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Pesrome

ITpeAacTaBACHO KAMHHYECKOE HAOAFOACHUE KAPAHUOIYABMOHAABHOIO IIOPA’KEHHA IIPU AMHAOHAO3€
y IMaIMEHTA C paHee YCTAHOBACHHBIM AMATHO30M CEMEHHOI cpeanseMHoMopckoii amxopaaku (CCA), oc-
AOYKHUBIIIEHCA AMHAOUAO30M IIOUEK U AMAAMBIIOTPEOHOM TePMUHAABHOM IIOYE€YHONH HEAOCTATOYHOCTEIO.
KaroueBbIMU IO3UIIMAMY AMATHOCTUKH OBIA: 9X0KapAHOrpadHuecKie IPU3HAKI PECTPUKTUBHOI KapAO-
MUONATHH, PEHTT€HOAOTHYECKIE PU3HAKHI AUCCEMHUHIPOBAHHOIO IIAPEHXMMATO3HOTI'O IPOIECCA B ACTKHAX
U BBICOKAA A€TOYHAA ruIepreHsud. B kamHndeckoll kapTuHe o0pamaso Ha cedsa BHUMaHUE OTCYyTCTBHE
IPU3HAKOB ABIXaTEABHOM U CEPACUHOI HEAOCTATOUHOCTH. AaABHENIIHI ANarHOCTHYECKUI IIOKCK IT03BO-
AVIA HICKAFOUHUTH HAAUYHE y AIIEHTA TyOepKyAe3a, CAPKOMA03a, CHCTEMHOI'O 3a00A€BAHIA COEAUHUTEABHO
TKAHU ¥ OHKOAOTHMYECKOM ITATOAOTUHU B KAYE€CTBE BEPOATHBIX IIPUUHNH COUYECTAHHOIO IIOPAKEHUA CEPALIA
" AeTKHX. METOAOM MCKAIOUEHUA AAHHBIN IIPOLIECC OBIA PACIIEHEH KAK NAPEHXUMATO3HBINA HOAYAAPHBIN
amuaonA03 Aerkux. Crycra 3 mMecana, Ha ¢poHE A€UEHHA KOAXHIIMHOM, KOHCTATHPOBAHA BBIPAYKEHHAA
IIOAOKHTEABHAA AMHAMUKA: IIOAHOCTBIO PErPECCHPOBAAH IIPU3HAKU AUCCEMHHUPOBAHHOIO IIpoIiecca
B A€TKHX, HOPMAAH30BAAHCH ITIOKA3ATEAH CUCTOAHMYECKOIO AABA€HHA B ACTOYHOM apTEPHUU, YAYUIIHAACH
AMACTOAMYECKAA (PYHKIIUA ACBOI'O KEAYAOUKA. AaHHOEe HAOAIOACHHE AEMOHCTPHPYET KAMHHYECKYIO He-
00X0AMMOCTD ITOMCKA BHEIIOYEYHBIX AOKAAU3ANUI aMuAouA03a y nanueHToB ¢ CCA u moauepkuBaet
BA’KHOCTB ITATOT€HETHYECKOI TEPAITMH AQKe HA ITO3AHUX CTAAUAX 3a60AeBaHNA.

Abstract

The article presents a clinical case of amyloidosis cardiopulmonary lesions in a patient with previously
established diagnosis of Familial Mediterranean Fever (FMF). In this patient FMF was complicated by renal
amyloidosis and end-stage renal disease. Key points of diagnostics were high pulmonary hypertension,
echocardiographic feature of restrictive cardiomyopathy and radiological signs of disseminated
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parenchymal process. The lung damage was interpreted as parenchymal nodular pulmonary amyloidosis
after tuberculosis, sarcoidosis, systemic autoimmune diseases and oncology were excluded. The treatment
by colchicine was started immediately. Significant positive changes were obsetved in three months. The
signs of disseminated parenchymal process and pulmonary hypertension were completely resolved.
The diastolic function of left ventricle also significantly improved. The described case demonstrates the
clinical need to examine extrarenal localizations of amyloidosis in patients with FMF and emphasizes the
importance of treatment by colchicine even at a late stages of disease.
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BBeaenue

Cewmerinas cpeansemHomopckas Anxopaaka (CCA, cum.
HEPUOAIYECKAA OOAE3HB) IIPEACTABAACT COOOIT IeHeTIYe-
CKH 0DYCAOBAEHHOE ayTOBOCITAAUTEABHOE 3a00ACBAHICE,
MaHH(ECTHPYFOIIEE CIOPAAIECKIMHE TAPOKCH3MAABHBI-
MU 9IIH30AAMI AHXOPAAKH, PEIIUAHBHPYIOIIIMI CEPO3H-
TAMH 1 MOHOAPTPHUTAMH C 3PU3EIIEAOUAHBIME (POZKEITo-
AOOHBIMI) KOKHBIMH BbIChIIaHEAME |2, 7, 8, 20].

