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Clinical observation of a combination of diffuse alveolar-septal pulmonary lesion and amyloid
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A rare observation of systemic AL-amyloidosis with a debut in old age, accompanied by diffuse alveolar-septal lesion of the lungs and me-
diastinal lymphadenopathy in combination with amyloid cardiomyopathy in the absence of pathology of kidney and liver function.
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/1 — nuacTonuueckast AMCcyHKUMS

KJIP — KOHeYHbIi1 ANacTOINYECKUIl pasmep
JIK — neBblit Xenygouexk

JIIT — neBoe npejcepane

YCC — yacToTa CepiieyHbIX COKPALLEHNIT
OKT - anexTpokapauorpacdust
Dx0KI" — sxokappuuorpacust

Amuionsio3 sBisieTcsl peikuM (opaHHbIM) 3a00JIEBaHUEM,
3THM ONpeJIeNsieTcsl 0COObIN MHTEPeC K HEOObIMHBIM (hopMaM 1
BapuaHTaM ero TeyeHus. CoraacHo nocieHIM peKOMEeHJIALSIM
KomureTa no HomeHkatype MeskiyHapoHOro o011ecTBa aMu-
noupiosa (ISA, 2016), 6onesHs y yenoseka (popmupytot 36 BHe-
KJIETOYHBIX (PUOPUILISIPHBIX GeNKOoB, 15 M3 HUX onpefesoT
CHCTEMHBIN BapuaHT 3aboseBaHus, 19 — MOKaNbHBIN, U elle
nBa — AL-aMuono3 u aMuaonjio3, aCCOLMUPOBAHHBIN C OTJIO-
SKEHHMEM TSDKENbIX LUeNeil UMMYHOIJI00YJIMHOB, — CMEIIAHHY!IO,
JIOKAJIbHYIO ¥ cUCTeMHYI0 (popMmbl nipouecca [1]. [Tonsitus «ito-
KaJbHBI» (MECTHBIN) U «CUCTEMHbIN» aMUJION/03 MPefnoa-
raroT, MOMUMO (DaKTa BOBJIEYEHUs] COOTBETCTBEHHO OJIHOTO WIU
cpa3y HECKOJIbKMX OPraHOB, IJIABHOE JIONOJIHEHME: NMPU3HAK
COBIIQJIEHNS] MeCTa MPOAYKLMN OeJKa-TpelIeCTBEHHNKA U OT-
JIO>KEHMS] aMUJIOM/IHBIX (PUOPUIIIT — JI71s1 JIOKAJIbHOTO BapMAHTA
(«aMuIIOMI03 in Situ»), U TPOCTPAHCTBEHHYIO OTAAJIEHHOCTh
JIaHHBIX MTPOLIECCOB, KOITIa peub UAET O CUCTEMHOM aMUJIOUJI03€.
B nocnennem ciiyyae Bceria coOioiaeTes paBUIIo TOCIIEI0Ba-
TEJILHOCTU COOBITHIi: CHHTE3 MCXOJHOro 0Oesika, Hanpumep,
B KOCTHOM MO3re€ MJIM MIEYEHH, MOCTYIIEHUE ero pacTBOPUMOIL
¢popMBbI B mazMy (CUCTEMHBII KPOBOTOK) U JIMIIb 3aTE€M OTJIO-
>KeHne (puOpUIITT B KOHKPETHBIX opraHax [2—6].

Cpenn cucteMHbIX (pOPM B TONYJSILUKA €BPONEHleB Hau-
6OJIbIIYIO pacpOCTpaHEHHOCThL nMeeT AL-amMunonaos ¢ mno-
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KaszareJjeM BEPOSITHOCTH HOBBIX CilydaeB 3a00JieBaHMS 3a
ron 3—12,8 Ha 1 MJTH HacelleHNs], TIPUYEeM MY>XUYHMHBI O0JICIOT
HECKOJIbKO vallle XeHIIUH (cpegHee cooTHomenue 1,1:1-
1,3:1) [7, 8].

Hau6onee yacto noBpexigaeMbiMu opranamu npu AL-amu-
nouptose siBasitorest nouku (60-74%), cepaue (50-60%), ne-
YeHb (C Tak Ha3bIBAEMON XOJIECTATUYECKON remnaTronaTHeri;
25-27%), nepudepuueckas (20-22%) u BereTaTuBHasi HepB-
Hast cuctema (15-18%), msirkue Tkanu (Makporsoccusi — 15%,
nepuopburanbHas nypnypa — 10%) [9-11]. Pe3ynbraTsl uc-
cnenoBanui amunonio3a B Kimnauke um. E.M. Tapeesa [1epBo-
ro MI'MY um. .M. CeueHoBa cBUIETEJILCTBYIOT O Mpeobiia-
JIaHUM B CTPYKTYpE aMUJIOM[I03a MATOJIOTUMU T0YeK, CepALa,
LEHTpAJIbHOI U nepudepudeckoil HepBHON cuctemsl [12, 13].
B Mayo Clinic (CIIA) cpegu 474 maipenToB ¢ AL-cdopmoit 3a
nepuop 1981-1992 rr. Hanbosiee 3HAUMMBIMUA KIMHUYECKUMU
NpOsIBICHUSIMUA  O0JIe3HU ObIIM aMUJIOWHAsE HedponaTus
(28%), 3acToiinas cepaeyHast HelocTaToYHoCTh (17%) 1 nepu-
depuueckas Heiiponatus (17%) [14].

