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A MUJIOMI03 — 3a00JieBaHUe U3 IPYITITBl CUCTEMHBIX TUCIIPOTE-
HO30B, XapaKTepu3ylollleecsl BHEKICTOYHBIM OTIOXEHHEM
B OpraHax 1 TKaHsIX aHOMaJIbHOTO (hMOPUJUIIPHOTO OeJIka — aMM-
nouna. ExeromHo BO BceM MUpe IHMAarHO3 aMUJIOWIO3a CTaBST
B 5—9 HaOmoneHusix Ha 1 MJIH MalMeHTOB BHE 3aBUCUMOCTH OT
Tura amuiaouaa [1]. JlanHoe 3abosieBaHuEe MOXKET ObITh KaK U30-
JIMPOBAHHBIM U ITOPaXaTh TOJIBKO OIUH OpPraH, TaK U CUCTEMHBIM,
BOBJICKAIOIIMM B MATOJIOIMYECKHIA TTPOLIECC HECKOJIbKO OPTraHoOB,
C Pa3BUTUEM MOJTMOPTaHHOW HEIOCTaTOUHOCTH.

OmHUM U3 U3JTI00JEHHBIX OPraHOB-MMIIIEHEW MTPU CUCTEM-
HOM aMUJIOUa03e sIBiIsieTcs neyeHb. CpemnHsIst TPOIOIKUTEb-
HOCTb XXU3HM Y MallMeHTOB ¢ AL-aMMJIOMI030M COCTaBJISIET OT
10 1o 18 Mec, a mpu BOBJEUEHUM MEUYECHU B MATOJOTUYECKUI
npoliecc oHa cokpaitaercsa 1o 10—14 mec. B ciyyae pa3Butusi
MOPTaJbHOM THUIEPTEH3UU BBDKMBAEMOCTh COKpAIAeTCs 10
8—9 Mec, a Mpu NPUCOEAMHEHUN XOJIECTATUUECKON XKEeATYXU —
no 3—5 mec [1, 2].

CoracHO OMOINCUAHBIM JTaHHBIM, AMUJIOUI03 TIeYeHU
IarHoCTupyeTcst 6ojiee 4yeM y 54% MalMeHTOB ¢ CHCTEMHBIM
AL-ammionno3om. OIHAKO CUMTAETCSI, YTO AAHHBIA TPOLIEHT
3aHUXEH, MOCKOJIbKY JUISI B3STHUS OMOICUM MpPU TOAO3PEHUU
Ha CHCTEMHBI aMWJIOWAO3 MeYeHb He SBISIETCS IPEIITOYTH-
TeJbHBIM OpraHoM. KM3-3a prucka BOBHUKHOBEHMS OCIOXHEHUIA
BO BpeMsl ee MpoBeAeHUs Haubosiee 4yacTo OMOITAThl OEpyT U3
MOAKOXKHOM XXUPOBOM KJIETYATKU, NECHBI, TIPSIMON KUIIKH, 10-

yek. [1o pesyiabraTaM ayTOTICUAHBIX MCCIEIOBAHMI MOpakeHUE
revyeHu BeTpeuaetcst 6osiee yeM B 96% ciydaeB AL-amuiongosa
[3-5].

CHOXHOCTh KIIMHUYECKOW JTUArHOCTUKYM aMUJIOUI03a Teve-
HM 3aKJTI0YAeTCsl B OTCYTCTBUM MATOTHOMOHMYHBIX CHMIITOMOB.
JuchyHKIMS TIeYeHH, KaK TMPaBUIO, MPOSIBISETCS TAKUMU OC-
HOBHBIMU CUMIITOMAaMHU, KaK TeraToMeraiusi, BCTpeyaroiascs B
33—-92% cnyuaeB, a TaKKe TIOBBILLIEHUE YPOBHS MEUEHOYHBIX (hep-
MEHTOB. YacTbIMM CHMIITOMAMU SIBJISIFOTCSI TMTOHWXKEHUE MAacChl
tena (72%), noBblleHHAsT yToMmasieMocThb (60%), nruckoMdopr B
abaoMuHanbHO# obnactu (53%), notepst annerurta (26%). Penko
BCTPEUAIOTCs TaKWE CUMIITOMBI, KaK OTEKHM, aCIUT, XOJeCTaTh-
yeckasl XeaTyxa, CIUIEeHOMerajaus, aHOpeKcus, TollHoTa [5—7].
OnHAaKO HECMOTpPsT HAa MHOXECTBO KJIMHUYECKUX TPOSIBICHU,
TOYHBIA TMArHO3 MO3BOJISIET YCTAHOBUTH JIMILb OUOTICHUST TICUCHU
[8]. BuorcuiiHblii MaTepuan OKpallMBaeTCss KOHIO KPACHBIM U
MpY 0OHAPYKEHNUN KOHTOMUIUY UCCIICAYETCS B TIOJISIPU30BAaHHOM
CBETe, B KOTOPOM JIJIsl aMUJIOnIa XapakTepeH 3(hdekT aBoiHOTOo
JIy4eTpeIOMIICHUST, O0YCIOBICHHBIN Crien(DUIECKUM CBOVCTBOM
aMWIOUIHOM (HUOPWILIBI — Kpocc-P-cKinaayaroit KoHdopMaim-
eit. [Ipu MUKPOCKOIMUU TOJBKO aMUJIOUIHBIE OTIIOKEHUSI UMEIOT
SI0JIOYHO-3€JIeHYI0 OKpAacKy. B nanbHeiieM HeoOX0IMMO UMMY-
Horucroxumuueckoe (MI'X) tunupoBaHue aMUIOUIHBIX OTIOXE-
HMIA JUTS1 yCTAHOBJICHUST IPOTHO3a U BHIOOPA MTPABUIbHON TAKTUKU
JleyeHus1 nauueHTa [6, 9, 10].