CCA mpenmyImnecTBeHHO BCTPEYACTCHA CPEAH ITPEA-
CTABUTEACH HEKOTOPBIX STHHYECKUX IPYIIIT — BBIXOALICB
U3 CPEAM3EMHOMOPCKOTO PETHOHA M HACACAYETCH I10 ay-
TOCOMHO-PEILIECCUBHOMY HaTTepHYy. I'eH, OTBeTCTBEHHbII
3a passurue AaaHOrO 3aboAesanud (MEFV), kapruposan
B KOPOTKOM I1Aaede 16-if xpomocomer. B Hactosmee spe-
ms BerABACHO OoAee 50 myranmit MEFV, obycaaBauBa-
JOIIHUX CHHTE3 U IIOCTYIIACHHE B CHCTEMHBIN KPOBOTOK
crienuIyIecKoro OEAKa IMMPUHA, BEI3BIBAFOIIEIO AUXO-
paaky u apyrue mpossaeHus CCA [20]. Omnucano Aa
(peHOTHIIMYIECKUX BAPHAHTA AAHHOIO 3a00AEBAHUA.
[lepBriit MOApasymeBaeT HAAMYHE KOPOTKHX BO3BPAT-
HBIX SITH30AO0B BOCITAACHHS, COITPOBOKAAFOIIIXCSH AIXO-
PAAKOI, ACEIITUYECKIMH ITEPUTOHUTAMH, IIACBPHTAMH,
CHUHOBHHTAMI 1, PEKE, ITIEPUKAPAUTAMI H MCHUHIUTAMI.
Bropoii BapuanT A€OIOTHPYET IPU3HAKAME CHCTEMHO-
ro AMHAOHAO32 B OTCYTCTBHE BO3BPATHOM AMXOPAAKH
U BOCIIAACHHSA, HANOOAEE TPYACH AAf AUATHOCTHKH
u TpeOYeT ITOCAEAOBATEABHOIO MCKAFOYEHUA APYTHX
3200AEBAHMI, OCAOKHSIOMIUXCA AA-aMIAOTAO3OM.
[TocKOABKY OKOHYATEABHBIN AHATHO3 YCTAHABAUBACTCS
TOABKO ITO PE3YABTATAM MOACKYAAPHO-TEHETHYECKOTO
TECTUPOBAHNSA, HICTHHHASA PACIIPOCTPAHEHHOCTb AAHHOTO
(peHOTHITMYECKOTO BAPHAHTA B IIOIYAAIINH ITAIINEHTOB
¢ CCA sBasiercs mpeamerom auckyccnu [8, 20].

Cospemennsie Anaraoctudeckue kputepun CCA
BKAIOYAIOT B C€OA COBOKYITHOCTD DOABIITHX M MAaABIX
IIPU3HAKOB IIPU OOA3ATEABHOM IIPUCYTCTBHI BO3BPAT-
HOIT AnxopaAkn. K mepBbiv oTHOCATCA PEIHAUBHPYIO-
1ue OOAU B ODAACTH KUBOTA HAU IPYAU, MOHOAPTPUTEL
1 XapaKTepHbIe KO/KHBIE BBIChIIanuA. Ko Bropem — Aab0-
PATOPHBIE IIPH3HAKU BOCIIAACHHSA: BEICOKHE TIOKA3ATEAH
COD u xkounenTpanuu (GUOPHHOIEHA, A TAKKE ACHKO-
1uto3 B 4,4-11 pas npessirarormnii pedpepeHcHbIE 3HA-
vennd. Amargos CC/A MOXKHO cunTaTh OOOCHOBAHHBIM
IIpH HAAWYHH OAHOTO U OOAce DOABIIIHX IIPU3HAKOB
B COBOKYIIHOCTH C OAHHM M DOAEE MAABIM, AHOO IIpH
COYCTAHUN PELIUAUBHPYIOIIEH AMXOPAAKI KAK MIHIMYM
¢ AByMA MaABIMH TipusHakamu [20].

CaMbIM pacIIpOCTPAHEHHBIM U IIPOrHOCTUYECKA 3HA-
unmMbiM ocaokaerneM CCA sBasercs AA-aMmAomA03,
[IPEUMYIIECTBEHHO IOPAKAFOIIMI ITOYKH U IPUBOAS-
U K PasBUTHIO TEPMHHAABHOM XPOHHYECKOH ITOYCY-
noit nepoctarounoctu (IXITTH). B paae caywaes amn-
AOHA OTKAAABIBACTCA HE TOABKO B IIOYKAX, HO U B ADPYIHUX
OpraHax: B CEPAIIE, ACTKHX, JKEAYAOUHO-KHIIIETHOM TPaK-
Te. AA-aMHAOHA OOPA3yETCs U3 CBIBOPOTOUHOIO OEAKA
0CTpOii a3k, B HOPME CHHTE3HPYEMOTIO B OCHOBHOM Ie-
naTonuTaMu, HeiTpoduramu n pudpodAaCTAMI — T.H.
6eaka-ipearectserrnka (SAA). Ero koruenTpanus
CYILECTBEHHO BO3PACTACT B OTBET HA BOCIIAACHIE, U I1O-
crognHOE moBbimeHne SAA B KPOBH HIPAET KAOYE-
BYIO POAB B maToresese AA-amuaoua03a. OAHAKO AAS
PasBUTHA AMHAOMAO3a HEOOXOANMO HaAMYHE y OeA-
Ka-IIPEAIICCTBCHHUKA CBOHCTB aMHAOUAOICHHOCTH.
B renorurre geroBeka 3akoAHpoBaHO deThipe SAA Oea-
Ka, U3 HUX K OCAKaM OCTPOI (pa3kl OTHOCATCA TOABKO
SAA-1 u SAA-2. opmupoBaHIEe AMHAOHAO32 OOYCAOB-
AeHO oTAOKeHHeM SAA-1, HEKOTOpPEIE H3OTHITEI KOTO-
pOro 00A2AAFOT IIOBBIIIIEHHON AMHAOUAOTECHHOCTBIO.
O6pazoBanne HUOPHAA AMHAOUAA U3 OEAKA-ITPEALIIE-
CTBEHHHKA, HX IIOCACAYIOIIAA CTADMAUBAIINA U PE3KOE
CHIKCHUE PACTBOPUMOCTH C(DOPMUPOBABILIEIOCH Ma-
KPOMOACKYAAPHOTO KOMITAEKCA IIPOUCXOAHUT ITOA BO3-
ACHICTBHEM CAOKHBIX OHOXHMITYECKUX PEAKIINI, BBILIIC-
OITHCAHHBIE IIPOIIECCHI 1 ABAAIOTCA OCHOBHBIMIU STATIAME
natorenesa AA-ammaonpo3a [24]. «30A0TEIM cTaHAAP-
TOM» AHATHOCTUKH AMHAOHAHOTO ITOPAKCHHSA ABAACTCA
OUOIICHA C OKPACKOH KOHIO-KPACHBIM U IIOCAEAYIOIIIM
HCCACAOBAHHEM MATEPUAAA B IOAAPU3OBAHHOM CBETE,
AA-TUII aMHAOHAO32 ITOATBEPIKAACTCA TIPH UMMYHOIH-
CTOXMMIYECKOM HCCACAOBAHUH — HMMYHOIIEPOKCHAA3-
HOU peaxiueil ¢ A-mporeusHoM. [4, 24].

