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Annomayua. AMuiono3 — rpyiima 3a00JaeBaHui, KOTOPbIe OTIIMYAIOTCS OOIBIIUM pa3HO00pa3ueM KIMHUYECKUX MTPOSIBICHUH.
YacTora aMHII0M103a B IOMY/IALMI OKOJIO 1 %; cYnTaeTcst, 4To B MUpe OOJIBHBI aMUJIOMI030M /10 8 MJIH yesoBek. IIpencTaBieHHbIi
KIMHUYECKUH Cllydail IeMOHCTPUPYET CII0KHOCTh CBOCBPEMEHHOM NMPUKM3HEHHON AMArHOCTHKHM TEHEPAIU30BAHHOIO aMUIION]103a
BCJICACTBUE OTCYTCTBHS CIIELM(PUUECKOIl KapTHHBI O0JIC3HU M XapaKTEPHBIX JIa00paTOPHBIX n3MeHeHuH. CBOEBpeMEHHas IMarHOCTH-
Ka aMMJIONJ103a, 3HAHHUE €r0 KIMHUYECKUX 0COOCHHOCTEH HEOOXOAMMBI 11 HPABUIBHOTO BHIOOPA TAKTUKU BEACHUS TaKUX MAIlUCH-
TOB, 4TO OYZET CIOCOOCTBOBATH CHIKEHUIO YaCTOThI JIETAIBHBIX HCXOJ0B OT aMUJIOM03a M €r0 OCIOKHEHHUH.

Knrouesvie cnosa: AL-amuinonio3, CUCTEMHBIH aMMIION/I03, I0YEYHAs HEAOCTATOYHOCTh, CEpJeUHasi HEJOCTaTOYHOCTh, He-
(dporryeckuit CHHAPOM
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Systemic AL amyloidosis with primarily involvement of the heart and kidneys:
clinical case

A.E. Shklyaev, O.V. Andreeva **, S.G. Zamyatina, N.A. Kiryanov
Izhevsk State Medical Academy, Izhevsk, Russia

Annotation. Amyloidosis is a group of diseases that have a wide variety of clinical manifestations. The frequency of amyloidosis
in the population is about 1%; it is believed that up to 8 million people in the world have amyloidosis. The presented clinical case
demonstrates the difficulty of timely intravital diagnosis of generalized amyloidosis due to the lack of a specific disease picture and
characteristic laboratory changes. Timely diagnosis of amyloidosis and knowledge of its clinical features are necessary for the correct

choice of management tactics for such patients, which will help reduce the incidence of deaths from amyloid.
Keywords: AL amyloidosis, systemic amyloidosis, renal failure, heart failure, nephrotic syndrome

AMUION03 — TpyMIia 3a00IeBaHUN, KOTOPBIE OTIH-
4aloTCs OONMBIIMM Pa3sHOOOpa3neM KIMHUYECKUX MPOSB-
JCHUN 1 XapaKTePU3YIOTCSl BHEKIETOUYHBIM OTIIOKECHUEM
HEPACTBOPUMBIX MATOJIOTHYECKUX (QUOPIIIIAPHBIX Oel-
KOB B OpraHax M TKaHSX, 00pa3yloluXcs B pe3yJabTaTe
CIIOKHBIX OOMEHHBIX M3MeHeHui. YacTtora amuiaonmgosa
B momynauuu okono 1 %, B mMupe OOIbHBI aMUIIOHIO-
30M 110 8§ miH yenoBek [1]. Knmaccudukanus amuiaongo-
3a OCHOBaHA Ha XapakTepe OCIKOB-TIPEANICCTBEHHHKOB
TUTa3MBl, KOTOPBIE B JajbHEimeM GopMupyroT Gudpmi-
nspHble Oenku. B 3aBUCHMOCTH OT CHEIU(UIHOCTH OC-
HOBHOTO O€JKa aMIJIOM/Ia BBIICTSIOT HECKOIBKO (opM
amMminonao3a: A (aMuwiIonmHBINH A-mporenH), L (merxue
menu nMMmyHormoOynmuHoB), TTR (TpancTuperun), f2-M
(Bo-mukpornobynun), B (B-nporenn), JAPP (octpoBxko-
BBIH aMUJIOWTHBIN TTonurienTum) [2].

