKO Y Ma-
nuenToB ¢ WIT (B 13% citydaes). Peske 06HApYKUBAIUCH KPO-
BOXApKaHbe, 60/Ib B I'PY/IHOH KJIETKE, OOIast C1abOCTh, Ka-
11I€JIb, TOJIOBOKPYKEHHUE. Y 1 ITAIIMEHTKU IPU PYTUHHOM O0-
cinepoBannu JIAT-CCJI Obl1a 3a10/JO3PEHA, a4 3aTEM U HO/I-
TBEPKIEHA IIPU OTCYTCTBUU KJIMHUYECKUX CHMIITOMOB.

Juarnos JIAI' B 06euX rpynmax yCTaHaBIUBAJICS ITO3/JHO:
npu JIAT-CCJ], — B cpegHeM dyepes 33 mec, npu WII — gyepes

30,5 mec. Ilpusnaky HK Ha MOMEHT yCTAHOB/IEHMS JJUATHO32
BBIABJIAIUCD Y 2/3 GOIBHBIX C OAMHAKOBOH 4aCTOTOM KaK IIPH
JIAT-CCJ, Tak 1 WII" (c™m. Ta611. 2).

CpenHss JyINTEIbHOCTDb HAOM0AeHNs 60abHbIX JIAI-CC/]
Obuta HA 10 Mec MeHbIIe, yem nanueHTos ¢ MIT, ogHako pas-
JIMYUS HE ObUIH JIOCTOBEPHBIMU. CueT pucka JIAI to popmy-
se peructpa REVEAL y nanuenTos ¢ JIAI-CCJ], 6611 1IOCTOBEP-
HO BbllIE, yeM 11pu WII, B TO BpeMs KaK IIPOIHO3 110 PEKOMEH-
panusam ESC/ERS y 601bHBIX JOCTOBEPHO HE PA3IHMYAICH.
B «3enenHomn» 30He HAXOAMINCH IPUMEPHO PABHBIE YACTU M1d-
LHEHTOB (OKOJIO 25%), B TO BpDEMA KAK B «<KPACHOU» — OOJIb-
HbIX JIAI-CC/I 661710 OTHOCUTEIBHO OOJIBIIIE.

TIposiBJICHUSL PA3BEPHYTOM CTaAUU 3a60JICBAHUS, KAK U
npusHaku HK (ozpliKa, OT€KH, O0/Ib B IPYJHOU KIETKE, CEP/I-
nebueHue, TeNaATOMEraNns, NPEKOPAUAIbHAA ITyIbCAIU,
IIy/IbCALIUSA IPEMHBIX BEH U [IP.), BBIIB/ILINCH TPUOIU3UTENb-
HO C OJMHAKOBOM 4aCTOTOM. [IOCTOBEPHO Yallle y ITAIUEHTOB
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Ta6nuua 3. Knunnueckue npossnexnus JIAI B uccnegyemsix rpynnax

MapameTpsbl I/In.uona('l:rse;)xaﬂ NAr JIAr-ccp (n=50) p

JnnTensHOCTb C MOMEHTa NepBbiX CUMATOMOB JAT, 52,7+59,7 35,7+£32,2 0,281

mMec 31,8 (13,3; 76,0) 21,3 (13;54)

CueT pucka 7,5+1,9 10,5+2,9 0,000
MporHos: H.Ao.

® «3efleHbln» 13 (25%) 13 (26%)

® «cepblii» 26 (50%) 18 (36%)

® «KpacHbIii» 13 (25%) 19 (38%)

Ogppitika no NYHA: H.n

| - 3 (6%)

1 22 (42%) 17 (34%)

1] 30 (58%) 28 (56%)

\% - 2 (4%)

Knunuyeckue nposisnenus:

® ofbillka 52 (100%) 50 (100%) H.n.

® OTeKn 23 (44%) 20 (40%) H.n.

® gHacapka 1(2%) 4 (8%) H.n.

® acumt 5(10%) 4 (8%) H.n.

® rMapPoOTOpakc 5(10%) 8 (16%) H.o.

® rnaponepukapg, 18 (35%) 28 (56%) 0,031

® 06MOpOKM 14 (27%) 9 (18%) H.n.

® KPOBOXapKaHbe 2 (4%) 1(2%) H.n.