Pannee HAYAAO ITATOrEHETHYECKON TEPAITHH KOA-
XUIIMHOM B MAKCHMAABHO IIEPEHOCHMEIX AO3HPOBKAX
ITO3BOASIET AOOUBATHCA CTOMKON PEMUCCUU U IIPEAOT-
Bparaer passurue ocaoxuenwi [1, 2, 3,7, 20, 23]. Koa-
XUIUH ABASCTCA OAHUM U3 CTAPECHIIUX IIPEIIAPaTOB,
HE TIOTEPABIIIIM aKTYaABHOCTD B HAIII AHU. Berpaien-
HEI IIPOTUBOBOCIAAUTEABHBIN a(pexT mpemapara 00-
YCAOBACH €TO CITOCOOHOCTBIO CBA3BIBATHCA C MOACKYAOK
TyOyAnHA I OAOKHPOBATH €€ AAABHEHIITYIO IIOAMEPH-
3amuro A0 MUKPOTYOyA. [TocAeAHIE ABASFOTCS 9aCTBIO
KAETOYHOIO KapKaca IPAKTUYICCKU BCEX DYKAPHOTUYC-
CKHX KACTOK OPraHH3Ma, B TOM YHCAE HEHTPO(PHAOB,
1 HEOOXOAUMBI AASL OCYIIECTBACHUA XEMOTAKCHCA.
Tak, OAOKHPYA MHUIpanuo HEHTPODHAOB, KOAXUIIH
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mpepoiBaeT BocraseHue. CACAyeT OTMETHTD, YTO IIIH-
POKHIT CIIEKTp 1T0OOUHBIX 9P EKTOB IIperapaTa TaKkke
OIIPEACASETCS CBOCOOPA3HEM €rO IPOTHBOBOCIAAU-
TEABHOTO ACHCTBHSA: 0DAAAAT CBOWCTBOM AHIIATE 9Y-
KAPHOTHYICCKYIO KACTKY HHCTPYMCHTOB IICPCABIKCHIS,
KOAXHUIIUH B OIPEACACHHBIX CHTYALHAX IIPEACTABASLCT
cobolt kKAeTOUHBIH fA. TeM He MeHee, ONTHMAABHO Op-
raapusoBanHas Tepanud koaxunuaoM npu CCA moxer
ITOAHOCTBIO TIOAABASITH MAHM CYIIECTBCHHO CHIUKATDH
KAHHIYCCKYIO CHMIITOMATHKY 9TOrO 3200ACBAHMI.
Wmerorcs aAaHHBIE, CBUACTEABCTBYIOIIHE, YTO HA3HA-
venne koAxuimHa manueatam ¢ CCA Ao mosaBaeHns
IPOTECHHYPUU MOXKET IPEAOTBPAIIATH IIOCACAYIOIICE
pasBuTHE aMHAOHAO32 [1].

Kananugeckoe HabAr0A€HUE

[MTanment C., 24 Aer, 10 HAIMOHAABHOCTH aApMAHUH,
IIOCTYIIHA B OTACACHHE IIATOAOIHHU TPAHCIIAAHTIPOBAH-
noit moukn ['Kb Ne52 r. MockBbI ¢ pasBepHYTON KAMHH-
KO-A200PaTOPHOI KapTUHOI AuasusnorpeOHon TXITH.

W3 amammesa H3BECTHO, YTO B BO3pacTe 9 AeT OT-
MEYAAUCH ABACHHUA PELUAUBHPYIOIIETO MOHOAPTPUTA
IIPABOrO TOACHOCTOIIHOTO CYCTABA, COIIPOBOKAABILIEIOCH
BBEICOKOM AUXOPAAKOM H OCTPO(pasoBBIMH M3MEHCHUAMU
B aHAAM3aX KpoBHU. Kapruma OblAa HHTEPIPETHPOBAHA
KaK BAPHAHT IOBEHHABHOIO PEBMATOMAHOIO apTpPUTa,
B TEUEHHUE 3-X A€T IALHEHT IIOAYYaA IIPEAHH3OAOH.
B 12 aer macrymuaa crofikaa pemuccus. Crycera 10 aer
B AHAAM3aX MOYHM BBEIIBACHA MACCHBHAsA IIPOTECHHYPHA,
B OHMOXMMIYIECKUX AHAAN3AX KPOBU — HAPACTAIOINAA 430-
rTemus. OOCAEAOBAH IO MECTY KHTEABCTBA, HA OCHOBA-
HUH PE3YABTATOB OHOIICHH CAH3HCTOH IPAMON KHIIIKK
AHarHoCTUPOBAH AA-aMHAOHAO3, MOACKYAAPHO-TCHE-
THYECKOE TECTHPOBAHIE IIOATBEPAHAO
anarzo3 CCA. Hagarto aegenue mpo-
IPAMMHBIM TEMOAUAAI30M.