Knuandeckue mnposiBieHust 3a00J€BaHUS MHOTO-
00pa3HbI U MOTYT BCTPEUAThCS B MPAKTUKE BpaucH pas-
HBIX crenuaibHocTell. Hambomnee Tskenmyro W pasHO-
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00pa3HyI0 KIMHUYECKYIO KAPTHHY OTMEYAIOT Y OOJIBHBIX
AL-aMuI0M1030M, UIsi KOTOPOIO XapakTEpHO TIeHepa-
nu30BaHHOE TedeHue [3]. AMuiongHas WHQWIBTPANAS
mpu AL-amunonjo3e cmocoOHa 3aTparuBaTh MPaKTH-
YeCcKH JI000I1 opraH, HO NMPEHMYIECTBECHHO MOpPakaeT
cepAle, MOYKH, MEUYEHb, CEIE3CHKY M B MEHBIICH cTe-
TIEHN KeITyJOYHO-KUIICYHbIH TPAKT, HEPBHBIC BOJOKHA,
3a UCKJIIOUEHUEM OT/ENIOB LIEHTPAJIbHON HEPBHOM CUCTE-
MbI [4]. TTopaskeHre TTOYEeK P aMUATIONU03€ TPOSIBIIICT-
CSl TSDKEJIOW TMPOTeHHypHeH, HePPOTHUECKHUM CHHIPO-
MOM M IPOTrPECCHPOBAHUEM IO TEPMHUHAIBHOW CTaIuu
mouedHoil HemoctarouHoctu [5]. Ilopaxenme cepama
XapaKTEepU3yeTCs YTOJIIEHHEM MEXKEIyJOUKOBOH Iie-
PETOPOAKH M CTEHKH JKEIyJOYKOB, YTO MPUBOIUT K CH-
CTOJINYECKON MM JTUACTOINYECKON AUC(YHKINN U CUM-
ToMaM cepaedHon HepocTarouHocTH [4]. [IpakTnueckn
y BCceX OOJNBHBIX NMEETCsI TEHEPATHN30BaHHOE OTIOKEHHUE
aMHJION/Ia, OTHAKO, HEPE/IKO BBISBIISIOTCS TPU3HAKH TIpE-
HUMYIIECTBEHHOTO TIOPaXEHUS OTHOTO OpTaHa.

Vol. 21, Ne 4. 2024 173




BECTHUK
BOJITOI'PAICKOI'O TOCYJAPCTBEHHOI'O
MEJUIMHCKOI'O YHUBEPCUTETA

HEJb PABOTbI

IIpeacTaBuTh KIMHUYECKOE HAONIONCHME, IEMOH-
CTPUPYIOLLEE CIIOKHOCTh CBOEBPEMEHHON IPUKUZHEHHOM
JMAarHOCTUKHU CHCTeMHOTO AL-amunonosa.

KIIMHNYECKOE HABJIIOJJEHUE

[amment K., 68 et rocnuTann3upoBaH B SKCTPEH-
HOM TopsiaKe B Hedpoiormyeckoe oraeneHne bY3 VP
1PKb M3 VP 22.11.2021 r. B cBs13u ¢ HEIPPEKTHBHOCTHIO
MIPOBOIMMOM TEpaITy U yXYAIICHNEM COCTOSHHS.

Anamue3 3a0oneBanmsa. CumTaer ceOs OOMBHBIM
¢ Hos10ps1 2021 ., KorIa cTamm OECIIOKOUTB OO B )KUBOTE, OT-
BpallIEHNE K MACHOM IHIIE, HOCOBBIE KPOBOTEUEHHSI, PBOTA 110
4 pa3 B CyTKH, TIOCIIE TIpHEMa JIF000H ITHIIM U BOIBL, TOIITHOTA,
BBIpaKeHHAst 00Imas cinaboCTh, CHIKEHHE CYTOYHOTO JTIype-
3a. OOpaTuics K TepareBTy C jkKajJo0aMi Ha OOIIYIO CITab0CTh,
CHIKEHHE alllleTHTa M Macchl TeJla Ha 6 Kr 3a 3 Mecsiia, 6o
B MKPOHOJKHBIX MBIIIIAX, CHIbHEE NPH X0zb0e. Bbbut rocnu-
TaITM3UPOBAH B TEPATIEBTHYECKOE OT/IENICHIE PaifloHHOM 00ITh-
aune! ¢ 18.11.2021 . mo 22.11.2021 1. ¢ muarso3om XBIT C5.
B cB3u ¢ HapacTaHMeM a30TeMHH TS JalbHEHIIero ooce-
JIOBaHMs M KOPPEKIMHU TEpanuy TepeBeieH B Hepomornye-
cxoe otnenennu bY3 YP 1PKb M3 VP.