Jlerkue npu aMUIIOM03€ M30JIMPOBAHHO BOBJIEKAIOTCS
OYeHb PeJIKO C (POPMUPOBAHUEM OJIHOM U3 TPEX KIMHUYECKUX
dopm: audpy3HON  aNbBEONSIPHO-CENTANBHOM, Y3J0BOI
(camoit 9acToi B 3TOM CIUCKE) U TpaxeooponxuanbHoii. Emie
peke MopakaroTcsl BHYTPUIPY/IHbIE JMMMaTUUYECKUE Y3Jbl,
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CouetaHue Anehehy3HOro arbBEOASIPHO-CEMTAAbHOTO AMHUAOMAO3Aa AETKUX M aMUAOMAHON KaPAMOMMONaTUM

naespa u auapparma. AJbBEOISIPHO-CeNTaNbHast (hopMa BO3-
MO>KHA MPU JIFOO0M CUCTEMHOM BapHMaHTe, HO HauboJee TUIY-
Ha st AL-amnmonyosa [15, 16].

B KJIMHMYECKOM MpOSIBIEHUH, TI0 pe3yJIbTaTaM MCCIefloBa-
nus J.D. Road u coast. (1985), anbBeosnsipHO-cenTasbHas U y3-
J0Bast (popMBbl, Jlaske MpU OGIIMPHOM pacrpocTpaHeHnu, y 64%
GOJILHBIX MOTYT HE UMETb KaKMX-JIM00 criequuIecKux myJib-
MOHOJIOTMYECKUX CUMIITOMOB, OOHAPYKUBASICh CIYUYaHO MPU
PEHTIeHOJIOrMYECKOM HcciiejoBaHuu. OJHaKO BO3MOXKHO MpH-
CYTCTBUE PEUMIMBUPYIOILIETO KAalllisl, KPOBOXapKaHbsl, MOBTOP-
HBIX MHeBMOHMI. KpoBOXapKaHbe B CUTYalMK JIETOYHOTO aMU-
710171032 OOBSICHSIETCSl CIOHTAHHBIM paccilauBaHueM (IMCCeK-
1uei) MHPUIBTPUPOBAHHBIX AMUIJIOM/IOM JIETOYHBIX apTepuit
MaJioro u cpejiHero Kanmopa [17].

PenTrenosornueckas KapTuHa, BHe 3aBUCUMOCTH OT hop-
MBI JIETOYHOTO aMuiionjjo3a npu AL-turne, GbIBaeT npejcTase-
Ha OJJHUM M3 CJIEYIOLMX BAPDUAHTOB: MU (PY3HBIM PETUKYJIISIP-
HbIM (0K0110 33%), pETUKYJI0-HOAYJSIPHBIM (0K0JI0 23%) nnu
HopyJIsipHBIM. KpoMme Toro, BO3MOKeH M30JMPOBAHHbIN peLy-
AVBUPYIOUIMI OJHOCTOPOHHUI WJIM JIBYCTOPOHHHUI TIIIEBPaJIb-
HBI BBIMIOT (puMepHO Y 29%), yronmenne naespsl (1-3%)
¥ YBEJIMUCHUE BHYTPUTPY/IHBIX JTMM(pATUUECKUX Y3JI0B. B ciy-
Yyae COMYTCTBYIOIETO MOPaskeHHUs Cepila K 3TUM CUMIITOMaM
NOOABIISIOTCS TPU3HAKY JIETOYHON BEHO3HOM MMIIEPTEH3UH.