[Heapro roctimraansanun 8 ' Kb
Ne52 6p1r0 0OcaerOBaHmE AASL pe-
IIEHHA BOIPOCA O BO3MOKHOCTH
AAAOTPAHCIAAHTAINH ITOYkH. [Ipo-
M3BEACHA OHMOIICHA ITOYKH, ITOA-
TBEPAHUBINASA AMATHO3 AMHAOHAO3A.
AASI HICKATOUEHUSA AMUAOUAHOIO 110-
paKeHns CePAId OBIAO IIPOBEACHO
3XOKApAHOTpaUYIECcKOe HCCAEAO-
Barue (Oxo-KI). C meApro HuBEAH-
POBAHIA BAUSHUSA THIIEPIUAPATAIINI
HA YABTPA3BYKOBYIO KAPTUHY OCMOTP
IIPOBOAMACA HEIOCPEACTBEHHO
HOCAE CEAHCA IeMOAMAAU3A. Bbi-
ABAGHA BBIPAKCHHAA THIIEPTPO-
ua MHOKapAa AEBOIO KEAYAOUKA
(APK) ¢ mpeuMyIecTBEHHBIM yTOA-
IIEHUEM MEKKEAYAOUKOBOI Iepe-
ropoaxu (MZKIT Ao 2,4 cm, TOATIIH-
Ha 3aaHeld creHkn AJK cocraBmaa
2,1 cm), maAeke Maccer Muokapaa AZK
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(MIMMAJK) 260 r/m* Obpamasa ua cebs BHEMaHME
IIOBBIIIIEHHAS 9XOI€HHOCTD 32 CYET «3EPHHCTOCTI»
crpykrypsl Muokapaa AXK (puc. 1). Cucroanueckasn
dyuxmnns muoxkapaa AJK Obiaa coxpanena (dppaxius
BeIOpoca AZK 55% — mo moa. meToay Simpson). Fme-
AM MECTO aTproMeraaus aeoro mpeacepaus (All) —
nunapexc oovema AIT (MOATT) 76 ma/M?, HEAOCTATOU-
HOCTb MuTpasbHOrO KAaarmana (MK) cpeamneil raxecTn
B OTCYTCTBHE 3HAYNMBIX n3MeHeHu MK n moAkAaman-
HEIX cTpyKTyp. Ilpm mmmyascnoBoanOBOM (MIB) AoTI-
IIACPOBCKOM HCCACAOBAHUU IIOAYICHBI XAPAKTCPUCTHKI
TpaHcMuTpasbHOro kposotoka (TMK), coorserctpy-
IOINME HAPYIICHUIO AnacToAndeckon dpynknun AK
o pecrpuxruHOMy THITy (puc. 2A). PesyapTars TKa-
HEBOM AOIITAEPOrpadHH KOCBEHHO CBUAETEABCTBOBA-
AH O IIOBBIIICHUN KOHEYHO-AUACTOAUYICCKOIO AABAC-
aus (KAA) B AZK. Takum oO6pasom, yApTpasBykoBas
KAPTHHA COOTBETCTBOBAAA PECTPUKTHUBHOMY IIOparKe-
HUIO MHOKapPAd, B OOCY’KAAEMOM CAydYae, ¢ DOABIION
AOAEIT BEPOATHOCTH — AMHAOUAO3Y cepAria. Heoxmaan-
HEIMU OKa3aAHCh DX0-KI' pe3yAbTaThl, XapakTepusyro-
II[IE COCTOAHHE IIPABBIX OTAEAOB CepAIa: Ha pOHE He-
3HAYUTECABHOIO PACIINPEHIS IIPABBIX OTACAOB CEPAILIA,
OTCYTCTBHA UX OOBEMHOMN IIEPErPY3KU U UCKAFOYCHIA
BHYTPHCEPACIHOTO IIYHTHPOBAHUA KPOBH ITOAYIEHBI
BBICOKUE 3HAYCHUS CUCTOAHMYCCKOIO AABACHUSA B ACTOY-
noit aprepun (CAAA): 70 MM pr.CT., IIEKOBBII IPAAUCHT
TpuKkycuAaAbHOI peryprutannu (PG makc) cocraBua
62-65 MM PT.CT. IIPU HOPMAABHEIX ITOKA3ATEASLX AHAME-
Tpa HimkHel moAoi Bersl (HIIB) u ee peaknnn na cpop—
cupoBaHHEI BAOX (puc. 3). Beicokue mudper CAAA
HE BIIHCBIBAAUCH B KAUHUKO-HHCTPYMEHTAABHYIO Kap-
THHY yMepenHo, B pamkax 11 d.x. mo NYHA, cepaeu-
HOH HEAOCTATOYHOCTH U ITOTPEOOBAAU IIPOAOAKCHIS