®usukanbHas auarHoctuka. Ilpu mocrymiuenun co-
CTOSIHHE TIAIIMEHTA YIOBJIETBOPHUTENbHOE. KOoXKHBIE MOKpO-
BBl OJIEZHBIE, AKPOIMAHO3, KOHEYHOCTH XOJIOAHBIE, CyXHe,
KOXKa MIGNYIIUTCS, PE3KO CHIDKEH Typrop. Iemopparuu
HAa KOK€ BEpXHHUX KOHEYHOCTEH B MeCcTaX MHBEKIMA. B 00ma-
CTH IUCTAITFHBIX (pajTaHr MasibIeB KucTel yzemku [ ebepaeHa.
YacroTta mpixanus 18 B MuHyTY. JpIXaHHE BE3UKYISPHOE,
MOOOYHBIX JIBIXaTEIBHBIX ITyMOB HeT. TOHBI cep/ua puTMud-
HBIe, sicable. [Tymbe 76 ymapos B muH. AJl 110/70 MM pT. CT.
SI3BIK BIQ)KHBIN, 00J0KEH OEO-)KEATHIM HajeToM. JKHUBOT
MSTKHA, 6e30071e3HeHHEIH. [1edeHb He BBRICTYTaeT U3-1oj pe-
Oepuoit ayru. Cene3eHKa He MaTBIUPYETCs.

JlaGopaTopHO-MHCTPYMEHTANIBHBIE ~HCCIIEJOBaHMU.
[Tpn mocTyluleHHH BBISBICHBI BOCHAINTEIBHBIE H3Me-
HeHHs B oOmem aHammse kpoBH (23.11.2021 1.): mefiko-
mutel 17,11 x 10°/n, remomto6un 106 /1, COD 34 mm/4.
B OunoxmmuueckoM aHamu3e KPOBH CHIDKCHHE YPOBHS
obmero Oenka 48,71 1/7, MpU3HAKKA a30TEMHH: MOYEBHU-
Ha 35,25 mmons/n, kpearnnud 700,96 mxmons/nm, AJIT
61,30 En/m, ACT 38,97 En/m, menounas ¢ocdara-
3a 350,68 Egn/m, tpomonmu 1 2,77 ur/mn. Muormooux
1000 wr/™mn, KOK-MB 69,44 En/n. Ilapar-ropmoH
311,0 nr/mu, Bo-muxpornobynua 12489,0 Hr/MiL.

B o6mewm ananuze moun (23.11.2021 1.): mpoTenHy-
pus 2,0 /1, mrroko3ypus 2,8 MMOJIB/I. AHAJIH3 MOYHU TI0
Heunmnopernxo (23.11.2021 1): neixommter 7500 i1/mut,
sputporuTsl 11000 x1/Mi. AHaTH3 MOYH 110 3UMHHUIIKOMY
(24.11.2021 r.): o6vem cyTouHoit Mouu 780 M1, THIIOCTE-
aypus 1,007 r/m.

Pentrenorpadust merxux ot 22.11.2021 r.: rumocras,
TUMOBEHTWJISIIUS 0a3albHBIX OT/ENIOB, KapTWHA HHTEP-
CTHIMATIBHOTO OTEKA JIETKHUX.