[TaTonorust nerkux BnusieT Ha NMporHo3 npu AL-amusnouno-
3€ TOJILKO Y OfJHOro 13 12 GoJbHbIX, a B KayecTBe (pakTopa Ta-
HaToreHe3a oHa BbicTynaet auiub B 10% cayyaes [14]. DTo
CBS3aHO C YaCTbIM NPUCYTCTBUEM MPH JIETOYHOM TNOPaKEHUU
elle 1 aMUJIOUHON KapIMOMHUOIIATUH: JIETOYHbI aMUIJIOM/03
SIBJISISTCS JIMIIb MAPKEPOM aMUJIOUJIHON MH(UIBTPALMU MHO-
Kapjia, KOTopasi B YMEPEHHOM U TSKeJoi (hopMe CBOMCTBEHHA
92% 6onbHbIX ¢ AL-bopmoii [14, 18]. MHaue rosopsi, ceppey-
HbII aMUJION/I03 JAJIEKO HE BCEr/a JJOMyCKAeT aHAJIOINYHbIEe 13-
MEHEHUs B JIErKUX, HO (DaKT NOPakKeHUsl NOCJIEHUX Y TO/aB-
JISIFOILIETO OOJIBILIMHCTBA MAUMEHTOB CIIY>KUT YKa3aHUeM Ha Ha-
JIMYe aMUIIOMIHON KapyimomuonaTuu. B cBoro ovepenb, MMeH-
HO aMWJIOW/IHAsI KAPJIMOMUOIIATHS CITY>KUT IJIABHBIM YCIIOBUEM
HM3KOW BbIKMBAEMOCTU 3TUX NALMEHTOB.

B cooTBercTBHM ¢ KOHCEHCYycOM MeskayHapogHoro ooue-
ctBa ammiionao3a (Pum, 2010) amusionios cepua iMarHoCcTUpY-
€TCsl PY HAJIMYMK CPEIHEH TOJILMHbBI CTEHOK JIEBOTO XKeJly/104-
ka (JIZK) B gfuacTony no panHbiM axokapauorpadpuu (9xoKI')
>12 MM B OTCYTCTBUE PYTMX MPUYMH, BbI3bIBAIOLIMX TUIEPTPO-
¢uto, a Takke pocte NT-proBNP >332 ur/n (mpu oTcyTcTBUU
MOYEYHO! HEIOCTATOYHOCTHU MM (PUOPUIITISILIMK TTPEICePAuil).
Ouenka NT-proBNP (noporosoe 3nauenue — 332 ur/n, BNP —

Ceeoenus 06 asmopax:

3axapuenxo Ceemaana [lempoena — K M.H, pol,. Kad. (pakyIbTETCKOII Te-
parmuu HUY Benl'yY

Keprnaxosa Huna Meanosna — j.M.H., npod. kad. pakyabTeTCKOM Tepa-
mun HUY BealyY

Tpemvsaxosa Bukmopus Anopeesra — acTMpaHT Kad. BHyTPEHHUX Goe3-
Heil ¢ KypcoM KapauoJioruu u (pyHKIMOHANBHON tuarHoctuku PYTH

Epmunos Oaee Baaoumuposuy — acnupanT Kad. akyIbTeTCKON Tepanuu
HNY Benl'Y

Hlexosyos Cepeeli AnekcaHOposus — 3aB. PEHTTEHONOTMYECKIM OT/I-HAEM
Benroponckoit OKB Cesiturens Moacada

Xabubyaun Pycaan Pasuavesuy — 3aB. NaTOJIOrOAHATOMUYECKUM OTJI-HU-
em benropoyickoit OKB Cesiturenst Moacada

Aunetinuxosa Kcenus Cepzeeéna — acnupaHT Kad. (hakynbTeTcKoil Tepa-
i HY BenalyY

Jlewésa Hamaavsa AHmono6Ha — 3aM. TJ1. Bpaya Mo KIMHUKO-3KCIIEPTHOM
pa6ore OI'KY 3 «IIpoTuBOTYOEpKYIE3HBII AUCTAHCED>

Han Bumanuii Cepeeesuy — actipant Kad. (pakyabTeTckoi Tepanu HUY
benlY
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100 HI/7) ¥ cepeuHBIX TPOMOHUHOB (TIOPOTOBOE 3HAUCHUE —
0,035 mKr/mm) no3BosisieT popMUpPOBATH TPU Kjacca pucka (cTa-
nuu 6one3Hn). O BbicokoM pucke (crajus I1I) cBuperenscTByeT
yBeJn4YeHne 060ux GMOMapKepOB, O MPOMEXKYTOYHOM PHUCKE
(aram II) — yBenmueHne TONBKO OIHOTO M3 HUX U O HA3KOM (CTa-
nust I) — HopManbHbIe 3HaueHus1 o6oux 6rnomapkepos [19].