Puc. 1. Oxo0-KTI'-kapTrHa «aMHAOUAHOI» WH(MPUABTPALIN MHOKAPAA
AeBoro sxeAyAouka; LV — aeBriii sxkeayaouek, LA — aeBoe npeacepaue,
IVS — mexoKxeAyA0uKoBas meperopoaka (¢ agppeKromM «MaHHON KPYIIbI»)

Fig. 1. Sonographic picture of the "amyloid" left ventricle myocardial infiltration;
LYV, left ventricle; LA, left atrium; IVS, intraventricular septum

(with the "manna-croup"-like appearance)
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Puc. 2. TpaHCMHTPaAI:HLIﬁ KPOBOTOK B PEIKHME UMITYAbCHO-BOAHOBOT'O AOIIIIACPA

A. - npu nocrymaenuu (E/A=2,46 — napymenune anacroanueckoit pyukuuu 1o I11 tuy)
B. — uepes 3 mecana (E/A=0,75 — napymenne amacrosmaeckoii pyaxmmu AXK no I Tumy)
E — ckopoCTh paHHETr0 AUACTOAUYECKOI0 HAITIOAHEHN:A; A — CKOPOCTb ITO3AHET0 AHACTOAMYECKOI'O HAIIOAHCHHA

Fig. 2. Transmitral blood flow in pulse wave Doppler

A - on admittance (E/A=2.46, that means type III diastolic function violation)
B - 3 months later (E/A=0.75, that means type I diastolic function violation of the LV)
E is the early diastolic ventricular filling velocity; A is the late diastolic ventricular filling velocity

PGmaxTR=65mmHg

Puc. 3. IIukoBeIil rpaAMeHT TPUKYCIIMAAABHON PETyPIUTAIIAN

(TIpu TTOCTYTIACHNI)

PGmax TR — nuKoBbIil IPaAMEHT TPUKYCIIMAAABHOM PerypruTaruu
Fig. 3. Peak gradient of the tricuspid regurgitation (on admission)
Pgmax TR is the peak gradient of the tricuspid regurgitation

AMATHOCTHYECKOTO IOMCKa. Ha moBTOpHO CHATHIX
aaekTpokapaunorpammax (DKL) perucrpupoBasucs
CHUHYCOBBIH PUTM C COXPAHEHHBIM BOABTAKOM 3yOIIOB
u npusHakamu rumeprpodun AK.

AAf HCKAIOYEHHA COIYTCTBYIOIIEro 3a00AeBa-
HHA ACTKHX OBIAQ IIPOBEACHA KOMIIBIOTEPHASA TOMOTPA-
us opranos rpyanoit kaetku (KT OI'K): B mapenxmme
00OHX AETKHX IPOCAEKUBAANCH MHOKECTBEHHBIE, Xa-
OTHYHO PACIOAOKEHHBIE MEAKHE OYaKKN pa3zMepaMu
ropsiaka 1-2 MM, € TEHACHIIUEH K YBEAHYEHIIO UX YUC-
Aa B OA3aABHBIX CETMEHTAX; OTMEIAAOCH PABHOMEPHOE

VIIAOTHEHHE AUCTKOB MEKAOACBOI IIACB-
pBI ¢ 00ENX CTOPOH C HAAMYUEM MUHH-
MAaABPHOIO KOAHYECTBA BEIIIOTA H yBe-
AMHYEHHE IPYIIT AUM(ATUIECKUX Y3A0B
cpeaocrenns Ao 20X14 mm (puc. 4A).

[TammmenT OBIA OOCAEAOBaH B MOCKOB-
CKOM TOPOACKOM HAYYHO-ITPAKTHIECKOM
neHTpe OOPHOEI € TYOEPKYAE30M: ITPOBO-
AnAach rosropHas KT opraHos rpyaHoIt
KACTKH 1 KBAHTH(EpOHOBBII TecT. OTBep-
THYTBI AUATHO3BI MUAHAPHOIO TYOCPKYAE32
u capkonao3sa Aerkux. [Tocae mckarode-
HUSl OHKOAOTHYCCKOH TATOAOTHY KAPTHHA
AHCCEMIHHIPOBAHHOTO [TAPEHXHUMATO3HOTO
mmporecca OBIAA PACLICHEHA KAK HOAYASAD-
HBII [TAPECHXUMATO3HBIN AMIAOUAO3 ACI-
kux. OT IPEAAOKEHHON OHMOIICHH MHO-
KAapAQ U ACTKOTO IIAIIHCHT OTKA3AACS.

C y4eTroM ITOAYIEHHBIX AAHHBIX BIIEp-
BBIC OBIA2 HA3HAYEHA ITATOTCHETHICCKAS
Tepanusi KOAXUIIMHOM B MAKCUMAABHO
HEPEHOCHMOM CYTOYHON AO3UPOBKE (2 MI
B CYTKH), COTAACHO CYILCCTBYIOLIIIM PEKO-
menparuam [1, 4, 18, 23].