174 T. 21, Ne 4. 2024

JOURNAL
OF VOLGOGRAD STATE
MEDICAL UNIVERSITY

TpancropakanbHast axokapauorpadwus ot 26.11.2021 r:
NPU3HAKN KOHIIEHTPUYECKOW THIEpPTPO(GUH CTEHOK JIEBOTO
JKEITYJI0UKa, TUIaTaIMs JIEBOTO U MPABOTO MPEeCEepAuie, HEl0-
CTaTO4YHOCTh A0PTAJILHOIO KianaHa Il cT., HenocTaro4HOCTh
murpanpHoro knanasa II-III cr, HemocTaro4yHOCTH TPUKY-
crimpanbHoro kiamada II-III cT., HemocTaTouHOCTH KilamaHa
sierouHou aprepud Il cT., yMepeHHas ierouHas rurnepreHsus,
YMEpEeHHBII BBINOT B nepukapze. Cucronuyeckas QyHKIus
JIEBOTO YKEITYJI0UKa YIOBJICTBOPHUTEIBHASL.

JlymiekcHoe CKaHHUpOBAaHUE apTepHil U BEH MOUYeK
ot 27.11.2021 r.: axorpaduyeckne NprU3HaAKU TOBBIICHHS
JINHEHOW CKOPOCTH KpPOBOTOKAa II0 OCHOBHOMY CTBOJIY
MOYCYHOM apTepuu ¢ 00EUX CTOPOH, CHIKCHHE JINHCHHOM
CKOPOCTHU KPOBOTOKa IO CCTMEHTAPHBIM U MECKIOJIEBBIM
aprepusM crpasa. [oBblIeHne HHEKCAa PE3UCTEHTHOCTH
IO BCEM HCCIE0BAaHHBIM apTEePUSM.

JlymiekcHoe CKaHMpOBaHKE OPIOLITHO a0PTHI U €€ BUC-
HepaibHbIX BeTBel oT 27.11.2021 1: mpu3HaKy CTEHOOKITIO-
3UPYIOLIEH MaToJIOT UK OPFOLITHOI a0pTHI M €€ BUCLIEPATBbHBIX
BETBEH C TCMOAVMHAMHUYCCKH 3HAYUMBIMH CTCHO3aMHU.

D3o¢aroractpoayonenockonus ot 29.11.2021 r.: xa-
na3usl KapJuu, ciIabOBBIPAXKEHHBIH O4aroBblid arpodudye-
CKH aHTPAJIbHBIN FaCTPUT.

KommeioTepHass Tomorpadusi OpraHoB TpYIQHOM
nojoctd oT 29.11.2021 1. HHTEpCTUIMATBHBIN OTEK
JIETKUX, JIBYCTOPOHHHMH THIPOTOpPAaKC, OPOHXHUT 2 CT.
Jlumbanenonarus cpeocTeHUs. ATEPOCKIEPO3 a0PTHI.

JlymiiekcHOe CKaHMPOBaHUS apTepUil U BEH HUKHUX
koHeuHocted ot 29.11.2021 r: mpu3HaKu CTEHO3UPYIOIIe-
TO aTepoCKIepo3a apTepuil HWKHUX KOHEUHOCTEH; h3Me-
HEHHE KPOBOTOKA IO THUIBHON apTepHM CTONBI ¢ 00eUx
ctopoH. IlpusHakoB (eboTpomMO03a HIKHHUX KOHEYHO-
CTEH HE BBIABJICHO.

VIbTpa3ByKOBOE HCCIEJOBAaHUE OPraHOB OpPIOLIHOM
nonoctu ot 09.12.2021 r.: BepaxkeHHbIe TUPY3HBIE H3-
MEHEHHUS MapeHXUMBI 00eHX MOYEK (CHMIITOM «THII09XO0-
TeHHBIX NMUpaMui»). HesHaunTenpHOE yBeNWYeHUE mede-
Hu. Jledopmarus xemynoro myssipst. AnddysHbie n3me-
HEHUS B TOJDKENTYIOYHOM kene3e. CBOOOMHAS KHKOCTh
B IUICBPAJIBHBIX MMOJIOCTAX.

MenrkaMeHTO3Has Tepanus: GypoceMul, JaKTyio-
3a, CUMBACTaTHH, KETOCTEPUI, OMEIPa3oll.