® 6OJb B rPYAHON KneTke 22 (42%) 25 (50%) H.o.

® FOJIOBOKPYXEHue 20 (38%) 12 (24%) H.o.

® cepauebuerne 33 (63%) 34 (68%) H.A.

® npekapaunanbHas nynbcaumns 24 (46%) 24 (48%) H.n.

® Nynbcauns SPEMHbIX BEH 35 (67%) 34 (68%) H.n.

® renatomeranus 19 (37%) 27 (54%) H.n.

® akueHT |l ToHa Ha J1A 50 (96%) 49 (98%) H.o.

® LLyMbl 35 (67%) 30 (60%) H.n.

® «3aCTOIHas noyka» 15 (29%) 15 (30%) H.a.

® NoTepsi Macchl Tena 1(2%) 7 (14%) 0,023

e o6wasn cnabocTb 37 (71%) 40 (80%) H.n.

® Kawesb 12 (23%) 17 (34%) H.n.

¢ JIAI'-CCJl, 06HApYKMBAINCh CHUKEHHUE MACChl TeJd IO
CPAaBHEHUIO C UCXO/IHBIM /IO 3200/1€BaHU (TA0IL. 3).

[Tpu TpaHcTOpaKaabHOI OXOKI' y 56% mnaruenTos ¢ JIAT-
CC/], BBISIBJISIIICS BBITIOT B ITOJIOCTH IIEPUKAP/IA 11O CPABHEHHIO
¢ 35% vy 6onbHbIX WIT (p<0,05); cM. T2611. 3.

IIpu uCCIefOBAHUY LIEHTPAIbHOM IFeMOJUHAMUKN OOHA-
PY’KEHBI JJOCTOBEPHBIE pa3nnyuus (Tad. 4).

OIDKcucr y narueHToB ¢ JIAT-CCJI 6610 JOCTOBEPHO HU-
ke (73,4+19,1 MM PT. CT.), ueM y 60ibHBIX WIT (85,9+25,6 MM
pT. cT.), B TO BpeMms Kak I DKanact u ATTKcp 66110 l0CTOBEP-
HO BbIIIE y nanueHTos ¢ JIAI-CC/, (7,02+5,59 u 28,5+12,7 Mm
PT. CT.) COOTBETCTBEHHO IO CpaBHEHHIO C 0,95%7.6,
11,7+6,0 MM pT. CT. y 6051bHBIX WJIT. TAKKE PA3THYATUCh YPOB-
Hu JJIAcp. V nauunenTos ¢ JIAT-CCJI 9TOT IOKa3aTeNb ObLI JJO-
CTOBEPHO HMXKE, yeM npu WIT (49,1£11,5 10 CpaBHEHMIO C
57,5%£15,3 MM pT. cT.). [Ipu cxoxux nokasarensax CB 3nayve-
Hust JICC 6b11d BBIIIE B IPYIIIE TAUUEHTOB ¢ MJIT

V 60bpHBIX JIAT-CCJI UMeHCh 60JIee HU3KHE ITOKA3ATECIN
JICJT (46,9£13,5% 110 cpaBHEHUIO ¢ 68,5£12,8%), IpU 3TOM
cooTtromeHue OXKEJI/ICJT 6bU10 CYLIECTBEHHO OosbIIe 1,5.
3uauenus OXKEJI 6611 HOPMATIbHBIMH U HE PA3IUYAINCD.

Yposens remornoonHa npu JIAT-CCJ] 6611 JOCTOBEPHO HU-
ke (136+22 r/m), yem y mannenTos ¢ WIT (149+19 r/i), B TO
BpEMs KaK KOJIHUYECTBO IPUTPOLUTOB OBUIO HNPAKTUYECKU
O/IMHAKOBBIM. COD y GOIBIINHCTBA OOCIEJOBAHHBIX O0JIb-
HBIX ObUIO B IIPE/IE/IAX HOPMBI, OJJHAKO y NAIIUEHTOB C JIAT-
CCJI cpeiHye 3Ha4YEeHUs ObUTH JOCTOBEPHO BhIIIE (TA0I. 5).