TpaauuuonHble anekTpokapauorpacdpudeckue (IKI'-) npu-
3HAKKM aMUJIOU/I03a Cepilia BKIIFOYAIOT HU3KUI BOJIbTAXK KOM-
miekcoB QRS co 3HauYeHusIMU <5 MM B OTBEJICHUSIX OT KOHEYHO-
creit, <10 MM B npeKkapAuanbHbIX OTBEJCHUSIX , HAIMUUEM B HUX
ncesJonH(MapKTHbIX M3MeHeHuii. Kpome Toro, B mocnennee
BpeMsl [IOKa3aHa BbICOKAsl YaCTOTA MPUCYTCTBUS PACILETICHHO-
ro KomIuiekca, Tuna RsR', mpu otcytcTBum pacumpenus QRS
(mopo6nast Mmopcosorust QRS ObIBaeT U NpU MHBIX KApAHOMKO-
natusix). Takast Mopdonorus Ciiy>kUT yKa3aHueM Ha MeHee Oua-
FONPUSTHBINA NPOrHO3, YyeM He Jedopmuposanuble QRS [20].
K uncny ppyrux DKI-nposiBnenuil amMmuionao3a OTHOCSTCS
6J10Ka/bl ATPUOBEHTPUKYJISIPHOTO MPOBEACHNUS, (PUOPUILIISILIUS
npepcepauil (npumepHo 15%), 610Kajbl HoXek nyuka ['nca u
2KeJlyl0uKoBble Taxukapauu (5%). 24-uacosast DKI' nossosser
J0Ka3aTh OTCYTCTBHE BapuaGebHOCTH CEPIEYHOr0 PUTMA Kak
NPOsIBJIEHNE BEreTaTUBHON AMC(YHKIMN 1 OECCUMITOMHbIE >Ke-
JIy/IOUKOBbIE/CYIPABEHTPUKYJISIPHbIE aPUTMUM, BCTPEUAIOLIUe-
cst 6onee ueM y 75% nauuenToB. TpancTopakanbHas DxoKI,
MOMUMO YBEJIMYeHUs TOJMHbI cTeHok JIK, nmo3Bosnser BbI-
SIBUTh (DEHOMEH «OJECTSILEero, MITHUCTOrO» MHUOKapAaa, 1o-
SIBJISIFOLLETOCS] B CUITY GOJIbILIEN 9XOr€HHOCTH aMUJIOUHBIX Macc
Cpe/ii COXPaHUBLIMXCSI MBILLIEYHBIX BOJIOKOH, yMeHbllenue JI2K
U pOCT 3HaUeHn# pa3zmepa neBoro npeacepaus (JII1) n3-3a 3a-
TPYHEHHOr'0 €ro ONOPOXKHEHMs TIPU AUACTOIMUYECKOIN PUTHIHO-
ctu JIXK. B dunane popMupyercst peCTpUKTUBHbIA BapUAHT
auacromyeckoi qucgynxumm (JI1) JIK.

Knnnanueckoe HabofieHne MOCBSILEHO OMMCAHUIO CITyYast
AL-amuiono3a B MOKUIIOM BO3pPacTe, MPU KOTOPOM HanuboIIb-
1IMe U3MEHEHUsI UMEJIUCh B JIETKUX U Cepfle, Torja Kak (yHK-
U TIOYEK M MeYSHU OCTaBaJIaCh HE HAPYIIEHHOM.

Boabnoit ., 74 ner, nocTynui B myJbMOHOJOTHYECKOE
otaenenue 26 oktsa6pst 2016 r. ¢ kano6aMu Ha MaJIONPOAYK-
TUBHBIN KAllleJIb C MOKPOTOH CIIM3UCTOTO XapakTepa, 00Jblie
B yTPEHHHE Yachl, OABIIIKY CMEIIAaHHOrO THUIa NMpU XOfboe,
OTEKH CTON U JIOAbLKEK. [TaleHT He KypuT, alIKOTroJeM He
3n0ynoTpednseT. VI3 nepeHeceHHbIX 3a00JIeBaHMIl: JeTCKUE
uH(eKuun, B Bo3pacre 11 et nepenec renatut A; B 20 et —
anmeHIPKTOMMS, B 34 TOf1a — SI3BEeHHAsT OOJIe3Hb SKEeTy/IKa, SHJI0-
CKOMMYECKOe MCCIe0BAHNE S-JIeTHE! NaBHOCTU CBUJETEIb-
CTBOBAJIO O PyOlie HAa NepefHell CTeHKe aHTPAJILHOro OT/eNa.
Auteprust Ha MUENVHBIN 517]. B anaMHe3e 3a601eBanmst — yKasa-
HYe Ha OHEMeHHe TaJbLEB PYK B XOJIOIHOE BpeMs Tofla B Teve-
HHE TocyeHuX Tpex jeT. Cuntaet ce6st 60IbHBIM Ha MPOTSIKe-
HHY TIOJTyTOpa JIET, KOT/Ia OSIBUIIMCh MAaJIONPOAYKTHUBHBIN Ka-
1IeJTb, OfIBIIIKA, GOJIb B HIKHET TTOJIOBUHE TPY/IHOI KIETKY MPU
riTyGOKOM BAOXE M Kallljle, OTeK! HOT. JIeunsicst B myJIbMOHOIIO-
TMYECKOM OTJIEJIEHUH TI0 MOBOJly NMPEMNoaraeMoil IByCTOPOH-
Hell MHEBMOHMM C JIOKAJIN3anyen B 6a3ajbHbIX oTeNiax. B cBs-
3M C OTCYTCTBUEM KIMHUKO-PEHTICHOIOTUIECKON TMHAMUKHI
Ha (poHE TPEeXHENIeNbHOro Kypca aHTUMUKPOOHOH Tepanuu Ha-
npasiieH BO (DTU3MATPUIECKUI CTALMOHAP; MOCIIe MECSIUHOTO
00CefloBaHNs U OTPULIATENIbHBIX Pe3yJIbTaTOB MOJIUMEPa3HON
HEMHOI peaklyy Ha MUKOOAKTeprH B MOKPOTE U KPOBH JInar-
HO3 Tybepkyne3a mckimoueH. C ocenn 2016 r. cocrosiHue
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A.IO. TpeTbsikoB 1 coaBT.

