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AHHOTOUMA

MpuBeaeHbl cekLMoHHOE HaBROAEHME U KIMHUMYECKMIA QHONMU3 ABYX OCCOLMMPOBAHHbIX 3060NEBAHUI — NACA3MOLMTOMBI MU CH-
cremHoro AL-aMunouMposa ¢ npeuMyLLECTBEHHbIM MOPAXEHUEM CEPALA, HE AMArHOCTUPOBAHHBIX NPMU XMU3HMU y MyXuuHbl 55 net ¢
KApPAMOMMONATHEN, CepAeYHOM HeAOCTATOYHOCTbIO, OPTOCTATUYECKOM APTEPUANLHOM MMNOTEH3UENM, CUHKOMNASIbHBIMM COCTOSIHUAMM
M NaAeHWUeM C BbICOTbl COBCTBEHHOrO POCTA C NPUYMHEHUEM HepenHo-Mo3rosoi Tpaemel. MeToabl. PeTpocnekTUBHbIA KNUHMKO-
QHATOMMYECKMI OHAMMU3: NO MEAULIMHCKMM AOKYMEHTAOM (McTopus BonesHu, AaHHble nabopaTtopHbix U husuKanbHeIX obcnepoBanui),
ayToncus (OCHOBHOM KNACCMYECKMIA METOA, BCKPbITUS), METOA, TOHOTOFEHETUYECKOTO AHANM3A, TMCTONOTMYECKoe UccnefoBaHue. Tak-
Xe NPUMEHSNIUC METOANKU UMMyHOrncToxmummueckoro (MIX) nccnepoeanmns no HENpIMOMY MMMYHONEPOAOKCMAA3HOMY MeTogy ¢
QHTMTENAMM K COPKOMEPHOMY aKTHHY M Mapkepam T-numdoumtos, cootsetcteenHo CD4, CD 8, CD 68 n UIMX-peakums c antutena-
MM K MMy HOrno6ynuHam. MpoBoaunmuce KOHTPONBHLIE PeaKkLMK, COOTBETCTBYOWME MeToamnke. PesynbTrartsl. Mpu ructonorMyeckom
MCCNefOBAHMM C OKPACKOM reMATOKCMIMHOM M 303MHOM M KOHFO KPACHBIM OBHAPYXXEHO BLIPAXEHHOe oTnoxeHue Benka amunonaa
B CEPALE BOKPYF COCYAOB, B X CTEHKAX, MEXMBILIEYHO, O Takxe B nerkmx u cenesenke. MNpu UMX- peakumm otmeyeHo peskoe aud-
dy3HOE CHMXKEHME SKCNPECCMM COPKOMEPHOrO OKTMHA B KapaMomuoumtax. [og sHAOKapAoM SKCnpeccus HECKOJILKO sipYe, HO He f0-
cturaet koHTponbHoro ypoeHs. Ha CD4 o6HapyskeHbl eaMHUYHbIE KNETKM B BbILUEONMCAHHbIX MHbUnbTpaTax. [pu oueHke peakuum
Ha CD8 onpegensnuch eiMHUUHBIE KNETKM, HO MPAKTUYECKM B MHDUNLTPATAX OTpULLATENbHAS peakuus. [lonoxuTensHas peakums Ha
KAnna-MMMyHOrnoBynuH.

KnioueBbie cnoBa: AL-amMunonpos, KaQpAUMOMUMONATHS, CUHKOMNE, UMMYHOTUCTOOXMMMS, CAPKOMEPHBIA OKTUH, NNA3MOLuU-
TOMa.

Abstract
A sectional observation and clinical analysis of two associated diseases — plasmacytoma and systemic AL amyloidosis with

primary cardiac involvement, not diagnosed during the life of a 55-year-old man with cardiomyopathy, heart failure, orthostatic
arterial hypotension, syncope and fall from one's own height which caused traumatic brain injury.

Methods Retrospective clinical and anatomical analysis: according to medical documents (history of the disease, laboratory
and physical examinations), autopsy (the main classical method of dissection), the method of tanatogenetic analysis, histological
examination. Methods of immunohistochemical (IHC) research using the indirect immunoperodoxidase method with antibodies to
sarcomeric actin and markers of T-lymphocytes, respectively, CD4, CD8, CD 68 and IHC, and antibodies to immunoglobulins, were
also used. The control reactions conducted according to the method. Results Histological examination of hematoxylin and eosin and
Congo red staining revealed pronounced deposition of amyloid protein in the heart around the vessels, in their walls, intermuscularly,
as well as in the lungs and spleen. Using IHC reaction, a sharp diffuse decrease in the expression of sarcomere actin in cardiomyocytes
was noted. Under the endocardium, the expression is rather brighter, but does not reach the control level. On CD4, single cells were
found in the above infilirates. When evaluating the response to CD8, single cells were detected, but practically in the infilirates a
negative reaction. Positive reaction to kappa immunoglobulin.
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AMUIONI03 — O3TO TpyMIla 3THONATOTEHETHYe-
CKU pa3HBIX 3a00JIeBaHUI, MPU KOTOPHIX IIPOMCXO-
IUT oOpa3oBaHWE W OTJOXEHHWE B TKAHSIX M OpraHax
(c mopaxkeHrueM OTHOTO WM HECKOJbKMX OpPTaHOB-
MUIIIEHEH) 0Cco00TO TTATOIOTUUECKOTO (DUOPUILISIp-
HOTO IJIMKOINpPOTENIa aMUJIOUIA.