TTokazarenu (PyHKIMHU IEYEHU TAKKE PA3THYAINCD Y A1~
€HTOB O6EUX I'PYNIL YPOBEHDL OUIHUPYOHHA OB JIOCTOBEPHO
BblIE B rpymne WIT 3a cuer HenpsAMOoOn (bpaKkiuyu. 3HA4EHUs
rokasaresen menodHon pocdaraser (LIP) m makraTaerusi-
porenasnl (JIAI') 6bunu Beimie B rpymmne WIL B TO Bpems Kak
y-riryramurrpancnentuaasa (ITTIT) — B rpynme JIAT-CCI,

Oo6pamaer Ha cebss BHUMaHUE 60JI€€ BBICOKMHU YPOBEHD
MOYEBOM KUCIOTHI y TanueHToB ¢ JIAI-CCJI, B TO BpeMs Kak
koHueHTpanusa NT-proBNP umena TenaeHuuio K 601ee Hu3-
KHM 3HAYCHUAM (CM. Ta6IL. 5).

Vposens C-peakrusHoro 6enka (CPbB) y manueHTos C
JIAT-CC/] nocTOBEPHO BbIIIE, UeM y 60s1bHBIX WIT' (9,4£15,1 1
1,1£1,0 Mr/;1 COOTBETCTBEHHO); p<0,001.

Cped COIyTCTBYIOUUX 3a00JIEBAHUN B UCCIIEAYEMBIX
IPyHIIaxX IPEBAIUPOBAIA IATOJOT U IUTOBUIHO JKEJIC3bL.
Caxapublii juaber (y 5 NaIUEHTOB) U UIIEMUYECKAs 60IE3HD
cepaua (y 5 60IbHBIX) BCTPEYAIUCH TOJIBKO B rpymme JIAT-
CCJI (Ta6u. 6).

AHaIM3 KPUBBIX BbDKUBAEMOCTH BBIABUII JOCTOBEPHOE €€
camkenue B rpynne JIAT-CC/ Ha 2 1 3-M rojly HaG/IIOCHUSL.
PacxoxaeHnue S-71€THEN BbDKMBAEMOCTU MEXKY I'DYHIIAMU
cocTaBuiIO 15%, 1OCTOBEPHOCTD ObLIA GIM3KA K CTATUCTHYE-
CKM 3HAYUMOI1 (p=0,00).

OG6cyxaeHune
Hame ucciejoBanue Ap/seTcs IIEPBOU OTEYECTBEHHOM pa-
60TOM, CONTOCTABUBIICH KJIMHUYCCKHE JAHHBIC ITAITUCHTOB C
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Ta6nuua 4. JTaGopaTopHbie Noka3arTenu

JIAr-cca wir

Mokasarensb p

n pesynbrat n pe3ynbrat
femMorno6uH, r/n 49 136+22 52 149+19 0,002
SputpoumnTsl, 1012/n 49 4,9+0,6 52 5,1+£0,7 H.n.
femartokpuT, % 48 41,7+4,8 51 43,6%5,9 0,083
NevikoumnTsl, 109/n 49 8,3+4,0 52 7,6£2,1 H.n.
TpomGouunTsl, 109/n 49 252+86 52 228+63 H.n.
CO3, MM/u 49 19+18 46 9+19 0,000
ACT, En/n 50 2715 52 31£19 H.o.
ANT, Ep/n 50 3133 52 2717 H.o.
O6LWwuit GUNNPYOBUH, MKMOMb/N 50 159 50 31124 0,000
Mpamoit 6unnpybrH, MKMONb/N 40 5,6+5,3 4 18,5%5,9 0,000
TN, En/n 48 116142 30 67+60 0,079
LW, En/n a7 124+76 42 200+100 0,000
nAar, En/n 46 316134 40 517+143 0,000
KpeaTtuHuH, MKMonb/n 50 91+39 52 90+21 H.o.
CK®, mn/mMuH 49 77+32 52 76+22 H.o.
MoueBuHa, MMOSb/N 50 7,3%£3,8 48 6,1£2,4 H.o.
MoueBasi kKucnota, MKMOsb/n 49 466+164 35 366+126 0,007
CPB, mr/n 47 9,4+15,1 27 1,1£1,0 0,000
NT-proBNP, nr/mn 36 1170 (271; 4522) 27 1712 (975; 3093) H.o.
Mpumeyanue. ACT - acnaptatamuHoTpaHcdepasa, AJIT — anaHnHamuHoTpaHcdepasa, CKP — ckopocTb kiy6o4KoBOMN hunbTpaumm.
Ta6nuua 5. [laHHbIe UHCTPYMeEHTanbHbIX 06CneaoBaHuit
MapameTpbl Upnonatuuyeckas JIAI (n=52) JIAr-ccAa (n=50) P
YCC, B MUH 79+11 79+10 H.o.
Anr, mm pT. CcT. 6,5+4,9 7,449 H.o.
AMKeuet, MM pT. CT. 85,9+25,6 73,4£19,1 0,055
AMKaonact, MM pT. CT. 0,95+7,6 7,02+5,59 0,000
AMXcp, mm pT.CcT. 11,7+6,0 28,5£12,7 0,000
[OJTAcucT, MM PT. CT. 91,0+24,6 75,4%£18,5 0,004
OJTAomacT, MM pT. CT. 37,0£12,0 33,4+9,9 H.n.
JJ1Acp, MM pT. CT. 57,5+15,3 49,1£11,5 0,029
A3JIK, MM pT. CT. 6,1+2,8 8,6+3,5 0,000
CB, n/MuH 4,3%1,5 4,6+1,8 H.o.
CW, n/MuH/m2 2,5+0,8 2,6+0,9 H.n.
YO, mn 54,2424 1 59,9+25,8 H.n.
JICC, en. Byna 13,245,2 10,6£5,8 0,000
PBA n=25 n=45
DXKEN, % 97,7£10,7 96,3+16 H.o.
DLCO, % 68,5+12,8 46,9+13,5 0,000
®XEJ/DLCO 1,5+0,3 2,2+0,7 0,000