MOCTENEHHO YXYALIAIOCh: YCUIIMIIACH Kalllesb, 00JIb B HUDKHUX
OTJIeIaX T'PYJIHOU KJIETKU, OJbIIIKA, MOSBUJINCH MPUCTYIIbI
YAyLIbsl B HOYHOE BPeMsl, yBEJIMUYMINCh OTEKH Ha Horax. [Ipu
MOCTYIUIEHUN: COCTOSIHUE CPEJIHEN TSKEeCTH, O0JILHON CHUJIUT,
Temneparypa Tena 36,5 °C, poct 166 cm, macca Tena 63 kr.
KoskHble mokpoBbI 6J1e/jHbIE, 0OBIYHON BIasKHOCTHU, TYProp co-
XpaHEH, OTEKU CTOIl U HIXKHel Tpetn royieHeii. [lepucepuue-
CKMe IUMQaTHYECKNe y3Jibl HEe yBEeJIUYEeHbl, MSITKOW KOHCH-
cTeHlMn, 6e360J1e3HeHHbIe, HE ClasiHbl MeXKly co00ii U ¢ co-
€/IMHUTENIbHONM TKaHbl. MbIllleuHasi cucTeMa pa3BUTa HOP-
MaJbHO, IBUraTebHasl aKTUBHOCTb He HapyleHa. KpymnHbie
1 MEJIKHe CyCTaBbl HOPMAJIbHOW KOH(PUT'YpaLUK, PH Tajbia-
K 6e3060J1e3HEHHbIE, IBIXKEHUS B CyCTaBax B MOJIHOM 00be-
me. llluroBupiHas Kene3a NaabIaTOPHO He yBenuueHa. [Ipixa-
HME 4Yepe3 HOC CBOOOAHOE, (popMa IPYy/IHON KIIETKN LMUHIPH-
yeckas. [Ipu nepkyccum JIerkux oTMedaeTcsl MPUTYIIJIEHUe
NMEepPKyTOPHOTO 3ByKa B 6a3alIbHbIX OT/IeNax ¢ 00enx CTOPOH,
NpU ayCKYJIbTAlUH JIbIXaHUE KECTKOE, B 6a3alIbHbIX OT/IeNax
ocnaGleHHOe,, XPUIIOB HEeT, IyMa TpeHust mieBpbl HeT. YacTtoTa
IbIXATENbHBIX JIBVPKEHUI B MOJI0>KeHn cujis — 21 B 1 MuH, ca-
Typauus kuciopopa — 83%. BepxyiieuHblil TOTIOK NaIbNNPY-
ercst Ha | CM KHYTpH OT JIEBOW CPEIMHHO-KJTFOUNYHOW JIMHWUH,
JIOKaNbHBIN. ['paHuLpl cepiila: paBasi — B Y4eTBEPTOM MeXKpe-
6epne Ha 0,5 cM JaTepasbHee MPaBoro Kpast IpYy/IMHBI, JeBast —
B MATOM Mexpebepbe Ha | cM MeinaibHee J1eBOM CPeIMHHO-
KJIFOUMYHOI JMHuM, BepxHsisi — III pe6po. Tonbl cepaua put-
MUYHBIE, NPUTIYLIEHbI, YacTOTAa CEPJACUYHBIX COKpALEHUI
(UCC) — 76 B 1 muH. KopoTkufi CUCTOINYECKUI LIyM HaJl BEp-
xymkoii. I[Tynbc Ha o6enx pykax OJMHAKOBbIN, PUTMUYHBI,
Y/JIOBJICTBOPUTEILHOIO HAMOJHEHWS U HATIPsIKeHUsi. ApTepu-
AJIbHBIN MYJIbC HA APTEPUSIX HOT Y/IOBJIETBOPUTEJIbHBIN C 00EUX
CTOpPOH. AprepuajbHOE [laBjlieHME Ha 00eux pykax
110/70 MM pT. cT. SI3bIK BIAXKHBIN, YUCTHIN, [IIOTAHUE CBOOO-
Hoe. 2KMBOT MSITKUii, yMEPEHHO OOJIE3HEHHbIN B MPABOM MOJIpe-
Oepbe, MeyeHb HE Nanbnupyercs, padmepbl no KypioBy
10x9x8 cMm, cese3eHKa He MAIBIUPYETCs, pa3Mep CENIe3eHKU —
7x5 cm. CUMIITOM MOKOJIAYMBAHUS OTPULATENbHBIA C 00enx
CTOPOH, MOYKM He NanbnupyroTcsi. Mouenososas cucrema 6e3
ocobeHHocTeil. HeBposiornueckuii craryc 6e3 04aroBoil 1 Me-
HUHIeaIbHOM CUMITOMATHUKHY.