[1pu MaTOrMCTONOTNYECKOM MUCCIIETOBAHUM TICYCHU aMUJIOM]T
0OHApYKUBAETCSI B MOPTATHHOM TPAKTE B BUIEC WHTEPCTULIMANb-
HBIX U COCYAMCTBIX OTJIOKCHUI, IPUBOISIIMX K aTpoduu rerna-
toumtoB. KpaitHe peiko BcTpevaeTcs IOOYyISIpHbIN aMUIOUI03,
MPY KOTOPOM aMUJIOU/I OTKJIAbIBACTCS B IEYEHU B BUJE KPYTJIBIX
WJIA OBaJIbHBIX KITy0OouKoB [11—13].

B oTinume OT reveHu, KeTIHbIN My3bIPh SBISIETCS OPTaHOM,
KOTOPBI KpailHe peIKO MopaxkaeTcsi aMUIOnI030M. B iutepatype
ONMCaHbI ¢AMHUYHBIC CIIyYan OTIIOXEHUS] aMUJIOUIHBIX CyOCTaH-
LM B CTEHKAX XeJTYHOTO My3bIpsi. KIIMHUYECK1e CUMIITOMBI MO-
I'yT BApbUPOBATH OT OOJICH B KUBOTE M SMTUTACTPaIbHOM 00JIaCTH,
MOTEPU MACCHI TeJIa, TIMXOPAIKU 10 CUMIITOMOB PacCTPOCTBA MK -
LIEBAPUTEIBHOTO TpaKTa [14]. B OCHOBHOM JIMarHO3 «aMUJIOUI03
SKEJTYHOTO MY3bIPST» CTaBST MAallMEHTaM C XPOHUYECKUM XOJIelt-
CTUTOM TIOCJIE JIAMaPOCKOMUYECKOM XONIEIIUCTIKTOMUHU.

Mpl MccenoBaiv aMUIOUICOAEPKAIIME OUOTITAThI MIEYCHU 1
SKEJTYHOTO TY3bIPST, U3YYUIU OCOOCHHOCTU aMIJIOMIHBIX OTJIOXKE-
HMUIA TIPU Pa3IMYHBIX TUIAX aMUJIOUI03a, a TAKXKE TaHHBIC O BO3-
pacTe Y 1oJie MalueHTOB ¢ AMUIOUIOM.

MATEPWUAN U METObI

W3 6a3pl nanHbIX AMmiIongHoTO peructpa MHcturtyTta ma-
TOJIOTUM yHUBepcuTeTcKoi kiauHuKu Lllne3sBur—lonbiireiitna
ObUIM BBIOpaHBI 58 OMOMNTATOB TMEYEHU M 3 OMOITaTa XEeIYHO-
ro my3sipsi. Bce 6uonTarel ObTM (UKCHUPOBAHBI B (hopManInHe
u 3anuThl B mapadun. Cpe3bl OKpaluBaId FeMaTOKCUINHOM U
903MHOM, a TaKXe KOHTO KPacHBIM. AMUJIOUAHBIE OTIOXEHMUS
OBbLTM MACHTUOUIMPOBAHBI MPU UCCIEIOBAHUU CPE30B B MO~
pU30BAaHHOM CBETE.