Mpumeuanue. YCC — yacToTa cepaeyHbix ckopatieHnin, 13J1K — gaBneHue 3akIMHMBaHMS B IErO4HbIX Kanunnsgpax, @B, — dyHKUMS BHELWHEro

nbixanusi, DLCO — guddysHas eMKOCTb Nerknx oas okucy yrnepoga.

JIAT-CC/], u WIT' 1 cpaBHUBIIEHN UX BBDKUBAEMOCTD. XOTs1 JIAI' Psy1 pabor, nocsseHHbIX TpuMeHeHUIo JIAT-cnierngryae-
CUMTAETCA BEAYIIEN IIPUYHMHOIM CMePTH y 60/bHBIX CCJI, BJIM-  CKMX JIEKAPCTBEHHBIX PENAPATOB (AHAJIOI'M HPOCTAIUKINHA,
TEPAType Mbl OOHAPYKU/IN TOJIbKO TPU UCCICIOBAHUA KIMHU-  AHTAlOHUCTHI HIOTEIUHOBBIX PELIEIIOTOPOB, UHTHOUTOPDI
YECKHUX JIAHHBIX, TEMOJUHAMHUKH, (DYHKIIMHU IIPABBIX U JIEBBIX  (POCHOANUICTEPASBI 5-TO TUIIA), TOKA3AI YIYUIIIEHHUE BbDKHBAEC-

OTJIEJIOB CEP/ILA U BBDKMBAEMOCTU TUX I'PYIII, U3 KOTOPBIX ~ MOCTH U/WUIK (PYHKIMOHAILHOIO CTATyCa [5, 27]. 3aciyKxusaer

TOJIBKO OJJHO MPOBEIEHO Ha 6a3e peructpa [16, 25, 26]. BHUMAHMUS, YTO B 9THUX UCCIACAOBAHUAX HU3YYAIUCh UCXO/bL
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Ta6nuua 6. KomopGUAHOCTb HA MOMEHT BKJIIOYEHUS B UCClief0BaHue

UpuvonaTtuyeckas JIAI (n=52) JIAr-ccp (n=50)
Matonorusa P
a6c. % a6ce. %

NHdekumn 1 3 12 24 0,000
Tpom6o3 0 0 2 4 H.o.
AHemunsa 4 8 7 14 H.o.
[Jenpeccus 3 6 6 12 H.n.
Al 5 10 23 46 0,000
Oxkonorus 0 0 2 4 H.o.
MaTonorus WUToBNAHON Xenesbl 13 25 17 34 H.o.
ApTepuranbHas runoTeH3us 35 67 19 38 0,003
MopaxeHne nevyeHn 3 6 5 10 H.a.
CaxapHbli anabet 0 0 5 10 0,060
Mwemunyeckas 6onesHb cepaLa 0 0 5 10 0,060
XpoHuyeckas 06CTPyKTMBHAA 60Ne3Hb Nerkmx 2 4 4 8 H.o.