Penmzenozpapusn opeanos epyoHoi kKaemku: rpyiHas
KJIeTKa MpaBuibHON popmbl. C 06eMX CTOPOH, Mpeumyilie-
CTBEHHO B CPEJIHUX M HUXKHUX JIETOYHBIX MOJISX, OTMEYAIOTCS
TEHM JIMHEHOTO XapakTepa 3a cueT 00oralieHus: CoCyUCTOro
pHCYyHKa, B 6a3aJIbHBIX OT/IEJaX O00MX JIETKUX — UHTEPCTULM-
aJbHBIN (pOPO3, KOPHU JIETKUX pacllMpeHbl, 6eCCTPYKTYpHbIE,
GOKOBbIE CHYChI 3aBYaJIMPOBAHbI 33 CUET XKUJKOCTH B IJICB-
PANbHBIX MOJIOCTSIX, B MPOEKLMK NPABON MEXK/I0JIEBOH LI —
HeOOoIIbII0e KOJIMYECTBO OCYMKOBAHHOM XUAKOCTH, Aracdpar-
Ma 4eTKO He udepeHuupyeTcs, CepAle pacliupeHo B Mo-
MEepPEeYHNKE, CPEIOCTEHUE HE CMELLIEHO.

Pe3yavmamvt KkomnvromepHnoii momozpaduu opeanos
2pyoHotl kaemku (puc. 1): B 00eux mieBpajbHbIX MOJOCTSX
onpefiesIsieTCsl CBOOOJIHAS XKUIKOCTh, OTTPaHUYEHHOE CKOIlle-
HME XXMJIKOCTH TAK>Ke BU3YIM3UPYETCsl 110 KOCOI 1IeJN MPaBo-
IO JIETKOro, 6a3ajibHbIe OT/IEINbI JIErKUX KOJIJIaOMpOBaHbl, ¢ 00e-
MX CTOPOH OTMEYAIOTCS IUIEBPAJIbHbIE HACIOEHUS, BO3/YIL-
HOCTb JIEFOYHOI MapeHXNUMbl HEOJJHOPO/IHAS 32 CUET YYacCTKOB
YIUIOTHEHUS JIETOYHOI TKaHM 110 TUIY «MaTOBOTO CTEKJIa», OT-
MEYaeTCsl BBIPAXKEHHOE YTOJILEHIE MEXK/I0JIBbKOBBIX EPEropo-
[I0K ¥ BHYTPH/IOJIbKOBOI'O MHTEPCTHUIIMS, COCY/IUCTBIA PUCYHOK
yCUJIeH, KOPHU JIETKMX PaCIIMPEHbl, CPEJOCTEHNE CTPYKTYPHO,
HE CMelIleHO, Tpaxesl — 6e3 0coOeHHOCTel, OPOHXU MEePBOro-
TPETHETO MOPSJIKA MPOXOAUMBI, TUM(paTHUECKNE Y3IIbl CPefo-
cTeHus (maparpaxeaibHble 1 O ypKAVOHHbIE) YBEJINUEHBI;
cepilie paciosioXeHO 00bIYHO, PE3KO YBEIMYEHO B pa3Mepax 3a
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Puc. 1. KomnbiotepHas ToMOrpamMma OpraHoB rpyAHO#M
KA€TKM 60ABHOTO fl. (CM. 0ObSICHEHHE B TEKCTe).
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Puc. 2. aekTpokapanorpamma 60AbHoro fl.
(cM. oObsICHEHHE B TeKCTe).

CYeT paclIMpeHusl BceX Kamep, B MOJIOCTH NepUKapya onpeye-
JIsieTCs HeOOJBIIIOe KOIMYECTBO CBOOOTHOM JKUAKOCTH.

Dubpobponuxockonusn: KarapalibHblil OPOHXUT.

IKT (puc. 2): cuHycoBasi TaXUKAPAKst, OTKIIOHEHUE 2JIeK-
TPUYECKOI OCH BJIEBO, CHUXKEHHME BOJIbTaXa 3yOLOB B CTaH-
MApTHBIX U TPYAHBIX OTBEJIEHUSIX , KOMIIEKC QS B OTBEIEHUSIX
V,—V,, HenonHas 6110Kajia npaBoi HOXKKHM myuka ['uca.