Junamuka u ucxonpl. 24.11.2021 r. manueHT oT™me-
T YXyAIIEHUE COCTOAHUA — YCHIUIIUCH aCTCHUYECKHUU
CUHAPOM, CHHWIXCHHEC alIll€TUTa, IOABUIIUCH CYAOpPOIru
B KUCTAX, B UKPOHOXXHBIX MbIIIIAX 110 HOYaM. B cBs3u ¢
HapacTaHueM a3oTeMuu (MouyeBuHa 36,79 MMoOIIB/JI, Kpea-
TUHUH 575,71 MKMOJIB/T) Hauat reMojuainu3 (3 pasa B He-
nento). [1o Hoyam ctain oTMedarh HeOOJIbIIOe TTO3HAOIMBA-
HHUE, IOABUJIACH OTAbINIKA C HApaCTaHUEM IIpU XO}II)6€ 10
nayiaTe. Ycuimiaach TOUIHOTA (IIPU IIpUeMe Msica), U3Kora
nocie mpuema Jr000# muiu. [TosBUIMCH TACTO3HOCTH
BEK, OTEKHU TOJICHEH 10 HIKHEW TpeTH. AyCKyIbTaTHBHO
KpenuTalnus HaJl BCe NOBEPXHOCThIO Jerkux. [lanuenty
Ha3HaueHa Kucioponorepanus. I[lo maHHBIM 0OIIErO
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aHayiu3a KpoBW: aHemus (remonioOus 105 r/m), neiiko-
muto3 (17,87 x 10%m), moeeimenne COD mo 52 mMm/4.
B OnoxuMuueckoM aHann3e KpoBH: COXpaHsUIach a30TEMUS
(moueBuHa 28,91 mMmob/i1, kpeatnHuH 692,1 MKMOJIB/),
poct CPb no 62,26 wmr/n. IITT" 321 nr/mn, docdop
1,76 mmonb/n, Pa-muxpornoOynun 14062,0 ur/miu. Boib-
HOMY ObLIa HA3HAYCHA AaHTUOAKTEepHATIbHAS Tepanus 1ned-
TpuakcoHoMm (2,0 BHyTpuBEeHHO 1 pa3 B neHb), sxenesa 11
THJIPOKCHJICAXapO3HBIA KOMILIEKC, MapUKaIbIUTON, TO-
pacemMu, SHOKCUNapuH, 5%-s1 TIIOKO3a (BHYTPUBEHHO).
Hecmotrpst Ha JieueHHe, COCTOSIHHE OOJIBHOTO Mporpec-
CHBHO YXY/ILIAJIOCh: CTAIM HApacTaTh OJIBIIIKA, OTEKH,
ycunmiach o01masi ciabocTh, TOSBHINCH 3arpyJHHHBIC
6omu. C mojo3peHHeM Ha OCTPBI MH(APKT MHUOKapaa
13.12.2021 1. oH ObLI IIEPEBEICH B OT/JCIICHUE aHCCTE3UO-
JIoTHH-peaHuManuu. JlabopaTtopHbIie TaHHbBIC: JTCUKOIUTHI
11,95 x 10%/11, remornioGuu 93 /11, TPOTTOHUHEI 2,77 HI/MJI,
muorodun 955,00 Hr/mn. Ha3HnaueHa BHYTpHBEHHasi WH-
tyszust 0,1%-ro pactBopa HuTporHieprHa. HecMoTpsi Ha
MPOBOIMMYIO HHTCHCHBHYIO Teparmuto, B 202 15.12.2021 &
MPOM30IIUIa OCTAHOBKA CEPACUYHOW JESITENLHOCTH, IMpO-
BEJICHHBIN B OJIHOM 00beMe KOMIUIEKC PeaHHMMaIlMOHHBIX
MmeponpusiTuid dddekra He nan, Obula 3adUKCUpOBaHA
Ouonornyeckas cCMepTb.

