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[Tepuomuueckas Gomesus (IIB), mam cemeiiHas cpezuzeMHOMOpPCKAst
nuxopazka (CCJI), — HacnencTBeHHOe 3a00JIeBaHKEe, KOTOPOE IIPOSBIAETCS
JIMXOPaZKOM M KPaTKOBPEMEHHBIMH CEPO3UTAMU: IIEPUTOHUTOM, IUIEBPUTOM,
nepukapgurtoM [1, 5].

3aboseBaHMe, HECMOTPS Ha ee PACIIPOCTPAaHEHHOCTh JIHUIIb B OTZENb-
HBIX OTHHUYeCKMX rpymnmax (cpezu BbexopueB u3 (CpenuzeMHOMOPCKOTO
peruoHa), HeM3MeHHO IIpUBJIeKaeT K cebe BHUMaHUe HCCJIeJoOBaTesleidl Kak
cBoeoOpa3ueM KIMHUYIECKON KapTUHEI, TaK U, 0COOeHHO, YaCTOTOM PasBUTHA
IIpH Hell ammIonzosa [3, 6].

AMUIONZ03 OTHOCHUTCA K Haubojiee cephe3HbIM, IIPOTHOCTUYECKH 3Ha-
yuMbIM ocaoxHeHuaM IIB. IToueunsrii amuionzmos, Kak Haubojee 4acroe
ocnoxxHeHue 1B, IpUBOAUT K IMOYEYHOH HEJZOCTATOYHOCTH M CIYXKUT IIPHU-
YMHOM CMEepPTH IOZABIAIONEr0 OOIBIINHCTBA OOIBHBIX.

IloxTBepxJeHMEeM HAClIeACTBEHHOH NpUpOABI OOJNE3HH  CTaso
orkpeite rena MEFV (MEditerranean FeVer). B Hacrosmee Bpems
BBIABJIEHO He MeHee 29 myranuii reHa I1b, 4To ABMIOCH ITpeAIIOCBUIKON I
IPOBeJEHUs  HCCIEfOBAaHUN IO M3yYEHUIO  3aBUCHUMOCTH  MEXIY
0COGEHHOCTAMH Te€HOTUIIA M KIMHWYECKUMU IIPOABIEHUAMHU 3a00JI€BaHMUA,
BKJIIOYAs aMMIONA03 [2].

Juarnocruka 3a001eBaHMA B OCHOBHOM KIMHHMYECKAafd, C IIOMOIIBIO
TeHEeTUYECKOTO TECTUPOBAHUA M OMOIICHH THCTOJOTMYECKOTO MaTepHaa.
ITocenHee mMeeT BaYKHOE 3HaUEHME JJIA BHLABIEHUA AMUION034.

Wzyuenue IIb B ApmeHnH 0COGEHHO aKTyaJIbHO, IIOCKOJBKY YaCTOTA
3a60JIeBaHUA 32 IIOCIefHUE AeCATUIETHS 3HA4YUTeJbHO Bo3pocia. Ilomumo
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TOTO, WCCJeJOBAHUA, KACalolecs MOP(OIOrHYeCKUX OCOOeHHOCTeH,
aTUNWYHBIX  ¢GopM, KIWHHKO-Mopdosormyeckux Koppenaumii  IIb,
MaJIOYHCIeHHBL.

B nannO# paboTre mM3ydeHBI KIMHUKO-MOPGOIOTHIeCKIe 0COOeHHOCTH
TOpaKaJbHBIX NopakeHuil npu [Ib ¢ menpio BeIABIEHNS MOP}OIOTHYECKUX
M3MeHeHHUH cep/la U JIETKUX B TaHATOTeHe3e IapalIeIbHO C KIMHUIeCKIMH
IIPOSBJIEHUAMHU.