Ix0oKT': TompmHa MEXKEITy/IOYKOBOI Neperopojiku — 1,6 cM,
TomuuHa 3aaHen ctenku JIK — 1,5 ¢cM, KOHEUHbI InacToInye-
ckuit pazmep (KIIP) JIXK — 4,0 ecm, KIOP JIIT — 4,8x6,0 cMm, K[1P
npasoro xenynouka (IT2K) — 3,6 cm, KIIP npaBoro npeicepust —
5,8%6,7, cBobopHas crenka [T2K — 0,7 cM, audpdy3Hast rtunmokuHe-
3ust JIK, ppakipst BbiGpoca — 52%, KabLMHO3 CTBOPOK a0pTallb-
HOTO KJIafnaHa, MUTPAITLHOTO KJTanaHa, HelOCTATOUYHOCTh A0PTalb-
HOTO KJlanaHa ¢ perypruraugueit 1-i crenenu, HeflocTaTOYHOCTh
MUTPAIILHOTO KJIaNaHa ¢ perypruTamyeit 2-if CTeneHu, HejiocTa-
TOYHOCTb TPUKYCIUJIATILHOTO KJIalaHa ¢ perypruraumen 2-i cre-
nenn, pectpuktuBHbl Tun [1J1 JI2K (omHOa3HbIl mOTOK
E=33 cm/c), HeGorbI110e KOMMYECTBO >KUAKOCTH B NEpUKapye.
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CouetaHue Anehehy3HOro arbBEOASIPHO-CEMTAAbHOTO AMHUAOMAO3Aa AETKUX M aMUAOMAHON KaPAMOMMONaTUM

Cymounoe (24-uacosoe) monumopupoeanue IKI': putm
cunycosblii, YCC puem 93-121 yp/mun (cpepnss —
103 yp/mun), YCC Houbto 85-102 yp/muH (cpegHss —
87 yn/MUH), CynpaBeHTPUKYJISIPHbIE 3KCTPACUCTOJIbI, B TOM
yricae 6JI0KUpOBaHHbIe, Bcero 521, paBHOMEpPHO pacnpefiesieHbl
B TEUEHHUE CYyTOK (MakcumasibHO — 71 B yac), KymietoB — 37, na-
POKCHU3MBI CHHYCOBOW Taxukapauu — 6 3nu3070B (4 JHeM,
2 Houbto) ¢ 4-15 xommnekcamu 1 YCC 108-111 yn/muH, nonu-
MOP(HBIE XKeTyJOUKOBbIe IKCTPACUCTOIIBI, Bcero 173, Kymute-
TOB — 7; 9 3nu3o/10B (8 gHEM, 1 HOUBIO) HEYCTOMYUBOI MOHO-
MopdHOI1 KemmynoukoBoit Taxukapgun ¢ YCC 156—183 ypi/muH.

Penmeenoepahus kocmeli ceoda 4epena u Kocmelii masa:
0€e3 MaToJIOrMIeCKUX N3MEHEHMIA.

Yavmpa3zeykoeoe uccaedosanue OprouHol noaocmu,
3a0prOWUHHO20 NPOCMPAHCMEA: TISYSHb He yBeJIMYeHa (J11-
Ha npaBo¥t ffomu 12,2 cM, neBoit — 6,4 cM), 3XOCTPYKTYpa Tede-
HU g dy3HO HEOTHOPOIHA,, KEeTUHBIN mMy3bIpb 11,8%3.1 cMm,
CTEHKH JI0 3 MM; TIOJKeITy/IouHas kenesa 2,6x1,8x2 .4 cm, KOH-
TYpPbI YETKHE POBHBIE, 3XOI€HHOCTD TMOBBILIEHA, 9XOCTPYKTYpa
nuddy3HO HE OJHOPOJIHA; CEJIe3eHKA HEe YBEJMUYeHa; rpaBasi
nouka 10,9x4.2 cm, mapenxuma — 15 mm, neBast nouka 10,1x4.5
CM, napeHxuMa — 14 MM, KMCTbI CMHyCa NpaBoOil MOYKU; HEOOITb-
1I0€ KOJIMYECTBO CBOOOIHOM JKUKOCTH B OPIOLIHOI MOJIOCTH U
MOJIOCTH MaJIoro Tasa.

CmepHnanavnaa nyHKYUus: KOINIECTBO TIIa3MATUUECKUX
KaeToK —4,3%.

Oo6wuii anaau3 kposu: s3purpounts 4,12 - 10'2/11, remo-
rino6un 124 r/n, neitkouurst 4,8 - 10°/1: rpanynouutst 80,8%,
mamorutsl 15.4% , monouutsl 3,8%. COD 22 mm/4.