Knunnueckuit auartHo3. MynbsTr(OKaIbHBIH aTepo-
CKJICPO3 TPYIHOTO U OPIOIIHOTO OTAENOB aopThl 10 50 %
u ee Berel (HIIJIA cneBa u cnpaa mo 70-75 %, UC
1o 70 %, BBA 60-70 %). Arepockiepo3 BLIA, cTreHo3bt
BCA cneBa 55-75%; oOnurepupyromuii arepocKiepo3
COCYZIOB HIDKHUX KOHEYHOCTEW 2—3-U CTENeHU, dTaKHBIC
cTeHo3bl OenpeHHbIX aprepuit 1o 70 %, IIKA 55-60 %,
aprepuii ronenu 10 70%, a Takke cOCy/10B MOUYEK, CTEHO3
mpaBoif moueuHoit aprepun Ha 54 % (o CKT) ¢ pa3Buru-
em unremuueckoi Hepponaruu. XBIT C51/A3 (¢ makcu-
MallbHbIM ypoBHeM KpearnHuHa 1241 mkmons/n), KMH-
XBII (BTOpHYHBIE THUNEpPHIAPaTUPEO3, T'MIOKAIbIIUEMHUS,
runieppocdaremus, TsoKenblil gedpunut BuTamuHa J1).
AHemus TepBOH CTENEeHH.

OcJ10)KHEHIE OCHOBHOTO 3a00JIeBaHusI: YpeMUuecKast
KapauomMuonarusi.  MuokapuaibHas — HEIOCTaTOuHOCTh
(DB =52 %). AprepuanbHasi TUTIEPTOHUS 3-i CTeneHH, 10-
CTUTHYTa TIepBasi crerieHb nobienus AJl. Tuneprpodus
JieBoro skenmynouka. /lumararms nesoro npencepans, HAK
11, HMK TI-II, HTK II-11I, HJIK I, 3HaunTenbHas jerod-
Hag runepreHsus. XCH 2B (BeHO3HBIN 3acTON B JIETKHX,
TUJIPOTIEPUKApP/, PELMIUBUPYIOIINNA MHTEPCTULMAIIbHBIN
orek yerkux or 22.11.2021 r, nepudepuueckue OTEKH).
KapnuopeHanbHbIH CHHIPOM 2-T0 THTIA.

ComnyTtctyromue 3aboneanusi: X1UBC.

Pesynprarel ayroncuu. B OpromHoi#t momoct 110
500 mi, B muieBpalbHBIX oJocTax A0 1500 mi, B cepred-
HOM copouke 70 300 mMa npo3padHoi kunkoct. Cepaie
Mmaccoit 450 1, moTHoe Ha omryms. [lomocTu cepama He
pacmpensl. Muokap Ha paspe3e DIMHHCTOTO BHJA C
TYCKJIBIM CaJIbHBIM OJiecKkoM. BeHeuHble apTepuu ¢ Kajb-
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IMUHUPOBAHHBIMU 6J'I§HHKaMI/I, CYKMBAOMIMMHU TPOCBET
Ha 50 %. AopTa ¢ TUIOTHOW CTEHKOH U MHOKECTBOM KaJjib-
IMUHUPOBAHHBIX  JKCJITBIX OJIsIIIIEK MPpEUMyHICCTBEHHO
B OpIOIIHOM OT/ene. ApTepur OCHOBaHHS MO3ra ¢ MHO-
KECTBOM XKEJIThIX 6JI$IIH€K, KOTOPbIE MECTaMU CYKHBAIOT
NIPOCBET. B yCThsIX NOYEUHBIX apTEpUll INIOTHBIE KaJIbLU-
HupoBaHHbIe Osimky. [leuens maccoid 2000 1, muoTHAas.
Ha paspe3e opHOpomHas, CBETIO-KOPUYHEBOTO IIBETA,
C MEIKHUM KpacHbIM «kpamom». IToukm maccoit 300 1,
Ha OIYyMb YIUIOTHEHBI, ()UOPO3HAST KaICylla CHUMAETCS
¢ TpyznoM. Ha moBepXHOCTH MOYEK MHOKECTBEHHBIE PyO-
1oBBIe 3amaganus pasmepom ot 0,5 mo 1 cm. Ha paspese
MapeHXMMa MOYEK OTHOPO/IHAS, 0€3 YETKHX TPAHHIL] MEKITY
cinosiMu ¢ TyckibiM OieckoM. Cenesenka maccoir 1000 T,
O4YCHb TIOTHOM (JIepeBIHUCTON) KOHCUCTEHIINH, Ha pa3pe-
3€ OAHOpOAHAas, BETYMHHOI'O BHU/JIA.

