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B Hazgauiit po0OTi OMKMCaHO BUMAJOK iMI0NATHYHOrO aMiaiziody. Mu BUALTHIM JEsKi OCOOIMBOCTI 3aXBOPIOBAHHS Yy HAIIOI MAIIEHTKU:
NEeOI0T 3aXBOPIOBAHHS Yy BHUIIAI JUC(QYHKIII BEreTaTHBHOI CHCTEMH, LIO HOJISTaB y HOCTYpajbHIiil IiNOTeH3il Ta IMOpYIICHHI KUIIKOBOT
MOTOPHUKH, HIBH/KOTO PO3BUTKY MEYiHKOBOI (3HAYHE MMiABUILICHHS PiBHSI JIy)KHOT (pocdarasu, K MOKa3HUK BHYTPILIbOIEYiHKOBOTO XOJIECTasy)
1 HIPKOBOI HEJJOCTATHOCTI, TPOMOOLIUTO3, SIK BUSIBICHHS (DYHKIIOHAJILHOTO TiHOCILIIHI3MY, 0€3CUMIITOMHE BPa)KEHH JIETeHb, ITiAIUTYHKOBOT
3aJ103H, BiJCYTHICTh aMiJIOITHOTO BPa)KEHHS CEpLs Ta s3MKa.

B npencreieHHo# pabdoTe onucaH cirydaid MAMONATHYECKOr0 aMIIION103a. MBI BBIICIUIIN HEKOTOPBIE 0COOCHHOCTH 3a00JIeBaHMsl Y Hallel
MalUeHTKH: J1e6roT 3a601eBaHusl B BUC AMCHYHKIMH BETCTATUBHOMN CHCTEMbI, BBIPAKABIIUICS B IOCTYPAIbHON MMIIOTCH3UU U HAPYILICHHSX
KHIICYHOM MOTOPUKH, OBICTPOE pa3BUTHE IEYCHOYHOH (3HAUMTENIBHOE IOBBIIICHHE YPOBHS ILNEJIOYHOH (ocdaras3bl, Kak I[0Ka3arelb
BHYTPHUIICUCHOYHOTO XOJIECTa3a) M IOYCYHOM HEIOCTaTOYHOCTH, TPOMOOLMTO3, KaK IPOsiBICHHE (YHKIMOHAIBHOIO THIIOCIUICHU3MA,
0ECCHMIITOMHOE MOPAKCHUE JIETKUX, OKEITYI0YHOH JKeIe3bl, OCYTCTBHE aMUJIOMIHOTO TIOPAYKSHUS Cep/lia U sI3bIKa.

In the presented paper provides a case of idiopathic amyloidosis. Wehighlight some features of disease in our patients: the debut of disease in
the formof autonomic dysfunction of the system resulting in postural hypotension and violations of intestinal motor, the rapid development of
liver (significant increase in alkaline phosphatase, an indicator of intrahepatic cholestasis), and renal insufficiency, trombocytosis, as an expres-

sion of functional hiposplenism, asymptomatic lesions in lungs, pancreas, absence amyloid lesions of heart and tongue.

H;monamqecmﬁ wm nepBudHB (AL) ammmonnos
BIIEpBBIC onmcaH Yaitnaom B 1886 1. [Ipencrasmuser co-
0011 Oone3Hb, SIBIAIONIYIOCS clencTBHeM B-mmMdormrapHoit
JVMCKpa3uu - Mponugepanuy aHOMAIBHOTO KJIOHA — IIJIa3Ma-
TUYECKUX KIJIETOK B KOCTHOM MO3re ¢ M30BITOYHOH MpPOIYyK-
e MOHOKJIOHAJIBHOTO MMMYHODIOOYIHHA, 00J1alaiomero
aMHJIONIOT€HHOCTBHIO. benkoM-npeAnIecCTBEHHUKOM TIpH
AL-aMMIION103€ CUNTAIOT MOHOKJIOHAJIBHBIC JIETKHE LIETIH NM-
MYHOTJIOOYITHHOB, W3 Ha3BaHUS KOTOPBIX MPOMCXOTUT abOpe-
Buatypa L (1). AL-aMunonmo3 mpeacTaBiseT TeHEpan30-
BaHHBIN TpoIecC ¢ MPeodIaaloM HOPaKEHHEM TOTO HIIH
nHoro oprana. Hanbomnee yacto mopaxaroTcst TOUKH U CEPIIIE.
Ilo manHbIM KIMHMKK Meio, cpeaHsst NpOnOJIKUTEIBHOCTh
KHM3HU OOJIBHBIX C 3THM THIIOM aMIJION103a COCTABIISIET JINIIIb
13,2 mec (1). [IpraunHO#t cMepTH Hame BCETO SBISETCS Cep-
JieqHasi HEJOCTaTOYHOCTh. PenkocTh 3aboneBaHMs, MONMOP-
TaHHOCTH TIOPAXKEHHSI X OTCYTCTBHE MAaTOTHOMOHUYHBIX CHM-
MITOMOB, CBOWCTBEHHBIX TOJIBKO aMHJIOHIO03Y, NPEACTaBISCT
3HAUUTENIBHBIC TPYAHOCTH B IUATHOCTHKE.