HUT'X-uccneqoBanust MpOBOIUIN C UCTIOIB30BAHUEM MOHO-
KJIOHAIbHBIX aHTUTEN K AA-ammtonao3y (1:600), MoIuKIOHaIb-
HBIX AHTUTEN K TJIa3MEHHOMY aMWIOMIHOMY P-KOMMOHEHTY
(1:5000), dpubpunoreny (1:2000), nuzounmy (1:3000), TpaHCcTH-
peruny (1:4000), A- u x-nerkum mernsm (1:160 000) kommaHuu
Dako (I'am0ypr). Mcrmonp3oBain MOJMKIOHATBHBIC aHTUTENA K
anommmonporenHy Al (anti-Apo Al 1:1000), A-Jerkum Lemnsam
(Anti-AL1 1:3000), menTtuaHble aHTUTEIA K A-JIETKUM IIEIISIM
AL3 (1:250), AL7 (1:500) u x-nerkum mernsm anti-AK1 (1:1500),
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anti-AK2 (1:1000), anti-AK3 (1:3000), anti-AK4 (1:1000). Ins
MMMYHHOM OKpacKu MCIT0/Ib30Baau cucteMbl Bench Mark® XT
u ultraViewTM Universal Alkaline Phosphatase Red Detection
Kit (Vetana Medical Systems, Tucson/AZ, CIIIA), LSAB Kit
(Dako) u Super sensitive Link-Label IHC Detection System
(BioGenex).

PE3YNIbTATbI 1 ObCYXXAEHUE

Buonrarel neyeHn ObUtM B3ATHI y 58 manueHToB: 34 (59%)
MyX4uH, 24 (41%) xenuH. O0caen0BaHHbIC ObLTU B BO3pacTe
oT 34 mo 87 net (cpemuuii Bospact — 63 roma). Y 52 (90%) u3 58
MalMeHTOB AMarHOCTUpoBaH AL-aMunonno3, B 28 HaOMIOAEHUSIX
AL-A-amunionnos, B 24 — AL-k-ammionnos. Kpome Toro, 0b110
no 1 cimyyato AA- u tpaHctupetruHoBoro (ATTR) amunounmno3sa;
y 4 (7%) mauMeHTOB TUII aMWIOKAA KJIACCUMUIIMPOBATh HE yaa-
JIOCH (CM. TabIIHILY).

CaMbIM pacnpocTpaHeHHbIM OblT AL-A-ammionmpo3 — 20
(71%) myxuun u 8 (29%) xeHuirH. CpeqHU BO3paCT COCTABUI
61 rox (ot 47 no 87 net). Y OONBLIMHCTBA OOJIbHBIX IUATHO3 ObLIT
yCTaHOBJIEH B Bo3pacte oT 40 10 69 sieT.

B 21 (75%) OGuonTare BBISIBICHBI TEPUCUHYCOUIATbHBIC
aMIWIOMAHBIE OTIIOXEeHUs. AMWIOU ObUl OOHApY>XEH TaKXe B
MopTajibHOM TpakTe, y 22 (79%) nalreHTOB OTMEUEHBI OTJIOXE-
HUST aMUJIOUAHBIX MacC B CTEHKaX KPOBEHOCHBIX COCYIOB, y 24
(86%) — B coeqMHUTENbHON TKaHU. BocnaniurebHbI MHOUIb-
TpaT ObUT HaiineH y 10 GOMbHBIX B TOPTATHLHOM TpakTe Uy 4 —
B osibkax. B 8 (29%) HabmoneHusIX onucaH creatos. BeipaskeH-
Hast aTpousl rernaToluToB BhisiBieHa B 13 (46%) GuonTarax.

Y 35% nauueHnToB AlL-amuionno3 ObUT YCTAaHOBJICH paHee,
TIPY 3TOM y OOJNBIINHCTBA U3 HUX OTMEYAJUCh TAKNE CUMIITOMBI
TOpaKeHUs TeYeHH, KaK aclUT U TernaToOMerausi, MOBBIIIeHNE
ToKa3aTeseil IIUToIN3a TenaTounToB. Y 2 U3 HUX ObLT paHee Aua-
THOCTHMPOBAH aMIWJIOUIO3 TIOUEK C MOCJIEAYIOIINM Pa3BUTHEM TT0-
YeYHOU HeJOCTATOYHOCTH.