Marepuan u MeTOZBI

ITpoBenen mopdonorudyeckuii aHanus 68 CEKIIMOHHBIX HAOIIOZeHUN
ymepmmx ¢ guarsosoMm IIb. Marepuan mccieoBaHHA paclpefieneH IIO
dopmam u cragusam I1B, mo Bospacty GoapHOTO, IO CPOKYy MaHH(eCTaIUU
6onesnu. IIpoBemeHO TakKe PeTPOCIIEKTHBHOE U3yYeHUEe  ITaHHBIX
KJIMHUYeCKUX ¥ MHCTPYMEHTAIbHBIX UCCIeJOBAaHUN 3TUX CIy4aes.

I'mcromornyeckue mpemapaTsl OKPAUIMBAIUCh TeMATOKCHJIMHOM U
DO3MHOM, METHJIOBBIM (DHOJIETOBBIM, KOHTO KPAaCHBIM C IIOC/IeAyIoleil
MOJIAPU3AIMOHHON  MHUKpOcKomued, TuodmaBunHom (Sigma  Aldrich,
l'epmanms). CraBuace MMMYHOTHCTOXUMUYECKast peaxiusa
MOHOKJIOHAJIbHBIMU aHTUTEIAMHU IIPOTUB aMIIonza A.

PeBYJII:TaTBI nu OGCY)K,ZLeHI/Ie

B 2 ciyvasx B TaHaTOreHe3e IIpeBaTMPOBaIA IIPOTPECCUPYIONIAs JI€BO-
XKeJyLO4IKOBas cepAedHas HeZOCTATOYHOCTh. MaKpOCKOIMYeCKU BbISBIEHA
KapguoMeraaus, YTOJIIeHWe KJIalaHoB cepzaua. Mukpockonndyecku
OlIpesiesIAINCh TJIBIOYAThle OTIOKEHWS aMWJIOWAA B JHAOKApZAe, CTPOMeE
MHUOKapjJa, a TaKKe B CTeHKe cocyzoB Bcex TumoB (puc.l). OcobGenHO
GOJIBIIIE OTIOKEHUS aMUJIONZA OOHAPY)KUBAINCH B MEJIKUX apTePHaIbHBIX
¥ 4aCTUYHO BEHO3HBIX COCYZaxX MHOKap/a U 3MHUKapAa. B cocymax HeCKOIbKO
Gosee KPYyHHOro Kanubpa OTJIOXKEHHWe aMUJIOWZA OIpPeiessioch B
aIBEHTUI[NY U [I€PUaBeHTUIINAIbHOM TKaHU.




MenmuuuHckast Hayka Apmennn HAH PA Ne2 2012

Puc. 1. AMunonmHbie MacChHl B Puc. 2. AMutous B anbBeOIIPHBIX
CTpOMe MHOKap/a, KOHro KpacHsIi, x200 IIeperopogKax JIerKoro U 30Ha
aMu3eMsl, KOHTO KpacHsIit, x400

B crpome MMOKapZia aMHIOWZHBIE MAacChl BBITECHSIOT MBINIEYHYIO
TKaHb Cepjla, IPUBOAA K aTpOPHUU KapAHUOMHUOLMTOB. Pa3inyuHble TPyIIIBI
MBIIIEYHBIX BOJOKOH IIO/BEPIINCH TUIIEPTpoduH. B HEKOTOPHIX ydacTKax
O0OHAPY>KUBAINCh AMCTPOdUYECKHe W3MEHEeHHs KapAHOMHUOLUTOB. Boxpyr
aMIJIOMAHBIX MacC BBLABUINCH AuddysHble pa3pacTaHHUA COeAUMHUTEIbHOM
TKaHM ¢  TepudOKaIbHOM  yMepeHHOH  JTHUMQOILIa3MOIUTAPHOMN
MHQUIbTpanue.

WuTepecen TOT GakT, YTO KapAUONMATHYeCKHil aMWJIOWUJ03 WHOTZA
BBIABIIAJICA B Te€X CJIydadx, IZe OOHApy KMBATHCh HeaMIJIOMZHBIE IIOYeYHEIe
HOpPaKEHNUS.