OCOo0eHHOCTH KIMHUYECKOW KAPTHUHBI HIMOMNATHYECKOTO
aMMJION]1032 MBI XOTHM IIPOMJUTIOCTPUPOBATH Ha CIIETYIOLIEM
npumepe. borpHas 3., 42 net, moctynuia B HePppOIOTHIECKOES
oTAeNeHNe 3aopOKCKON 00IaCTHOM KITMHNYIECKOH OOTBHHIIBI
19 oxta6ps 2004 1. ¢ ’xamo6amMu Ha TOCTOSTHHOE YYBCTBO TSKe-
CTH B ITPaBOM NoApebepbe, MyUINTEIbHOE B3[yTHE KHBOTA, TIC-
PHOIMYECKOE TTOCIA0IEHHE CTYIIa, OTEKH TOJIEHEH, CyXOCTh BO
PTY, YXYALIEHUE alllIETUTA, TOJIOBOKPY>KECHNE TIPH CMEHE 1T0JI0-
JKCHHUS Tena, pe3kyro cnabocts. B sHBape 2004 1. y OompHOM
TPHK/IBI HAOMIONANINCh CHHKOMAJIBHBIE COCTOSTHHMS, B arpere
TIOSIBIJIUCH OOJIM B JKMBOTE PA3INTOTO XapakTepa, C IOCIe-
IyIOIIeH JTIOKamu3aIeld B mpaBoM moapedepbe. B ceHtsaope
OonbHAs 3aMETHIIA OTEKH TOJICHEH, yMEHbBIICHHE KOINYECTBa
BBIJICNISIEMO MOYH, B TEUEHHE MOCIEAHUX JBYX HEICIb Ha-
Yasia HapacTaTb c1aboCTh, OSBUIIACH CyO(heOpIIbHAs TeMITe-
parypa tena. Hampasiena B Hedposormueckoe OTAeicHUE B
CBSI3M C OOHApYKEHHOW MPOTEHHYPHEH ¢ MPEABAPUTEIHHBIM
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UArHO30M “XpOHWYEcKHi TioMmepynonedputr”. [Ipu oObek-
TUBHOM OOCIIEJOBAaHHUH: COCTOSTHHE OLCHNBAJIOCH KaK CpEIHe-
TSDKETI0e, KoXKa OneTHoBaTa, eprudeprdeckie TMM(Ooy3iIbl He
YBEIIMUYCHBI, OTEKM HOT, HaJ JETKHUMHU B 0a3aJbHBIX OTAENAX
JIBIXaHWE OCJIA0IEHO, TOHBI CEp/Ia 3BYYHBIC, NEATEILHOCTD
purmugras, YCC 86 B 1 munyTty, AL 90/60 MM pT. CT., aCIHT,
TedeHb Ha 8 ¢M HIKe peOepHOM oyrH, Kpal OoIe3HEeHHBIH,
cenes3eHka He manpnupyercsa. CyTounsiit auypes - S00mit.
JlaGopaTopHble uccenoBanus. B oOmiem aHammse KpoBu
— tpombormro3, COD 25 mm/gac, cyTouHas IPOTEHHYPHS
1,1 r/cyTtku, “ckymHblif” ModeBoit ocanok, CPb cixabo momo-
JKUTETBHBIHN, 00Iwii poTenH 56 1/, anp0ymuH 321/1, B TIpo-
TeMHOrpamMMme  yBenmdenune anbda, (20%) u 6eta moOyu-
HOB (30%), MoueBHHA KpoBH 5,0 MMOJIB/JI, KPEATHHUH KPOBU
104 Mxmomnb/1, XomecTepuH 8,9 MMoi/i, OMIupyOuH OO0IIMit
11,0 mxmons/n, AcT 0,35 mxmoins/gac*mia, AnT 0,6 MKMOIB/
gac*mu, menounas gocdaraza 7435 amons/c*i1 (max N 2100
MMmode/c*im), K*4,3 mmons/n, HaTpuit 35 MMOIB/JT, TPOTPOM-
6uHOBBIN nHAEKC 87%, pubpuHoreH 2,8r/m, aHTUTENA K ABY-
crupanbHoil JIHK He BbIsABIEHBI, MapKephl renaruta oTpuLa-
tenpHBIe. DKI': BombTak B HOpME, pUTM cuHYcoBBIH, HCC60
B | MUH., 3NeKTpHYecKas OChb HE OTKJIIOHEHA, YMEPEHHbIC H3-
MEHEHHs MUOKap/a JICBOTO JKely/ouka. PeHTreHorpagus op-
TaHOB TPYJHOM MOJIOCTH: JIETKHE O€3 04aroBBIX M3MEHEHHH,
JeBBIM KyTmon auadparMbl HEUETKHH, CEp/Ie HE YBEIHUYCHO.
OI'JIC: cnusucTast >kexyaka ¥ 12-mepcTHON KHUIIKU OJeTHO-
po3oBasi, nCTOHYEHa, ckiaaku yroimeHsl. DXOKC: @B 60%,
IpoJaric MUTpagbHOTO KiamaHa I cT. Y3U oprano OpromrHoit
MOJIOCTH: aCIWT, ICYECHb 3HAUUTEIBHO YBEJIMYCHA, MapeH-
XHMMa IOBBIIIEHHONH 3XOTCHHOCTH, YMEPEHHOE pacIINpEHHUE
cocynos: v. lienalis — 9,5 mm, v. portae — 17 MM, momxey-
JIOYHAst ’KeJie3a IMOBBIIICHHONW XOTCHHOCTH, CElIC3€HKa He
YBEIIMUYEHA, IOYKH HOPMAIBbHBIX pa3MepoB. BeickazaHo npen-
TIOJIOKEHUE O KPHUITOI€HHOM IMOPTAJIbHOM IHPPO3€E IEUCHH,
OITyXOJIEBOM IIPOIIECCE, MapaHEOoIIaCTHIECKOH He(ppONmaTHH.
Jns yrouHeHHs Xapaktepa mopaxeHus nedenn 29. 10. 04.