Bropoit mo uucieHHoctu (41%) Obuia rpymnmna MaueHTOB
¢ AL-x-amumonno3om, BKiIrodaBiias 14 xeHImH U 10 MyXuuH.
Cpennuii Bo3pacT o0ciiemoBaHHBIX cocTaBwi 63 roma (ot 38 mo
82 ner). Y GONBIIMHCTBA aMUIOUI03 ObUT AMAarHOCTUPOBAH Ha
7-11 nekane xu3Hu. Bo Bcex 24 GuonTarax BBISIBICHBI IEPUCUHY-
couslaTbHbIe aMWIOWAHBIE OTIOXEeHUs, y 21 manueHTa aMmwions
OTKJIAABIBAJICSI B IOPTATHHOM TpakTe. BocnanurenbHast UHOUITb-

Tpalus MOPTAbHBIX TPAKTOB OTMevasiach B 14 ciydasx, BOBJeUe-
HUeE J0JIeK B MaTOJIOTUIECKUIA TTPOLIeCC OTMEUEHO Y 5 MaleHTOoB.
B 18 (75%) 6uontarax Hab0aaIaCh BhIpaXkeHHast aTpodus rerna-
TOLIMTOB; CTeaTo3 BbIsABIEH ¥ 3 (12%) GOJIbHBIX.

B manHoIi Tpyme caMbIM YacThIM KIMHUYECKUM CUMIITO-
MOM ObLTa remaToMeranus, B 2 ciydasix oOHapyXKeHa TUTaHTCKast
nevyeHb. Y | MmamueHTa ¢ TMraHTCKOU MeYeHblo B aHaMHe3e ObLiia
ouknoHanbHasa raMmmanarus (IgG-k u IgA-A TMIIOB), KIMHUYE-
CKU TIONTBEPXKISHHAS TTIOUEYHAsI U CepaevHas HeA0CTATOUHOCTb.
Y manueHToB 3TOW TPYIIBI TAKXKe OTMEYaIUCh IrenaToCIUIEHO-
MeTajud, MOBBIIICHUE MoKa3aTeeld LIMTOIN3a rernaTouuTOB, ac-
LIUT, TOYeYHAasT HeIOCTaTOYHOCTh, MPOTEMHYpUsL. Y 2 MaIlueHTOB
B aHaAMHe3€ BbISIBJIeHA TUia3ManuToMa. MOHOKIOHANbHAST TaM-
Mamatusi U 6o1e3Hb BanbpaeHcTpema ObLTM AUATHOCTUPOBAHBI
y 2 MallMeHTOB.

M3 58 GuonTaroB mevyeHU ObLIO JMIIbL IO 1 ciaydaro AA-
amuiionnosa u ATTR-amumonnosa. IanyeHTty ¢ AA-aMUIOUI030M
Ob110 39 J1eT. AMUTIOUIHBIE MAacChl ObUTM OOHAPYKEHBI B CTEHKAX
COCYIIOB TOpPTaNbHOTO Tpakra. OTMeYasuch CTeatros3, aTpodust
TeTaToUTOB 1 TUCTUOIMTO3. HuKakux KIMHUYECKUX NaHHBIX,
Kacarolnxcs 3TOTO MalreHTa, y Hac He ObLIo, KpoMme nHbopma-
LMY, YTO OH TOJIy4asl TIa3MOIKCIIAHAEPhI 10 B3SITUSI OMOTICUMU.
VY 86-nerneit mauneHTKu ¢ ATTR-aMuiongo3oM oGHAPYKEHBI
TOpTaTbHBIE U MEPUCUHYCOUTATbHBIE AMIJIOUIHbBIE OTIOXEHMSI.
B mopranbHOM mose HabIIOMANIAaCh BOCTIAIUTENbHASI NMHOUIBTPa-
LIV, BBISIBJIEH CTEATO3.

Pesynsratel MUI'X-uccnenoBaHuil mnokasaid, 4TOo C aHTU-
TeJoM K P-koMmMmoHeHTy amwuiounga BO BceX 58 HaOMIOIEHUSIX
oTMevYajlacb MMMYHOTIO3UTHBHAs peakiusa. B 14 coygasx UTX-
kinaccudukaims Oblia 3aTpyqHeHa, TaK KaK UMMYHOITO3UTUBHAS
peaxiusl BBISIBIISIACH C HECKOMbKUMU aHTUTenamu. OnHako B 10
u3 14 ciryqaeB MbI BCe XK€ CMOTJIN KJIacCU(DUIIMPOBATh TUTT aMIIIO-
1103a, TaK KaK TOJIBKO C OHUM M3 UMMYHOTIO3UTUBHBIX aHTUTE]T
BBISIBISITIACH MHTEHCUBHASI TOMOTEHHAsI OKpacka BCeX aMUJIOWI-
HBIX OTJIOXEHUH, a cJTab0BbIpaXKEHHAST peaKIusl HEKOTOPBIX aMU-
JIOUIHBIX CYOCTaHIIMU C APYTMMU aHTUTEJIaMU paclieHMBalach
KaK JIOXXHOTIOTOXUTETbHASs.