Bo Bcex ciy4adx aMMIOHM03 CepAlla COIPOBOXKJAAICA IIOPaXKeHHeM
nerkux. Jlerounsie nmopaxenus npu IIb KIMHUYECKHN YacTO IPOABIIAINCH B
BH/le THEBMOHHUH. B CEKIIMOHHOM MaTrepuajie BBIABIEHO YTOJIIEHNE ILIEBPHI
CO CKOILIEHUAMU TIbI00K ammtonza. OOHapy»XeH BBIpa>K€HHBIH aMUIOU03
B MeXXaJIbBEOJIPHBIX IIEPErOpoOJAKax, B CTeHKaX OpPOHXMONI U OpPOHXOB, a
Takke B CTBOJIOBBIX OpOHXaX M Tpaxee IO, COOCTBEHHOM ILIACTHHKOM
CIIM3UCTOM OOO0JIOUKYU U B CTEHKAax jXeye3 ¢ ux arpodueir (puc.2). Mecramu
Ha0II0Zamach JecKBaMalusA ITIOKPOBHOTO SIHUTENIWA. B JIeroyHO# TKaHU
BBIABJIEHBl KaJIbUU(HUKATEL. B pAze ciIydaeB OOHapyXHBAaIUCh OYaru
¢ubpo3a. Kiinuuvecku y 60pHBIX ObLTa BRIABIEHA JIETOYHAS TUIIEPTEH3U.

YcraHOBIEHO, YTO y BCeX OOJIBHBIX, MOTHOMIMX OT ocioxHeHuil IIb,
Ha0JII0AAIOCh MOpaKeHUe IIOYeK, HO CTelleHb BBIPRXEHHOCTH U XapaKTep
HaOJII0ZlaeMBIX U3MEeHeHHUH pasandeH. B oCHOBHOM OHU CBOJATCA K aMUJIOH-
ZI03y ¥ TJIOMEPYJIHUTY. AMUJION03 TOYeK BBIABIEHO B ayTOICUHHOM U OGUOII-
CUITHOM MaTepuaje B BUJ€e OTJIOXEeHUH B KIyOOUKax M B CTeHKaX COCYZOB U
kiaaccuduunuposad mo “Scoring and Grading System® B 6 rpymm [4]. B 10
crydanx (14,7%) GbLIO YyCTaHOBIEHO HAIWYKMe HEAMUJIOUTHBIX ITOPKEHUM
noueK. byl oOHapy:XeH HHTpaKanWJUIAPHBIH Me3aHTHONpOIubepaTHBHBIN
WIN  OKCTPAaKalMJUIAPHBIN  NPOAYKTUBHBINA  IJIOMepyJloHeppur, C
nponudepanueii HedpoTeaus U HOJOIUTOB IO THUIY IOXYJIYHHH.
['momepynuTr wHOTZA BBIABJIAICA HApAAY C JIOOYIAPHBIMH aMUJIOUIHBIMU
OTJIOXXEHWSAMH B Me3aHTMM KiyboukoB. B zaByx ciygasx (2,9%) Bmecte c
TOPAKAJIbHBIMH IIOPAXEHUAMHU BBIABIEHBl HeAMIUIOUZHBIE ITOPaKeHUI
IoYeK B  BUZE  Me3aHTHONpOIu(EPaTHBHOIO  IJIOMepyJIoHedpHUTa.
Mopdonoruueckn wuccIefOBaHb HAIIOYEYHUKH BO BCEX AayTOICUHHBIX
cIy4adx, ¥ B OOJBIIMHCTBE CJIy4YaeB BBIABIEH aMmiIonzos. HabGmomamrocs
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OTJIO)KeHHe aMUJIOHWJAa B KOPKOBOM BellleCTBe, BIUIOTH JO IIOJIHOTO
3aMeNeHHA CTPOMBI aMIUIOMIHBIMU MAacCaMH. AMIJION], OIIPeZie AsICA TakxKe
B MO3TOBOM BeIlleCTBe B CT€HKAX COCY/IOB, BOKPYT HMX. B ueTsIpex ciydasax
(5,9%) Hapazmy c TOpakaJbHBIMU TOPAKEHUSAMHY BBIABJIEH aMIJIOUIHBIN 300.