3AMOPOXCKNW MEONLIMHCKUIA XXYPHAI 2009, Tom 11, Ne 3



OpueuHanbHble uccriedoeaHusi [

BBIMNOJIHEHA JMArHOCTHUYECKAs JIAMapOCKONUsSl C MPUILETbHON
Ouoricuel kpast nedenu. Ilpu Mopdonornyeckom mccenoBa-
HUM OMOIITaTa IEYCHH BBISBICH aMHJIOU TIPH THITMPOBAHUH
OKpaco4YHbIMU MeTogamMu AL-Ttumna. 3aKkiIounTeIbHbIN KITHHU-
yeckuid 1uarnos: Mnnonarnyeckuid (MEpBUYHBIN) aMUTIOU103
C IOpaKeHHEM MedeHu, modek. [leuenouHo-kneTouHas Heno-
ctarogHocTs III cT. XpoHudeckas moueuHast He0CTaTOYHOCTb
IV cr. [IpoBoanIIOCH JIeueHne NPETHU30JI0HOM, aTb0OyMUHOM,
JIA3MKCOM, IIyTapruHOM, OEpIMTHOHOM. BrinmonneHno 2 cean-
ca remozuanusa ¢ yasrpadunsrpanueid. [Ipumenenne xumumo-
TEpanuy B JIAHHOM Cllydae ObUIO HelenecooOpasHbIM BBHILY
MYJIBTHOPTaHHOTO ITOPAaYKEHUS U HapyLIeHUs! QYHKIMU ITOYEK.
B teuenne nocneayomux Tpex HesleNb y MalueHTKY Hadanoch
ObIcTpoe HapacTaHUE MEUYCHOYHOI M IMOYEYHOW HEeI0CTaTod-
HOCTH: MOYEBHHA KPOBHU JOCTUINIA 52 MMOJIb/J, KpEeaTHHUH
kpoBu 582 mxmonb/n, K* 5,8 mmons/i1, Ounmupyoun 124 (nps-
Moi 74) MxMoub/i1, menouHas gocdarasa 13830 uHmons/c*n
AnT 1,87mkmonb/gac*mi.  Ha done Huzkoro A/l u mommop-
raHHOM HeJocTaTtouHOCTH OonbHast ymepna. [laromoroana-
ToMuyeckoe uccaegosanue ot 27.11.2004. Ha BucnepanbHoi
IJIEBPE U B TKAHU JIETKUX UMEIOTCS MHOXKECTBEHHBIE YUaCTKU
Oeroro mBeTa IUIOTHORIACTHYHON KoHcHucTeHImH [lomkery-
JIOYHas JKelle3a Ha paspe3e uMmeeT “calbHbIi” Oneck. [leuens
OXPSIHO->KENTOrO 1IBETA, MJIOTHOM KOHCUCTEHLIUU, HA pa3pese
— “caybHBIA” OJEeCK M ““MyCKaTHBIH” pHUCYHOK. B cenesenke
OIIPEAEIIAIOTCST  BKpAIruIeHHst OEJI0ro IBeTa OKpYIIIoi (hOpMBI,
IpyUaroIue NOBEpXHOCTHU pa3pesa “carosblil” Bua. Ha paspe-
3€ KOPKOBOE BEIIECTBO MOUYEK - OXPAHO-KENTOE, C “CallbHbIM”
6ieckom. [Ipy ruCTONOrMYECKOM HCCIIEI0BAHN OOHAPYKEHBI