JIAT, ipu aToM naruenTsl ¢ JIAI-CCI uMenu XyAIni IIPOTHO3,
ueM 60sbHble WIT [27, 28]. [IpUdnHa 3TOro Pas3indus OCTACT-
Cs IO CHX IOP HESICHOI, HO MOXET ObITh OOYCJIOBIEHA TS~
JKECTDBIO 3A00JIEBAHUS, MUKPOCOCYIUCTBIM NTOopakeHreM IDK u
COIYTCTBYIOIIUM 3260ICBAHUEM JIEBBIX OTAECIOB CEPALIA.

HcxoaHbIe FeMOJJMHAMUYECKUE TAPAMETPBI B U3Y4dEMbBIX
HOATPYIIIAX HPOJAEMOHCTPHUPOBAIN, YTO MALIMEHTHI UMEIOT
AHAJIOIMYHOE CHWDKEHHME CEPIEYHON (DYHKLIMH, HECMOTPS Ha
oonee nuzkoe JJIAcp y 60npHbIX ¢ CC/, DTOT (heHOMEH ITpU
CXO/JJHBIX aHATOMUYECKHUX HM3MEHEHMAX IIPABBIX OT/EJIOB
cepLa B O6CUX IPYIIIAX ITO3BOJIAET 3AKIIOUUTD, YTO Y MAI1-
eHTOB C JIAT-CC/] cHM>KEHA CTTOCOOHOCTD K PEMOJIETNPOBA-
HMIO IIPABBIX OT/JEJIOB cepua npu ysenmdenuun JICC. JJannas
Je3aJanTanus, MEXaHU3Mbl KOTOPOH IIOKA HE OObsICHEHBI,
MOXKET OTYACTU OBITh PE3YJIBTATOM BOCHAJIEHUS U (PUOPO34,
HAa YTO YKa3bIBAIOT PE3YJIBTAThI SHAOMHOKAPJANAIBHBIX OHO-
ncur y nauuenTos ¢ CC [29], 3HaYUTENBHO OTIMYAI0IUXCA
npu WIT' 1 CyOKIMHUYECKOM aTepockiepose. [Ipu repmu-
HanbHOU JIAT JIJTACD MOKET YMEHBIIUTHCS BCIEACTBUE CHU-
skeHus CB [30]. D10 no3BoigeT NPEeAONOXKUTb, YTO 00JIee
Huskoe /JJTAcp y manmenTos ¢ JIAI'-CC/] cBA3aHO € OoJee Ts-
JKEJION TIPABOXKEIYJOUKOBOH JTUC(PYHKITUEN ITO CPABHEHMUIO C
6onpHbIMU WIT. O1HAKO B HAIEM UCCIEAOBAHUN HE HAGIO-
JIAJIOCh OKUlaeMoro cHmkeHus CB y nmanuenTos ¢ CC/ o
cpasHenuio ¢ MII Kpome Toro, He OblIO BBISBJIEHO PA3JIU-
uyui OK B UCCIEAYEMBIX I'PYIIIAX, YTO IIOAPA3YMEBACT TAKKE
OTCYTCTBHE PA3THUYNH B TAKECTHU 3200/I€EBAHUA. DTO KOCBEH-
HO TMOJTBEPIKAACTCS pesybraTamu 6-MTX, He MOKa3aBIINMU
CYIIECTBCHHBIX PA3JIUYNUN B IPOUJCHHON JTUCTAHIINH, XOTS
pas3imyra UHJEKCa bopra npubImKaInuch K CTATUCTUYECKH
3HaYUMBIM. HEO6XOIUMO YYUTBIBATD, YTO MAUEHTHI C JIAT-
CCH1 6pun Ha 15 net crapiie 60abHbIX WIT

Hicropus pasBuThs 3a00JI€BAHMA NPAKTHYECKU HE Pa3-
JIMYAIACh B UCCIIEAYEMBIX I'DYIIAX, UCKIIOYEHHE COCTABIISIOT
OOMOPOKH KaK IIEPBBIIT CUMIITOM Y ITALUMEHTOB ¢ WJIT.