I'ucronornueckoe uccnenoBanue. Cepane — Kap-
JMOMHOIMTHI runeprpoduposansl, nuddysHbiii kapau-
ockiepos. [Tpu okpacke Ha aMHIIOH]] B CTPOME U CTEH-
KE& COCYJIOB OTJIOXEHHME aMIJIOHAHBIX Macc (puc. 1).
CeneseHka — KpacHas IyJbla TOJHOCTBIO 3aMellleHa
OAHOPOJAHBIMU MacCCaMH, JAOUMIMMU TIOJIOKUTCIbHYIO
okpacky Ha ammioua (puc. 2). [Toukn — pe3koe yMeHb-
LICHUE YKCclia KIyOOYKOB, OT/ICIbHbBIC MOJHOCTHIO 3aMe-
LIEHbl OJHOPOIHOM MacCOM, JArOLEd IMOJIOKUTEIBHYIO
peaxiuto Ha amuiious (puc. 3). B cTeHke cocynoB Takke
BUJIHBI OoTIOXeHUs1 amunouna (puc. 4). [Ipu uccnenona-
HUW TKaHU JICTKUX B CTCHKE COCYA0B BHUJHBI IIJIOTHBLIC
TOMOTE€HHBIE MACChI, AAIOIIHE TTOJOKUTEIbHYIO PEaKIHIO
Ha amuioua. [Ipu uccnenoBaHuKM OpraHoB B MOJSIPU3a-
LIMOHHOM MHUKpPOCKOIe 00HApy»XEHO 3eJIeHOBAaTOE CBeye-
HUE aMuIIona. B KOCTHOM MO3re CKOIJIeHHE KIIETOK, Jla-
IOLIMX MOJIOKHUTEIBHYI0 PEAKIIMI0 C MOHOKJIOHATBbHBIMH
antutenamu k CD38 (puc. 5, 6).

ITatonoroanaromuueckuii  auarHos: IlepBuunbiii
aAMMJIOMJIO3 C TIOPAKEHUEM TI0UYEK, CEJIe3EHKH, MHOKap/a,
Jlerkux. Ypemus. BonsHka cepo3HbIX OJIOCTEN.

Puc. 1. Amunouo 6 cmpome u cmenke cocydos cepoya.

Oxpacka zemamokcunun-203ut, *100
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Puc. 2. Amunouo 6 KpacHoil nynivhe cene3éHKu. Puc. 3. [Toueunviti k1y6ouek 3ameuyer amuiouOHbLMU MACCAMU.
Oxpacka konzo kpacuwiii, X200 Oxpacka konzo kpacuwiti, x400

Puc. 4. Amunouo 6 cmenke cocyoa 6 nouxe. Puc. 5. llponughepayus knemok kocmuoeo mosza.
Oxpacka koneo kpacuwiti, 200 Oxpacka zemamokcunun-203ut, <200

Taxum 0Opa3oM, y OOIBHOTO OBLT aMHIION]I03 C TTOpa-
YKEHHEM T0UeK, CEIIe3eHKH, cep/a 1 ierkux. OOHapykeHne
B KOCTHOM Mo3re Tpoiudepaiuy JTUM(OIUTOB, TAIOIINX
peaximio ¢ MOHOKJIOHAJbHBIMU aHTuTeNnamu k CD38, maer
OCHOBaHHME TPEeANoNararb pa3BUTHE IEPBUYHOTO aMHIION 10~
3a, KOTOPBIN CBA3aH C TUIEPHPOAYKIUEN JIeTKUX Leneld UM-
MYHOIJIOOYITHHA C TTOCIEAYIOIIM 00pPa30BaHUEM B TKAHSX
BHYTpEHHHX opranoB AL-amuonza.