UYepes 3 mecsna mocae HaAYaAAd ACIEHNA KOAXHITH-
HOM OBIAM IIPOBEACHB! KOHTPOABHBIE DX0-KI' mecaeao-
sarue 1 KT OI'K, rae mveaa MecTo BbIpakeHHas IIOAO-
AnTeAbHAA AmHAMHKA. CoraacHo pesyAptatam Dxo-KI'
nccaeaoBarns (Taba. 1), yAydIIImAach AMacToAndecKas
dyrxnna AJK (puc. 2B), sHaunteapHO ymMeHbIIIACH
WNOAII u crenenu kaamanusix peryprarammi, CAAA
cocraBuao 35 mm pr.cr. Ipu xonrpoasnoi KT OI'K
OOHAPY/KCHHBIC PAHEE MHOKCCTBCHHBIC MCAKHCE OUAIKKI
IIAPECHXIMBI ACTKHX HE BU3YAAHUSHPOBAAUCH, OLIPEACAS-
A4Ch HOPMAAHU3AIIUA TOAIINHBI AUCTKOB MEKAOAEBOM
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Puc. 4. KomnsrorepHas Tomorpadua OpraHOB IPYAHON KAETKH
(aKcHaABHBIN cpe3 Ha ypoBHE GrdypKaIuu TPaxen U TAABHBIX OPOHXOB)
A. — npu mocrynaennu. ABe TOPU3OHTAABHBIE CTPEAKH — A (PY3HOE YTOAIIEHHE AUCTKOB MEKAOACBOI IIAEBPEI,
BEPTHKAABHAA CTPEAKA — OYAXKOK HapeHXUMbIL. B. — uepe3 3 mecsara. I'opusoHTasbHAsA CTPEAKA — HOPMAABHAA
MEKAOAEBAA IIACBPA, OUAXKKY IAPEHXUMBI HE OIPEACAAIOTCA.

Fig. 4. The chest computed tomography (axial section at the level of the tracheal bifurcation and the main bronchi)

A - on admittance. Two horizontal arrows show the diffuse thickening of the interlobar pleura, and vertical arrow shows
a parenchymal nodule. B — three months later. The horizontal arrow shows the normal interlobar pleura,
and no parenchimal nodules are observed.

Tabauya 1| Table 1 IIACBPEL C 00X CTOPOH 0€3 HAAMYHUSA BHIIOTA,
AuHamyka 5X0KapAHOrpacpuueCKUX NAPAMETPOB Y NAIUEHTA YMEHBIIHACH pa3Mep AUMMDATHUECKIX Y3A0B Cpe-

The follow-up of the echocardiographic indices Aocrerus (puc. 4B).
IMapamerp Hcxoamo 33213;:2[ OGcyxaenne

KAO AZK, ma 135 125

NKAO AJK, ma/n2 76 72 AMIAOHAO3 TIOYEK ABAAETCA HAMDOAEE YACTO
OAIT ma 130 85 BCTPEYAIOITUMCA 1 XOPOIIO H3YIEHHBIM OCAOK-
HOAIT ma/w? 76 50 uernem CCA [2, 7, 20]. B psaae cayaaeB aMuaona-
CAAA, MM pr.cr. 70 35 HOE TIOPAKEHNE PACIPOCTPAHACTCA U HA APYTHE
AT, mu pr.cr. 5 5 OPTraHbL, B TOM YHCAE Ha cepAle u Aerkme. Oco-
E, m/c 0,86 0,55 OEHHOCTBIO TIOAOOHOTO POAA IOPAKEHHIT CACAYET
A, m/c 0,35 0,73 CYNTATh OTCYTCTBUE XaPAKTEPHOM, CIIENUMDITIHON
E/A 2,46 0,75 AASL AAHHON AOKAAM3AITNN AMHAOHUAO32 KAUHHKO-
DT, mc 150 360 HMHCTPYMEHTAABHON KAPTHHEI, YTO CYIIECTBEHHO
IVRT, mc 50 90 3QTPYAHACT IIPHAKUZHEHHYIO AHATHOCTHKY. Tak,
E/e’ 18 B AMHAOHMAO3 CEPALIA MOKET MaHH(MECTHPOBATH
MI/ITpaAI)Ha}I PErypruTaIys, CTereHb 3 1 B H_II/IPOKOM AHAITA30HE OT OYaroBbIX N3MEHCHUIT
TpUKyCIIMAAABHAA PETYPIUTAIIHA, CTEIIEHD 3 1 OKI' y acHMITTOMHBIX MTAITHEHTOB AO PA3BEPHY-

TOU KAMHIUYECKON KAPTUHBI 3ACTOMHON CEpACU-
Tpumeuarnue: KAO — xoneuno-ouacmonuyeckuii o6vem, 2K — aeswril swcenydouex, - P B 6 pA
HKAO — undexe xorneurno-duacmonuyecxozo obvema; OALL — obwem sesozo npeo- HOHM HCAOCTATOYHOCTH. DO3MOKEH ACOIOT B BUAC
cepousy MOAILT — undexc oteenia aesozo npedcepdus; CAAA — cucmonnveccoe  Pa3BHTHA JKI3HEOIIACHBIX APUTMUH, BKAIOUAS (bu-

oasaenue 6 aezounoi apmepuu; AT — dasaenue 6 npasom npedcepouu (no xa- BPUAAITIIO KEAYAOUKOB. Kannmdeckoe pasmo-

pakmepucnmurxam nuxcred 10401 geﬂbz); E - cKopocnry pariezo ouacmonueckozo 6 o
nanoanerus; A — cxopocms nosdrezo duacmonuueckozo wanoanenuss DT — gpems  OOPASHC TIPOABACHIH AMHUAOMAHOIO HMOPAKCHIA

samednenus 6041 parrezo duacmosuyeckozo nanoanenusy IVKT — epemsa usoso- CEpAITA JACTO TIPUBOAUT K OITUOOYHOM AUATHO-

soMenpudeckozo paccaabaenus; F\e” — ommomtere ckopocmu panezo duacmont-  crpge NBC, kapAHOMHOIIATHIL, ADYTHX BOCIIAAU-