HHTEPECHDBIM IPEJCTABIIACTCA TAKKE U OTCYTCTBUE IIPUH-
ITUITHATIBHBIX OCOOEHHOCTEH KIMHUYECKON KAPTUHBI Ha MO-
MEHT BepU(PUKALIMU JUATHO3A, YTO IPOUCXOIUIO HA 10 Mec
nozxe y 6onbHbIX WIT JIUIIB TOCTOBEPHOE YBEIUYECHUE Ya-
CTOTBI BBIIIOTA B IIOJIOCTU NEPUKAP/A U IIPEAIIECTBYIONIEE
MOXyJEeHUE ObLIN XapaKTepHbl 1y JIAI-CCII,

M3BECTHO, YTO HAJIUYME BBIIIOTA B IOJIOCTU IIEPUKAPIA Y
oonbHBIX JIAI' 06ycioBneno mnoseimenuem JAIIIT [31-33]).
B uccnegosanuu A Hinderliter u cOaBT. IpUCYTCTBUE IIEPU-
KapAMAJIbHOI'O BBIIIOTA OBUIO NPEJUKTOPOM BBICOKOM CMEPT-
Hoctuy y manuenTos ¢ WL [31]. MFisher u coasr. [25] nmokasa-
JIM 3HAYUMOE YBEJIMYEHHE YACTOTDI JIETAIbHBIX UCXOJOB Y
oonbHBIX JIAI'-CCJ] 1pu pa3BUTUU T'HAPOTNIEPUKAP/IA B IIPO-
necce HaomoaeHwus. [1osaBIeHne BBIIIOTA B IIOJIOCTH IIEPUKAP-
J14, BCTPEYABLIETOCS IOYTH B 2 Pa3a Yalle y HALMEeHTOB C JIAT-

CCII, MOKET OBITh OTPAKEHUEM JJEKOMIICHCAITUEH IIPABOKE-
JIyJOYKOBOM HEJOCTATOYHOCTH. He ciiefyer 3a6bIBaTh, YTO
IU/IpoNEPUKAP — yacTass OXOKI-HAXOKa y MAIIMEHTOB C
CCJI, KoTOpast MOXKET ObITh IPOABIEHUEM CEPO3UTA B PAMKAX
CUCTEMHOTI'O 32060JICBAHMA U CBUJETEIbCTBYET O XYLIEM IIPO-
rHO3€ (BHE 3aBUCUMOCTH OT Hasmmuawst JIAT) [34, 35].

TToyrydeHHBIE HAMHU PE3YIBTAThL TOKA3a/I1 3HAYUTEIBHOE
cawxkenue JICJI y manuenToB ¢ CC/l, 9TO CONOCTABUMO C
UMEIOMMMUCA B JINTEPATYPE JAHHBIMI.

Ha ¢pone obiero xmundeckoro cxoacrsa JIAI-CCI u WIT
HEOXKUJAHHBIMU OKA3JIMCb MHOI'OYUCJIEHHBIC PACXOXKIC-
HMUSI, BBIIB/IAEMBIE B JTAOOPATOPHBIX JAHHBIX.

ITo ganueiM G.Ruiter [36], CHIDKEHHE YPOBHS JKEI€3a BbI-
aBaeHO Y 30 (43%) nauueHTos ¢ WIT, npryem aneMust O6Ha-
PYyXe€Ha TONBKO'y 12 60/1bHBIX. CPEHUI YPOBEHD I'€MOIJIOOH -
Ha B 3TOH I'PYIIIE HAXOJUJICS B HOPMAJIbHBIX IIPEJIEIAX, HO
ObUI JOCTOBEPHO HIKE, UEM Y HALIUCHTOB 6€3 AC(ULINTA JKEe-
siesa. [ucrannus 6-MTX 3aBrcerna OT yPOBHS CBIBOPOTOYHO-
I'O JKEJI€3a, HO HE PA3/IMYAIACh [IPU AHEMHUYECKOM U HEAHE-
MMYECKOM Xene3opeduuure. Y BCeX NALUEHTOB ObUIM UC-
KJIIOYEHBI JIPYI'ME IPUYNHBI Je(PUITATA JKETE34.