OTJIIOKEHMS aMMJIOUAA B COCYyAaX  MHUKPOLMPKYIATOPHOrO
pyciia JIeTKUX ¥ WHTEPCTHLIHAIBHON TKaHM, B JIMCTKAX BHC-
LepaIbHOM MIEBPBI, TOTAJIbHBIN aMUIIOU03 CTPOMBI II€UEHH,
CyOTOTaNIbHBIM aMUIION103 KITyOOUYKOB, KAHAIIBIIEB U apTEPHOII
MOY€EK, METKOOYAroBblii aMUJION]I03 CTPOMBI CENIE3E€HKH, AMU-
JIOUJI03 COCYZOB U CTPOMBI OXKETyN0uHOM xkene3sl. [1aTomo-
TrOaHaTOMUYECKUH JMarHo3: NMEepBUYHBIN (MIHOIATHYECKU)
aMUJION]I03 [IEUEHH, TI0YEK, JIETKHX, IJIEBPBI, OIKETYI04YHON
xkenesbl (Macca edern - 3200 1, mouek — 350 r mpaBast u 380 T
JIeBas, MOJKEITYJ0uHOH xene3sl — 160 1, cenesenku — 450 ).

Hy»XHO OTMETHTB, YTO KIMHUYECKH HE ObUIN pacrio3HAHbI
MOPa)KEHUsI JIETKUX, TUIEBPHI, TOMKEIYI0OUYHOH XKee3bl, cele-
3eHKU. Pemaromiyro posb B TUarHOCTUKE HAMONATHYECKOrO
aMMJION]103a UTPAIOT JaHHbIe Ouoricuu. LlenecooOpa3Ho BbI-
MIOJTHEHHE OMOTICHY OJJHOTO M3 MOPaKEHHBIX OPraHOB — I0Y-
KH, TIEYEHH, CepaLa.

Xotenoch Obl BBIJIETUTH HEKOTOPBIE 0COOCHHOCTH 3a0071eBa-
HUS y Hatel manueHTka. [Ipeskie Bcero - 1e0roT 3a001eBaHus
B BUZC TUC(QYHKIINH BEreTATUBHOW CHCTEMBI, BBIPaKaBIIHIN-
Cs B TOCTYPaJbHON THUIOTCH3WH W HAPYIICHUSIX KHUIICYHOMN
MOTOPHKH, 3aT€M - OUYeHb OBICTPOE Pa3BUTHE MEUCHOIHOI
(3HaunTENBHOE TIOBBIIICHUE YPOBHs mIenouHoi (ocdarassl,
Kak TOKa3aTelIb BHYTPUIIEYEHOYHOTO X0JIeCTa3a) U MOYCIHOM
HEJI0CTaTOYHOCTH, TPOMOOIINTO3, KaK MpOsiBJICHUE (DYHKIIHO-
HaJIbHOTO TMIIOCIUICHH3MA, OECCUMIITOMHOE MOPa)KEHHE JIer-
KHX, MTOJDKEITYOYHON XKeJle3bl, OCYTCTBHE aMUJIOMIHOTO TO-
paskeHUsI Cep/la U sI3bIKa.
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