Oowuil anaaus moyu: upet Xentelii, pH 4,5, noTHocTh
1,012, 6enoK — HeT, AnuTeNranbHble KIeTKU 1-2 B 11/3, JIeiKo-
LUTBL 5 B /3, 3puTpouutsl 0.

Buoxumuuecxkue anaau3vt Kposu: ypoBeHb 001Iero 6enka
50,8 r/n, 6unpy6una 11,1 MmxM/n, kpeatunnna 59,2 MkM/i,
MoueBuHbl 7,7 MM/n, Xxonectepuna 5,63 MM/n, rimokosa
5,3 MM/n, acnapratamuHoTpancdepasa 21,5 En/n, ananunamu-
HoTpancepaza 174 Ep/n, warpuin 133,5 mM/n, xammii
5,03 MM/n, ButamuH B, — 848 nr/mn (Hopma 190-663 Hr/mi),
ChIBOpPOTOUHOE 3Keue30 11,0 MKM/i1, 0011mii KalbLyil CHIBOPOTKI
kposu 2,51 MM/11. Dkcnpecc-TecT Ha TponoHuH I oTpuiares-
w1 Tectel Ha BUY, RW, HbsAg n AntiHCV otpriarensHbie.

AHanm3 MOKpPOTbI HA MUKOOAKTEpUM TyOEpKyie3a U UHble
KHMCIIOTOYCTONYMBBIE MUKPOOPTaHU3MbI — C TPOEKPATHO OTPH-
LATEJbHBIM PE3yJIbTATOM.

J1ns KOHKpeTn3auuy BapuaHTa MOPasKeHs! JEerKNuX BbI-
MOJIHEHBI IMArHOCTHYECKAsi TOPAKOTOMHUS U OUOTICHUS JIeroY-
HOW TKaHU.

Pe3yavmamut 2ucmonouyecko20 uccaedosanus (puc. 3):
i y3HO-09aroBbie OTIOKEHUST KOHTO-MO3UTUBHBIX aMOpg-
HBIX MacC B MEKaJIbBEOJISIPHBIX MEPEropojKax 1 NepuBacKyJIsip-
HBIX 30HaX. IMMyHOTrMCTOXMMHYECKOE OKPALIMBAHUE, BBITIOJ-
HEHHOE C TIOMOIIBIO MTAHEIM AHTUTEI MPOTHUB YEThIPEX OCHOB-
HBIX GEJIKOB aMUJIOUHBIX (PUOPWILIT, MOKA3AJI0 CHIIbHYIO M-
(py3HYI0 IMMYHOPEAKTUBHOCTD K JIETKMM LIETISIM UMMYHOTJIO0Y-
JIMHOB (\-THIT).
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Puc. 3. TucToAOrMYeCKoe UCCAEAOBAHME TKAaHU AETKOTO
(cM. 0ObsICHEHME B TEKCTE).

IMocnenyroliee jgeyeHre COCTOSIIO B CHUDKEHUU BbIPAsKEH-
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3akAloueHue

Takum o6pa3om, cuctemubiii AL-amunonos ¢ ne6ioTom
B MOXUJIOM BO3pacTe M NPEUMYILECTBEHHbIM BOBJIEYEHUEM
JIETKMX Y CEPAILA B HAILIEM CJIydae UMeJ HEOOXOIMMbIe aTpuOy-
ThI, CBOMCTBEHHbIE IaHHOM JIOKaIM3auuu npouecca: nugdys-
HOE TopakeHNe JIErOuHO! TKaH! (M py3HbIN aTbBEOISPHO-
CenTalbHBIN BapuaHT) ¢ peAkoil (He 6onee 6—8% B TakuxX Ciy-
yasiX) napaTpaxeajbHoil U 6uypKaUOHHON JUMbaeHONaTH-
eil; aMUJIOU/IHYIO KapIMOMUONIATHIO C aTpUOMEraluei, 3Hauu-
TENIbHBIM yTOJIeHneM cTeHoK JIZK nmpu oTcyTeTBUM cucTeM-
HOI1 apTepUabHON FMIEPTEH3MH, HO MMEIOLLMMCS] U3MEHEHUEM
KJIalaHHOro amnmapata (co 2-fi CTeNeHbI0 MUTPalbHON
1 1-11 cTeNneHblo A0PTAIbHON HEJOCTATOYHOCTH), PECTPUKTHB-
wei Tin [1J1 JI2K, mamoamMnumtyaabie Kommiekcsl QRS B cTaH-
JApTHBIX U IPYAHbIX oTBeieHus X, DK -umuranuio nepennene-
peropogouHoro nospexjeHus JI2K, HapylieHre BHYTpHXKeTy-
JIOYKOBOH MPOBOJIMMOCTH U CEPJICYHOTO PUTMA.
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