Juartos «HekmaccubUIMPyeMblil TUTT aMUJIOUI03a» TIEYeHN
(«n.0.s.») OBLT YCTAaHOBJEH Yy 4 MAallMeHTOB. Y HUX BBIpaKeHHas
VMMYHOTIO3UTUBHAST peakiusl oTMedatach OMHOBPEMEHHO ¢ 3—4
aHTUTEJIAMU, a TIPOBECTH TOTIOJHUTENbHYIO OUOTICUIO WU MOy~

CoOTHOLUEHWE TUNOB aMUNOUA03a C BO3PACTOM U NOJIOM NaLUeHTOB

Tun

Opran amunoupo3a n 30-39 40-49
MeyeHb AL-L 28 - 6
AL-k 24 1 1
ATTR 1 - -
AA 1 1 -
«n.0.8.» 4 1 1
Bcero: 58 3 8
JKenyHbIi AL-L 1 - -
ny3bipb Al 1 _ _
ATTR 1 - -
Bcero: 3 - -

lpumeyanme. «n.0.S.» — HeKNaccuuLMpyemblil TUN aMunonza.
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Bospacrt, rogpl Mon
50-59 60-69 70-79 80-89 KEHWWHbI  MYXYMHbI
7 10 4 1 8 20
4 11 6 1 14 10
- - - 1 1 -
- - - - - 1
- 2 - - 1 3
11 23 10 3 24 34
- 1 - - - 1
1 - - - - 1
1 - - - 1 -
2 1 - - 1 2



YuTh 0OJee MOAPOOHBIE KIMHUYECKUE NaHHbIe HE TPEeNCTaBIIs-
JIOCh BO3MOXHBIM.

BuonTarel XemyHOTO My3bIpsi OBLIM B3STHl Y 3 MallIEHTOB
(2 Mmy>xunH ¥ 1 XeHiuHa). [1ammeHTH ObUTM B BO3pacTe OT 55 10
69 siet. Bce GuonTatel 6bUTN ¢ 3 pa3HBIMU TUITAMU aMUJIOUI03a —
AL-x, AL-A u ATTR-amunonnos.

Buornrar ¢ AL-x-aMuaonmo30oM ObLT B3ST Y MallMeHTa 53 et
¢ cucreMHbIM AL-amunounosom. Kpome kemqHOro my3bIpsi, B
JAHHOM CJydae MCCIeNOBAHUIO OBbLIM JOCTYITHBI OMOMTATHI XKe-
JIyiKa, ABEHANLATUTIEPCTHON KUIITKYU U TOJICTON KHUIIKH, B KOTO-
PBIX OBUTM OOHAPYXEHBI BBIPAXKEHHbBIE BACKYISIPHBIE M MHTEPCTH-
umranbHble AL-K-aMUIONIHBIE OTIOXKEHMUS.

AL-A-amuionaHbIiA GUONTAT B3IT Yy 69-7€THEro MalueHTa
C KaJbKyJIe3HBIM XOJIELIMCTUTOM IIOCJIE XOJeUUCTIKTOMUnu. B
aHaMHe3e y TalMeHTa OTMeYeHa MHOXECTBEHHAsT MUEIOMa.

VY 55-netneit nauneHtku ¢ ATTR-amuionnoszom Obul aua-
THOCTUPOBAH XPOHUYECKUU XOJELMCTUT C MACCUBHBIMU UHTEP-
CTULIMATBHBIMA U BaCKYJISIPHBIMUA aMWIOUIHBIMUA OTJIOXEHUSI-
mu. Kpome XemuHoro my3sipsi, ObUT JOCTYIIEH OMOMTAT MeYeH!
C BBIPaKEHHOM XUPOBOI 1UCTpODUeit U XpPOHMUECKIUM BEHO3HBIM
3aCTOEM, XapaKTEePHBIM JJIsI XPOHUYECKON CeplevyHoil HemocTa-
TouHOCTH. OHAKO aMWJIOWAHBIX CTPYKTYp B OWoOMNTaTe TEeYyeHU
y MAlUEeHTKU He 0OHAPYXKEHO.