M CTUHHBIN Ke1€30/1€(PUILINT CII0KHO ONPENETUTD Y 60JIb-
HBIX C XPOHUYECKUMHU 32060JI€BAHUSMU, TAKUMH Kak JIAT, ¢
HCIIOJIb30BAHNUEM CTAH/IAPTHBIX JIAOOPATOPHBIX TEXHOJIOI'UI
13-34 HAJIMYUS [IEPCUCTUPYIONIETO BOocnaleHus. [Ipu 3ToM
MOBBIIACTCHA YPOBEHD (DEPPUTHUHA, CHIDKAIOTCS KOHIICHTPA-
LIS JKEJIE3A U JKEIE30CBA3BIBAIONIAS CLIOCOOHOCTD TPpaHcdep-
puHA. YPOBHU LUPKYJIUPYIOUIUX PACTBOPHUMBIX PELICITOPOB
K TPaHC(EPPHUHY B LIEJIOM HE IOJBEPraloTCs BIUSHUIO TN -
TeIbHOro Bocnanenud. CRhodes u coasr. [37], UCIIONb3ys HO-
POTr'OBBIE YDOBHH PACTBOPHUMBIX PELIEIITOPOB K TPaHC(hHEPPHU-
HY B 28,1 HMOJIb/J1, BBIABUIN BBICOKYIO YaCTOTY BCTPEYAEMO-
cru (63%) xkenesoedurura 6e3 aHEMHH Y TTarfueHToB ¢ WL
JKenesoneduuut, Opeie/IEHHBIN 110 YPOBHIO 1M PKYIHPYIO-
LIHUX PACTBOPUMBIX PELIEITOPOB K TPAHC(PEPPHHY, CBA3AH CO
CHIZKEHHUEM JUCTAHITHN 6-MTX, @K U SABISETCS IPEJUKTO-
POM BBIKHBAEMOCTH BHE 3aBUCUMOCTH OT DK 1 Bo3pacra.

IIpu ananuze 60ubHBIX CCIl ObUIO yCTAHOBIEHO JOCTO-
BEPHOE YBEJTMYEHUE YUC/IA TTALMEHTOB C Ae(MUIIUTOM KeJjle-
32 Ipu HanKM4YuK y HUX JIAL, ypoBHM IreMOIJIOOUHA JKe Cylie-
CTBEHHO HE PA3IHUYINCh. OOCYKIAETCA BIMAHUC YPOBHS
JKeJIe3a Ha BBIKMBAEMOCTD MAIMEHTOB C JIAL, OJlHAKO J1aH-
HBIE 3TOT'O UCCJIC/IOBAHUS HE CJIEAYET 6€3 HAIUYUA JI0IOJI-
HUTEIbHBIX JAHHBIX 3KCTPAIIOJUPOBATDh HA HAIIly KOTOPTY
6onbHbIX JIAT [38].

Bcee 310 MOXET OOBACHUTD JOCTOBEPHOE CHIKEHUE TEMOIJIO-
6una B rpymie ¢ JIAT-CC/I v mpe/ironaraeT BO3MOKHOE BIIMSTHUE
3TOro (PEHOMEHA HA BBDKMBAEMOCTb JJAHHBIX ITAITUEHTOB.

CH ¢ neperpyskoi Majaoro 1 60JIbIIOro KpyroB KpoBOOO-
pameHus U CHIDKCHUEM NEP@y3UH JIEKUT B OCHOBE IICUe-
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HOYHOU JUCQYHKIUM, HAOMIOLACMOH y HNALMEHTOB C
JIAT [39]. Pa3BruTHE 32CTOMHOM IIEYEHU C XAPAKTEPHBIMH T1d-
TOMOP(OJOTUYECKUMH U3MCHECHUAMU («MyCKaTHasl IIe-
YEHb») BCJICACTBUE IIOBBIIICHHOIO LEHTPAIbBHOIO BEHO3HOI'O
JIaBJIEHUA, KAK I10JIATAIOT, BBI3BIBAET IIOBBIIIEHHE IIPAMOIO U
CBSI3AHHOI'O GMJINPYOUHA CBIBOPOTKU. [eMOAMHAMHYECKUE
HAPYIICHUA HE IIPUBOJAT K MACIITAOHOMY HEKPO3Y I'€IIATO-
IIUTOB BCJIEJICTBUE OCOOEHHOCTU KPOBOCHAOKEHMS IIEYCHU.
3HAYMMOE YBEIMYCHUE TPAHCAMUHA3 PA3BUBACTCS TOIBKO B
CIy4asgX KPUTHYECKOM TI'MIIOTOHHUM HIH TI'HIONEPQY3UH.
Mnuoroxkpartnoe ysenndenue JINIT acconmmupyercs ¢ Xonecra-
THYECKUMHU U3MEHCHUAMHU [40], 2 IOBBIIIECHUE IEHTPAIBHOI'O
BEHO3HOI'O IaBJICHUA YXyALIAeT (PYHKIUIO renaronura [41].
Taxkum 0Opa30oM, MOBBIIEHUE OUIMPYOUHA OOJIEE YYBCTBHU-
TEJIBHO K T€MOJUHAMHUYECKUM U3MECHCHUAM, YEM YBEIUYE-
HHE CbIBOPOTOYHBIX TPAHCAMUHA3.