©eck020 HanoAHeHUA K YepeoHeHotl cRopoci CMenyens Mumpansiozo guiposnozo G -
Kosrvya (no darneim mxaresoli donnaepozpagpun); TP — mpurycnudansias pezyp- TEADHBIX 1 HH(DHABTPATHBHBIX 3A00ACBAHMI MIO-

eumayus; MP — yumpanviian pecypeumayus. KapA2, B TOM 9HCAE, DOAe3HEN HAKOITACHUS [13].
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«30AOTBIM CTAHAAPTOM» AHATHOCTHKU AMHIAOHAO-
3a ABASIETCA OMoIICHA mopaKeHHoro oprana [4, 9, 13].
OAHAKO B CAyYae IPEATIOAATACMOIO IIOPAKEHUA CEPA-
I1a BOSHUKACT PSA OOBEKTUBHBIX IIPOOAEM: IIPOIIEAYPA
HeOE30IIACHA AAA ITAIIMEHTA U TPEOYeT HAAHMYUSA B Ae-
YEOHOM VIPEKACHHN COOTBETCTBYIOIIIX CIICIINAAUCTOB
1 TEXHOAOTHI, HE BCETAA AOCTYIIHBIX B IIPAKTHIECKOM
3ApaBooxpaneHun. [109ToMy HEHHBA3SHBHOMN AMATHOCTH-
YECKOM IIPOIEAYPOH «IIEPBOH AHMHHI» AAf BBIABACHUSA
AMIAOHAO32 CEPALIA ABAAECTCA TPAHCTOPAKAABHOE DXO-
KI" zccaeaoBarme. AHOMAAPHOE HAKOIIACHHE IIPOTEHU-
Ha B MHOKAPAE JTOAINAET CTEHKH KEAYAOUKOB, CHITAKA-
eT UX PACTSUKUMOCTD U U3MCHSACT BU3YAABHYIO KAPTHHY
(mosBastercs adbdext «maHHON Kpymb). [lossimenue
KAA B moaoctu AZK OBICTPO IIPHBOAHT K PACIIIIPEHNEO
peacepAnil — OPMHUPYETCA XapaKTepHAas HHCTPYMEH-
TAAbHAA KAPTHHA HH(DUABTPATUBHON PECTPUKTUBHOI
kapanomumonatu [5, 13, 20]. Caeayer oT™MeTHTBD, ITO
OHA He ABAACTCA A0COAIOTHO CITEII(PUIHON AASL AMHAO-
HAO32 CEPAIIA: CXOAHAA YABTPA3BYKOBAS CHMITTOMATHKA
BCTpEYAeTCs IIPH CapKOHA03e, boaesnu Padpu, remo-
XpOMATO3€ U PAAE APYIUX HOPAKEHUE MUOKapAa |5, 13].
Haamnane Berpazennoit rurreprpodun AZK Ha nexoaHo#M
Oxo-KI" morpebosanro srarouenus B Audpdepernuann-
HO-AMATHOCTHYECKUI PAA «THIIEPTOHUYECKOIO CEPATIA»
u rureprpoduaeckoii kapanomuomatun (IKMIT). Ot-
CYICTBUE B AHAMHE3€ YKA3AHUH HA APTEPUAABHYIO TUIIEp-
TCH3HIO U CKAOHHOCTD K THIIOTOHHU B TCUCHUE BCETO
IeproAa HaDATOACHHSA CACAAAH MAAOBEPOATHBIM II€pP-
BBII BApHAHT. BeIpaskeHHAA TOAOKHTEABHAS AMHAMIKA
mapameTpoB Jxo-KI' B xoae HAOAIOACHIA AdAd OCHOBA-
HHE AAf TOTO, YTOOBI OTBEPTHYTh AHATHO3 COIYTCTBYIO-
mett TKMIT.

Erme caouee IpeACTaBASACTCSA IEPBHYHAA AUATHO-
CTHKA ACTOYHOIO aMHAOHAO3a. AaHHOE ITOpaKeHHe
BCTPEYACTCA PEAKO, AAUTEABHOE BPEMs TEUET OECCUM-
II'TOMHO, B OOABIIIMHCTBE CAYYA€B ABAAACH CCKIHOHHOM
HAXOAKOI, OOITIEIIPUHATEIE PEHTIEHOAOTUIECKIE KPUTE-
puu Amargocruku He cpopmyanposansr [10, 11, 14, 17,
21]. CoBpemennas kKAacCHUKAIINA ACTOIHOTO AMUAOU-
AO3a, OCHOBAHHAS HA COBOKYIIHOCTH HHCTPYMEHTAABHBIX
1 MOPOAOTHYECKUX AAHHBIX, BKAIOYACT B CeOA TPH Ba-
pHaHTA: HOAYAIPHBII IaPEHXUMATO3HBIH, AN y3HbIH
AABBEOAAPHO-CEIITAABHBIN U TPaxeoOpoHxuaAbHbIi [11].
[Ipakruyaeckoe IpUMEHEHNE AAHHON KAACCH(UKAIIIH
OIPAHIYCHO MAABIM KOAUYECTBOM OIIYOAHKOBAHHBIX Ha-
OAIOACHHIA, IIO3TOMY B PEAABHOMH IIPAKTUKE ACTOYHBIH
AMHIAOMAO3 OCTAETCA CAOKHBIM AMATHO30M, TPEOYIO-
II[UM UCKAIOYCHHA MHAHAPHOIO TYOEPKyA€3a, CAPKOH-
A032, Cenu@UIECKOTO ITOPAKEHUA ACTKUX B PAMKAX
CHCTEMHBIX HAH OHKOAOTHYeCKnX 3a0oAeBannii [10, 11,
15,16, 19, 22]. [1prmxusHenHas BepudHUKAIIIL ALATHO3,
CBA3AHHASA C TPAHCOPOHXNAABHOH HAH OTKPBITOI OHOII-
CHEH ACTKOIO, HMECT PSA OIPAHHYCHHIN I IPUMCHACTCSA
peako [11, 15, 16, 21].