[Mpoananu3upoBaB pe3yabTaThl MOTYYEHHBIX HAMU UCCIIEI0-
BaHUU, a TaKXKe JTUTepaTypHble JaHHBIE, MOXHO 3aKJTIOUUTh, YTO
pPacIpOCTPaHEHHOCTh MOPAKEHUs MEYeHH MPU CUICTEMHOM aMU-
JIOUI03€ HE Koppeaupyet ¢ yacToToit (1%) rneyeHOouHbIX O1omTa-
TOB Cpeld aMUJIOMACOAEPXKalMX Mpo0. JJaHHOe HECOOTBETCTBUE
00BSICHSIETCS TEM, YTO KIIMHUYECKass CUMIITOMAaTUKA aMUTIOUTHO-
TO TIOpaXeHUs TeUeHU MPOSIBIISIETCs] TOJIBKO B 18—25% Habimo-
NCHU, B TO BpeMsl Kak aMWJIOMI03 Mo4YeK BcTpeuyaercsi B 67%,
a KapauanbHbiit — B 47—49% ciyvaes [15]. Cunraercsi, 4To aMu-
JIOU03 TIeYeHW KIMHUYECKU MOXHO TMPEIIONIOXUTh TOJBKO
B 26% HaOMIONEHUI 10 TOJYyYeHUs PEe3yIbTaTOB TMCTOJIOTHYE-
ckoro uccienoBanus [5]. Ele onHON MPpUUYMHON peaKocTu O1o-
TITATOB MEYESHU SIBJISIETCS] PUCK BO3ZMOXHBIX OCJIOKHEHUI BO Bpe-
Ms 3a0opa 6uonTara [16]. B quTepaType ommcaHbl OCIOXHEHMS
TocJie POBeIeHNsT OMOTICUU TIeYeH! B BUIE Pa3BUTHS OOJIEBOTO
CUMITOMA, TPAH3UTOPHOTO CHWXeHUsT AJl, MHTparnepuToHea b-
HBIX WIM BHYTPUIIEUEHOUYHBIX KPOBOTEUEHUIl, paHEHUs MPaBOit
TIOYKY WJIN TIOMKETyTOTHOI Xee3bl, a TakKe rnepdopaiu Tol-
CTOIl KUIIKKM M TTHeBMOTOopakc [17], mosTtoMy ropaszmo mpenrno-
YTUTETbHEE TAKNE METObI, KaK aCTIUPALIVSI TIOAKOXHOM KUPOBOI
KJIETYATKU TepeHel OPIOLTHON CTeHKU JINO0 MyHKIINSI KOCTHOTO
MO3Ta, KOTOPBIE SIBJISIIOTCS TOCTATOYHBIMU 7151 TOCTAHOBKU AMa-
rHo3a B 80—82% ciyuaes.

Mpbl oueHwn 3ddekTuBHOCT MI'X-MeToma TUNIMPOBaHUS
aMuIona03a B OMOMTATax MEYeHN U XKeTYHOro IMy3bIpsi. B Heko-
TOPBIX OMOTITaTaxX MEYeHU CYILIECTBOBAaTa MMMYHOPEAKTUBHOCTH
OoJsiee 4eM C OHUM aHTUTEIOM, OOYCIIOBIEHHAsI, BEPOSITHO, KOH-
TaMUHAIMel ¢ mpoTeMHaMu Tia3Mbl. [1pu amunonnose meueHu
HaKOIUIEHNE HEaMWJIOWUIHBIX OETKOB OCOOEHHO BEPOSITHO, TaK
KakK B MMEYeHU MEePBUYHO CUHTE3UPYIOTCS TaKue OenKu-Tpeiie-
CTBEHHUKM aMWJIOWIA, KaK aMUJIOWAHBIN P-KoMIOHEeHT, amo-
nunonpotenH Al, ¢ubpuHoreH, SAA u TpaHCTUpeTHMH. BBuIY
BBICOKOH JIOKQJIbHOW KOHLEHTPALIMUU U CEKPELUU ITU MPOTEU-
HBI MOTYT BKJTIOUATHCSI B aMWJIOUAHBIE OTJIOXKEHUSI U TEM CaMbIM
3aTPYIHATH MPaBUIbHYIO Kiaccubukanuio. JanHas mpobieMa
pelranach ¢ MOMOIIbBIO TIIATETbHONM TUTPALIMY TEPBUYHBIX aHTH-
TeJ, UCTIONb30BAHUST PACUIIMPEHHO MaHeIu aHTUTeNa K Pa3HbIM
SMUTOMAM A- U K-JIETKUX LeNeil MOHOKJIOHAJIbHOTO UMMYHOTJIO-
oynuna (AL1, AL3, AL7, anti-A — DAKO; AK1, AK2, AK3, AK4,
anti-k — DAKO). MUMMyHOno3UTHBHAs peakius ¢ >1 U3 3TUX

ety =

aHTUTEJ TOBBIIIANA BEPOSITHOCTh AL-A- 160 AL-k-amMmuiongosa
COOTBETCTBEHHO.