H3meHenusa (PyHKIUU ITIEYEHH B UCCJIEYEMbIX I'DYIIIAX CO-
OTBETCTBYIOT OIIICAHHBIM 3aKOHOMEPHOCTSIM. Y NAITUECHTOB C
WJIT' NOBBIIIECHHBINA YPOBEHb OWIMPYOUHA ACCOLIMHPOBAH C
yeennuenueM 1P u obmert JI/IIL B rpynne 6onpHbIX JIAT-
CCJl, 1p1 HOPMAJIbHOM yPOBHE OWJIHMPYOMHA OTMEYAETCS
HopManbablf yposenb @ u JIAT. TToseimenue ITTIT 06-
YCJIOBJIEHO XapaKkTepHbIM i1t CC/l CHHAPOMOM XOJIECTA3d B
paMKax 6WIMAPHOIo HUPPOo3a. OJHAKO IIPU CPABHUTEIBHOM
AHAJIU3E ITPU3HAKOB IIEYEHOYHOM AUC(PYHKIINU €€ Tpeodia-
Janue y narueHTos ¢ WII He COOTBETCTBYET TEMOIUHAMMNYC-
CKHM TIOKA32TE/IIM 1 BBDKHBAEMOCTH. DTOT BOIIPOC OCTAETCS
HESICHBIM U TPpebyeT JOIIOIHUTEIBHOIO U3ydeHus. TeM ne me-
HeEe TUNIEPOUTNPYOUHEMUS — TO MOITHBIH, JOCTYIIHbIH, JIET-
KO BOCIIPOU3BOIMMBIN MapPKEP TSKEIOU IIPABOXKEIYJOUKO-
BOI HEJOCTATOYHOCTH M IIPOTHO3a MALUEHTOB C JIATL

Hmemus 1erouyHon TKaHU BHOCHUT KJIIOUEBOM BKJIA/] B ITO-
BBIINICHUE YPOBHS MOYEBOI KUCIOTBI, YBEIMYUBASCh IIPOIIOP-
LUOHAJIbHO TSDKECTH TMIIOKCUH Y 60nbHBIX JIAT, XpoHHUe-
CKOM OOCTPYKTHBHOM OOJIE3HBIO JIETKUX U OOCTPYKTHBHBIM
arrHO3. TKaHeBas UIIEMUs JJOCTOBEPHO BBI3BIBACT CHIDKECHUE
YPOBHsA aICHO3UHTPU@POCHATA U AKTUBUPYET AEIPALALINIO
IyPHUHOBBIX HYKJIEOTH/IOB /IO MOYEBOU KHCJIOTBI, IPUBOJA K
THIIEPIPOAYKIIUN YPATOB B CEPJLIE, ICTKUX, [ICYCHU U CKe-
JIETHOM MYCKyJ1atype. YpoBeHb MK 1IIOJI0KHUTEIBHO KOPPE/IU-
posai ¢ JICC 1 o6parHO ¢ CB, yMEHBIIICS IPU HA3HAYEHNUU
NPOCTaHOUAOB. Cpe/i HEMHBA3UBHBIX MAPKEPOB IIPOI'HO32
CBIBOPOTOYHBIN YPOBEHb MOYEBOM KUCJIOTHI ObLJT HE3ABUCU-
MO CBSI3dH CO CMEPTHOCTBIO narueHTos ¢ WIT [42]. V nanu-
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