Wrax, xapauomaTUyecKUil aMUIOM03 IPOABUICA MOPdOIOTHYecKU
KapiHOMeTalIned, yTONIeHNeM MeXOKeTyZOYKOBOM ITeperOpoJKH U JIEBOTO
xKesyzsodka. MUKpPOCKOIMYeCKH — OTJIOKEeHUAMH aMUJION/a B CTEHKAX COCY-
7IOB, B CTpoMe MMOKapja. Bo Bcex wmcciejoBaHHBIX CIydasdX aMUJIOM[03
cepAiia COMPOBOXKAAJICA TIOPaXKeHHeM JIeTKHX.

Kapauonaruyeckuii amunonzos npu CCJI mpuBoguT K cepredHoil He-
ZIOCTaTOYHOCTH U CMepTH. JIerouHBIN aMUION03 BRIABIAETCA HApALYy C Cep-
JeYHbIM aMIJIOMJ030M U KIWHHUYECKU IIPOABJIAETCS PeCIHMpaTOpHOH Iuc-
byHKIMeH U IeTOYHOM IUIlepTeH3ue.

Hedpomarnueckuit aMunonzsos — He eJUHCTBEHHOE IOMUHUpYIOLIee
npossieHue IIb. Berpeuatoresa ciryvau, Korga aMIWIOWZO3 cepAlia U JeTKUX
3HAUUTEIBHO IIPeBOCXOAUT IOpakeHNe IT0YeK U BEICTyIIaeT Ha IIepBbIi IJIaH
B TaHaToreHese. HeammlouzHble @OpaXeHHsA IIOYeK, KOTOphble JaioT
HEeTAaTHUBHBIN Pe3yJIbTaT IIPU THCTOJIOTMYeCKOM MCCIeOBAHUH ITyHKIIHOHHO-
OUOIICMIHOTO MaTepHajaa Ha AaMUJIOHJ, HHOTJA IIPOTEKAlOT BMeCTe C

TOPaKaJIbHBIMHU IIOPA’KE€HUAMH.
ITlocrymnra 14.02.12
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wuwunbpnd b upnuduith hkupnid: Nbunidbwuhpjws pnnp phy-
pipmud jupnhnywpehy wdhnhgnqt ninblgdty t pnpughll winw-
hwpnidubkpny:

Yupnhnwwphl] wdhnhpnqp hwigkgimd £ upunnwghtt mbpwdw-
pupnipjul b dwhywut ywwwndwn b nununid: @npwjhtt wdhinhnnqgp,
npp qmqugymud t jupnpnywphly wdhinpgngh b, ihuhynpka
npubnpynud k stywpwlwt phudniighuyny b pnpuwjhtt hhybpwnku-
qhuyny:

Thoracic affections in periodic disease
with lethal outcome

S.V. Hambardzumyan

Periodic disease or familial Mediterranean fever (FMF) is
characterized by recurrent fever, peritonitis, pleuritis, pericarditis, skin
lesions, arthritis and often is complicated by systemic amyloidosis leading to
death in relatively young age.

Morphological analysis of 68 autopsy cases of patients with lethal
outcomes from complications of FMF without renal transplantation was
conducted.

We have observed cardiac amyloidosis manifested by cardiomegaly,
thickening of intraventricular septa and left ventricular wall
Microscopically amyloid was distinguished in myocardium intramural
vascular walls and in the stroma. Cardiac amyloidosis in all cases was
accompanied with the lung affections.

Cardiac amyloidosis in FMF resulted in heart failure and death. The
lung amyloidosis was accompanied with cardiac amyloidosis in all
investigated cases and manifested clinically by respiratory dysfunction and
pulmonary hypertension.
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