AMMITONI03 — TSHKETO MpoTeKaroliee 3a00IeBaHue,
OTJIMYAETCS. MHOTOOOpa3sreM KIMHUYECKUX IPOSBICHHH,
OTpeNiesIeMbIX TOPaXEHUEM pPa3IuYHbIX opraHoB. Kax
MIPAaBUJIO, IEPBUYHBIA aMIJIONI03 YaIlle BCErO BCTPEUaeT-
Cs1 Y JIMI] TIOXKHJIOTO BO3pPacTa, XapaKTepu3yeTcs JITUTEIb-
HBIM JIATCHTHBIM TE€YEHHEM, IPOTEKAIONINM ITOJ MACKOH
IPYTAX 3a00JICBaHUA, C MOCICAYIOMIUM OBICTPBIM TIPO-
IPECCHPOBAHUEM, TIJIOXO MOZJIAECTCS Tepanuu [4].

C y4eToM MpenMyIIeCTBEHHOTO MOPaKEHHsI CepAra
1 TI0YeK, B KIIMHUYECKOW KapTHHE TaKuX OOJbHBIX MPeood-
JIAZJal0T CUMITOMBI XPOHUYECKOM CEPACUHON U ITOUYEUHON

Puc. 6. Dxenpeccus CD38 6 nnazsmamuueckux Kiemkax

KocmHoeo mosea, x200
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HeJI0CTaTouHOCTH. HeoOXoqMMO yUnThIBaTh, YTO OHUM M3
BO)KHEHMIINX NPHU3HAKOB aMUJIOMJ03a OTHOCHTCSI CHCTEM-
HOCTh MOPaKCHUS, KaK B NPUBEICHHOM KIMHHMYECKOM Ha-
Omronennn. B kadecTBe KimHMUYecKod ocobeHHocTH AL-
aMHUJIOUI03a MOKHO OTMETUTH 3HAYUTEIIBHOE CHIKEHUE
Macchl Teda 06e3 BBIPaKCHHOTO OTCYTCTBHUS alleTUTa, Y4TO
OTMEYAJIOCh Yy MauueHTta. JlaHHBIA KIMHUYECKUH MpH-
Mep JIeMOHCTPHPYET HEOOXOIMMOCTh CBOEBPEMEHHOTO H
MHOTOITPO(HIBHOTO TOAXO0Aa K THATHOCTHKE CHCTEMHOTO
aMMJION 1033, C 00513aTeNIbHON T'MCTOIOTHYECKOH Bepr(HKa-
IIMell IMarHo3a 1 UMMYHOTHCTOXUMHYECKUM BBISBIICHHEM
MIaTOJIOTHYECKOTO KioHa B-kmetok [6]. CpemHss mpomon-
JKUTEIBHOCTD KH3HU TOCIIE TTOCTAHOBKU AUArHO3a COCTaB-
asteT okoio | roza [2]. OcHOBHOM PUYINHOM cMepTH 00Ib-
HBIX aMHIJIOMI030M, B TOM YHCJIC HAXOISIIINXCS HA TEMOJIN-
ajmse, SIBISIIOTCS CEPICUHO-COCYANCTRIC OCTOKHEHuS [3].

3AK/IIOYEHHUE

JleMOHCTpanysi JaHHOTO KIMHUYECKOTO CITydasl CBU-
JIETEJILCTBYET O TOM, YTO PEAKOCTh W OBICTpast MpOrpecchst
aMWJIONJ03a YacTO 3aICPKUBAIOT IIOCTAHOBKY TOYHOTO
JINarfo3a, MpUBOJA K IMOJIMOPraHHOMY IOPAKEHHIO, YXYI-
HIAIOIIEMY MPOTHO3 AJsl SKU3HU Y IEPCHEKTHBBI JICUECHHUS.
CBoeBpeMeHHasl AMarHOCTUKA aMIJIONI03a C LETbI0 YITyd-
MICHUA MPOTHO3a BO3MOKHA JIMIIb IPU FJ'IyGOKOM TTIOHUMa-
HHH BCETO CIIEKTpa 3a00JIeBaHMI ¢ pa3HOOOPa3HOH CHMIITO-
MATHKOH, MACKHPYIOIIEH CHCTEMHbIE ()OPMBI aMIIIONI03a.
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