B Aocrymmoit aBTopaM AHTEpaType OIMCAHBI EAH-
HuaHble cAydan anarHoctuku Al y marmenros ¢ CCA,
OCAOKHEHHOW pa3BUTHEM aMHAOHAO3a [6, 8, 10, 15],
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npuyuHe passutai Al He H3y9YeHBI B CBA3H C MAABIM
KOAMYeCTBOM HabAfOAeHMI [6, 9]. B mpeacTaBaeHHOM
caygae Bercokue mokasateaun CAAA me moram ObITh
OAHO3HAYHO HHTEPIPETHPOBAHBI TOABKO KAK CACA-
CTBHE TOPAKEHHIA MHOKAPAQ, TIOUCK aABTEPHATHBHOI
mpransbl Al IPUBEA K BEIBACHUIO CAMOCTOATEABHOTO
crienuIIecKoro MOPaKEeHIA ACTKIX. Borpakennas mo-
AOXKHTCABHASL AMHAMUKA YABTPA3BYKOBBIX M PEHTICHO-
AOTHYECKHX IIOKa3aTeAel Ha (DOHEe Ha9aAa IIATOrCHETH-
YECKOM TEPAITNH, IIPOBOAUMOI ex juvantibus, T03BOANAL
HHTEPIPETUPOBATD 9TH H3MCHEHUA B PAMKAX AMUIAOHA-
HOTO ITOPAKEHUA ACTKHX M CEPAIIA H PACCMOTPETh HX
B KadecTBe IpranHer pasurusd Al

[ToanmopduaM KAMHIYIECKON KAPTUHBI AAHHOTO 32-
OOACBAHUA MOKET UMHTHPOBATD IIEABIH PIA CHCTEMHBIX
U BOCIIAAUTECABHBIX DOAC3HEH, YTO OOBEKTUBHO 3aTPYA-
HACT AMATHOCTHICCKUH ITOHMCK, IIPUBOAHT K ITO3AHCH Be-
PpH(UKALIIE OKOHYIATCABHOIO AHATHO34 I, KAK CACACTBIC,
K HECBOEBPEMEHHOMY HAYAAY ITATOICHETHYIECCKOH Tepa-
mun. B aanHOM HaOATOAcHHN ¢ MOMeHTA AcOroTa CCA
AO ITOCTAHOBKU AMArHO32 ITPOIIAO 15 AeT, KOTOpEIE OBIAT
ITOTEPAHBI AAf IIPOBEACHIS ITATOIEHETIYCCKON TEPAITUHL.

3akaroueHue

IIpeAcTaBACHHBIM KAMHHYECKHH CAydYall AEMOH-
CTPUPYET HEOOXOAUMOCTD ITOUCKA BHEIIOUEYHBIX AOKA-
AMBAIIH AMIAONA032 Y TAIHEeHTOB, cTpajarorux CCA
C yke BepuUIINPOBAHHBIM AMIAOHAO30M II0YCK. BoI-
paKeHHAsA IOAOKUTEABHAS AMHAMUKA IIPOABACHHI Kap-
AUOIIYABMOHAABHOIO ITOPAKEHUA IpU A A-aMHAOHAO3E
Ha OHE IMATOTCHETUIECKOIO ACYECHUA KOAXUIIHHOM
(B OTCYTCTBHE APYTOH TEPAIHH) AOKA3BIBAET BO3MOK-
HOCTB perpecca IoAOODHOIO POAA OCAOKHEHUN U fAB-
ASIETCA APIYMEHTOM B ITOAB3Y HA3HAYEHUA KOAXHIINHA
Ha AT00OH craaun 3a60AeBannd. CBoeBpeMeHHAA Ana-
THOCTHKA ¥ IIPIMEHCHIE KOAXUIIMHA CIIOCOOHBI KAPAH-
HAABHO YAVUIIUTH AOATOCPOUHBIH Iporao3d CCA.

Orpannuenne HaGAIOACHHA

B HaOAroAeHHH OTCYTCTBYET IIPHKU3HEHHAA MOP-
dororngeckan BepuduKaIIA AMIAOHMAHOIO ITOPaKE-
HUS CEPALIA U ACTKHX H3-32 OTKAa3a MAIUEHTA OT IIPO-
BEACHUA MHBA3UBHBIX AMATHOCTUYECKUX BMEIIIATEABCTB.
Tem He MeHee, BRIpaKeHHAA MOAOKHTEABHAS DxX0-KI'
U PEHTICHOAOIHYECKas AMHAMUKA Ha hoHe 3-MeCAIHO-
ro Kypca A€YEHNA KOAXUIIMHOM B OTCYTCTBHE APYIOMH
Tepanuy, ¢ OOABIION AOACH BEPOATHOCTH IIO3BOAAIOT
pacCcMaTpPHUBATH IIPEACTABACHHBIH CAYUAll KAk ITPOSBAE-
HIE PEAKO BCTPEYAIOIIECIOCH B KAMHIYCCKOH IIPAKTHKE
KAPAHOITYABMOHAABHOTO IOPAKEHISA IIPH AMIAOHAOSE,
ocaoxunBIero teuenne CCA.
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