B pesynsrate MI'X-knaccupukanum OBLIO yCTAaHOBJICHO,
yro B 90% ciyyaeB B OuOMNTaTax MEYeHW AMArHOCTUPOBaH Al-
aMwiIonno3, a ciaydan ¢ AA- u ATTR-amunonmo3om ObutH enu-
HUYHBIMU. DTU Pe3yIbTaThl COOTBETCTBYIOT JAHHBIM MPEAIIECTBY-
IOLIMX UCCIIEAOBAHU IPYTUX OpraHoB. Tak, mpu nouevuHoit popme
amwionno3a AL-tun Bctpedaetrcs B 70%, a mpu ceplaeyHoi —
B 60% cnydaes [18]. B Hatueit paboTe ObUIO TPUMEPHO OIMHAKO-
BOE€ COOTHOLUEHUE MaUeHTOB ¢ AL-A- 1 AL-k-aMUI0UI030M.

HTI'X-knaccupukanusi OMONTATOB KEJTYHOTO Iy3bIPST TTOKa-
3aj1a, YTO BO BCeX 3 ciyyasx ObLT IMAarHOCTUPOBAH Pa3HBIN THUI
amwitouna (AL-A-, AL-k- u ATTR-amunonnos). Eciu npoananu-
3UpPOBaTh JIUTEPATypHbIE TaHHbBIE, TO HANOOJIEe YACTO B XKETUHOM
my3bipe ooHapyxuBaeTcss AL- unmu AA-amunounno3. Sh. Matsuda
u coaBT. [19] mpoaHanu3upoBaHo 15 HaGMOAEHUN aMIIIONIO3a
SKETTHOTO ITy3bIPs, COOPAHHBIX U3 PA3TUYHBIX JIUTEPATYPHBIX UC-
TOYHUKOB. [IpenonepalilvoHHbIi TMATHO3 «XOJIELUUCTUT» ObLT MO-
craBieH B 13 cimyvasx. [lepBuunbiii AA-aMUIONI03 AUATHOCTH-
poBaH y | MmanueHTa ¢ yCTaHOBJIEHHBIM PAKOM KETYHOTO ITy3bIPsI.
Bropuunsiii AA-amMuiono3 OblT AMAaTHOCTUPOBAH Y MALMEHTOB
C pPaBMATOMAHBIM APTPUTOM, OPOHXOIKTATUUECKOU OOJIE3HBIO,
nudby3HBIM TAHOPOHXMOIUTOM, CUCTEMHONM KPAacHOW BOMYAH-
KOi, TybOepKyne3oMm Jerkux. [lepBuuHbiii AL-amMmionmo3 ObLT
BBISIBJIEH y TMAlIMEHTOB C MHOXKECTBEHHOU MUEIOMOii, MOHO-
KJIOHATbHOM TamMMmanaTheil HesicHOro reHe3a. MHTepecHO oTme-
TUTh, YTO B OMMCAHUSIX He ObUIO HU ogHOro OGonbHOro ¢ ATTR-
aMUJIONI030M.

Ecnu comocTaBuTh THUIT aMWIOWI03a, BO3pAcT U MOJ 00-
CJIeOBAaHHBIX HAMU TALUEHTOB, MOXHO CHeNaTh BBIBOM, UTO
aMIWIOUA03 TIeYeHU Yallle BBISIBISIETCSI B CPEIHEM U CTAPUYECKOM
Bo3pacre. JIuib y 3 manmeHToB 3a001eBaHe TMATHOCTUPOBAHO
B 4-i1 nekane XU3HU. AMIIOUA03 XKETYHOTO My3bIPsT ObLT BBISIB-
JIEH y 2 MalMeHTOB Ha 6-ii nekaae Xu3Hu u'y | — Ha 7-it. Hecmo-
TPsI HA OTU JaHHbBIE, CUCTEMHBIN aMUJIOUI03 C COOTBETCTBYIOIIEH
CUMNTOMATUKON Y MOJIOABIX TALMEHTOB JOJKEH 00s13aTeIbHO
paccMarpuBathes MpU TpoBeaeHUM nuddepeHnaTbHOl aua-
THOCTHUKH.

Pacnipenenenuie manyueHTOB IO MOy HE3HAYUTEBLHO Pa3in-
yanoch. AL-aMuaonao3 Berpeyacs vaiie y MyxxauH (58%), 4to
COOTBETCTBYET pe3yJibTaTaM MPEAIIeCTBYIOIINX HUCCIEI0BaHMUIA,
KOTOpbIEe YKa3bIBAIOT Ha MpeodiagaHne My>KCKOTo Tojia Mpu AaH-
HOM Buze amuiaounosa (51—74%) [11]. Ormeuanoch mpeobiana-
HHME TALUMEHTOB MYXCKOro mona ¢ AL-A-amunounnosom (72%),
B TO BpeMsI Kak npu AL-k-amuionmose HEMHOTO 4alle BCTpeva-
JICh OMoNTaThl OT XKeHIIKH (58%). B Hallem uccienoBaHuM ObLIO
TOJIBKO MO ogHOMY manmeHTy ¢ AA- u ATTR-amunonnoszom, mo-
9TOMY HE TIPEACTaBJsIeTCS] BO3MOXHBIM CIENaTh ITOCTOBEPHbBIE
3aKJTIOUEHMsI, Kacaloluecs Bo3pacTa U mojia 6ombHbIX. Cpenu
OMOITATOB XEIYHOTO IMy3bIps B ciaydasx ¢ AL-amunonno3om oda
OuonTaTa ObLIM B3SITHI Y JIULL MY>KCKOTO ToJja, a ouonrtar ¢ ATTR-
aMUJIONI030M — Y KEHIIIUHBI.

[IpoBeneHnHoe MccienoBaHue MOKa3alo, YTo HanboJiee YacTo
B Ie4eHU OOHapyKuBaeTcst AL-aMuionao3 v 3HaUUTETbHO pexke —
TPaHCTUPETUHOBBIN U AA-amunonno3. UT'X-meron knaccuduka-
LMY aMWJIOUI032 TIEUEHU TOCTaTOYHO MH(OPMATUBEH, HECMOTPSI
Ha HeOOJIbIIINE CIOXHOCTU B BU/I€ UMMYHOTIO3UTUBHOW peakiiuu
0oJiee YeM C OTHUM aHTUTEIOM. JIOXKHOTONIOXUTENBHYIO PEaKIUIO
MOXHO CHU3UTh IIPU TIIATETbHOM TUTPALINY TIEPBUYHBIX aHTUTEN,
a TakKe MPU UCIONb30BaHUM OoJiee MMPOKOro Habopa aHTUTEN
K AL-x- u AL-A-amwiounody. HecmoTpst Ha AOBOJILHO yactoe
BOBJIEUEHUE TICUEHU B TTATOJIOTMYECKUIT TTPOIIecC MPU CUCTEMHOM
aMUJION03€, YMCIO OUOMTATOB MEUYeHU CPEAU APYTMX TKAHEBBIX
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Mpo0 3HAYUTENIBHO 3aHIKEHO. DTO OOBSICHSETCSI, BO-TIEPBBIX,
TeM, 4TO TIeYeHb M3-32 BOBMOXHOTO PUCKA OCIOXHEHUIl He SIB-
JISIETCST TIPEATIOYTUTEIbHBIM OPTaHOM JIJIST B3TUSI OMOTICUITHOTO
Marepuaia, a BO-BTOPBIX, TOpakeHUe MTeYeHN Ha PAaHHUX 3Tarax
320051eBaHMSI HE MMEET BBIPAXKEHHON KIMHUYECKON CHMITTOMa-
TUKU, TIOTOMY [IJIs1 TMarHOCTUKY aMUJIOUI03a Yallle UCIIONb3YIOT
JPYTUE OPTaHbI.

AMUIONI03 XEITYHOTO Iy3bIPsl SIBISIETCSI PEIKUM 3abosie-
BaHWEM U B OCHOBHOM JMATHOCTUPYETCS TMOCJIe MPOBEASHUS XO-
nenucTakTromMun. [losToMy KIMHUIUCTAM crieqyeT 00s3aTeabHO
MHGOOPMUPOBATH MATOJIOTOB O BOBMOXHOM HAJTUYUU APYTOl ma-
TOJIOTUU B CITy4asiX HESICHOM KIMHUYECKOU KApTUHBI, HE YKIIaIbl-
BaIOILEIiCS B OHO 3a00IeBaHUE.

C 1enpio ONTUMU3ALNY BBISIBICHUST aMUJIONI03a TIEYeHU U
JKETYHOTO TTY3bIPSI HEOOXOIUM TECHBIN KOHTAKT MEXIY KIMHUII -
CTaMU U TIATOJIOTOM JJISI POBEeHUsI TIPU HEOOXOANMMOCTH OoJiee
YIITyOJIEeHHOW TUAarHOCTUKY aMUAJIONI03a.

k k ok

Konghauxm unmepecos omcymcmeyem.
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CLINICAL AND MORPHOLOGICAL CRITERIA IN THE DIAGNOSIS

OF AMYLOIDOSIS OF THE LIVER AND GALLBLADDER
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The clinical and morphological features of amyloidosis of the liver and gallbladder
were investigated when examining the biopsy specimens with histologically
confirmed amyloidosis. The material was fixed in formalin and embedded in
paraffin. Sections were stained with hematoxylin and eosin, as well as with Congo
red. Amyloid deposits were immunohistochemically classified using a broad panel
of antibodies to different types of amyloidosis.
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