Hecmotpst Ha MHOrooOpasue TUIOB, BCE aMUJIOM -
JIbI CXOMTHBI IO (DM3MKO-XMMHMYECKUM CBOMCTBAM: TIJI0-
X0 PaCcTBOPUMEI, YCTOMYMBEI K AEMCTBUIO IpoTreas (C
3TUM CBsI3aHAa HECMOCOOHOCTb OpraHmM3Ma K caMo-
CTOSITETLHOI pEe30pOIKM aMWJIOMIHBIX IETIO3UTOB),
KOHrouIbHbI'! ¥ UMEIOT 0COObIE MOJISIPU3ALIMOHHO-
OITUYECKUE CBOMCTBA?, TATOTHOMOHWYHBIEC IS JIIO-
0oro THTIa aMUJION]IA, HA YeM M OCHOBaHa ero Mopgo-
JIorM4yecKast JMarHoCTUKa.

PazpaboTtaHbl pa3mnuHbie KJIacCU(pUKALUU aMU-
JIoua03a: MO 3TUOJOTMHU, MO XUMUYECKON CTPYKTY-
pe Oesika, Mo KJIMHMYECKOM KapTuHe. Ha rpakTuke
yaIme UCcroab3yeTcs Kiaccudpukaimss BO3, B ocHOBY
KOTOPOI IT0JI0KEH MPUHIIMIT CIIeHU(PUIHOCTU OCHOB-
HOTro (pUOpUJLISIPHOTO OeJiKa aMmuaoraa (B HacTosIIIee
BpeMs M3BecTHO 36 Takmx 0enkoB) [1]. CormacHo 370
Knaccn(’anaunn BHavaJIC MPUBOAUTCA THUIT aMUJION-
J1a, YKa3bIBAeTCsl U3BECTHBINM OEJOK-TIPeAIIeCTBEHHUK
(BO Bcex Ha3BaHMSIX TUITOB aMUJIOMIA TIEPBOI OYKBOM
SIBJISIETCSI 3arylaBHas OyKBa « A», O03Hayalouaslt CJioBO
«aMWJIOUI», 32 Heil caeayeT 0eJ0K-MPealeCTBEHHUK)
U yXe I0TOM KJIMHWYeckue QOopMbl aMUJIOUIO-
3a C TIePEUYMCIICHUEM MPEUMYIIECTBEHHBIX OPraHOB-
mutieHei. Jia TMImupoBaHWsT PEKOMEHIYETCs TpO-
BelleHe UMMYHOTMCTOXMMHUYECKOTO MCCIeI0BaHUS C
MIPUMEHEHUEM aHTUCHIBOPOTOK K OCHOBHBIM THIIAM
aMUJIOUIHOIO OeJiKa, B peIKUX caydasix Lejaecoodpas-
HO TIpOBeJeHWE JIa3epHON MWKPOIUCCEKIINU C TI0-
cJeAyIolM MPOTEOMHBIM aHAJIM30M METOIOM Macc-
crekTpoMmeTpun |2,3]

C KIMHUYECKUX TTO3UIIAIN aMUJIOUI03 Pa3Ie/sioT
Ha CUCTeMHbIE U JIOKaJbHbIe (hopMbl. 1151 CUCTEMHBIX
(opM xapaKTepHO BOBJIEYEHI€ MHOTUX OPTraHOB U CU-
CTEM OpraHu3Ma M TsDKeJIoe MPOrpecCUpyrolnee Teue-
HHUE.

Cnenyet OTMETUTDb, YTO YACTO UCITIOIb3yeMasl KJIU-
HUYecKasl KilacCM(pUKaIMs aMUIon103a Ha TIepBUY-

'CrniocoOGHOCTb OKPALLIMBATLCSI KOHTO KPACHbIM.

2CpeueHne B OJAPHU30BAHHOM CBETE TPEABAPUTEILHO OKpa-
IIIEHHBIX KOHTO KPACHBIM OMOITATOB TKAHMW C M3MEHEHUEM Kpac-
HOTO IIBETAa KOHTOMMIBHBIX AMUJIOUTHBIX OTJIOXKEHU I Ha SI0JI0UHO-
3€JICHBIN.

HbIIl U BTOPUYHBII (HarpuMmep: AA-aMWIONI03 - BTO-
PUYHBIM amMuIonno3 U AL-amMuaionmo3 Kak mHepBUY-
HBIM aMwionn03 i AL-amMuwionno3 - BTOPUYHBIN
MpY MUEJIOME) HEOMHO3HAYHA U ycTapesa, v yXe JaB-
HO HE PEKOMEHIYETCSI MCITOJIb30BaTh 3TN 0003HAUe-
Hug [1].

Haubosee yactbiMM TUIIAMM aMWJIOMI03a, B T.4.
Ha Tepputopun Poccumu, ssisniotrcst AL (65%), AA
(18%), ATTR nuxoro tuna (7%) , HacieACTBEHHbII
ATTR (10%), uxxapaKTepHCTHKA IIpeICTaBJICHA B Ta-
omuue 1 [2,4,5].

AMUIOUI03 - 3TO peaKasi U B OOJbLIMHCTBE CTy-
yaeB (paTasibHasi TMaToyiorus. 3a00eBaeMOCTh Tpe-
MOJIOXKWUTEJIbHO cocTaBisieT oT 5 10 13 Ha MWJITMOH
B TOI, pacrpocTpaHeHHOCTh 20 Ha MUJUITMOH XKHUTeJIei
[6]. CpemHuit BO3pacT B MOMECHT AWArHOCTUKHU IIpe-
BbIIAeT 65 ser [7], MyXKUYMHBI OOJICIOT aMUJIOMIO-
30M HECKOJIbKO Yallle KEHILMH, 32 UCKJIIoueHUueM AA-
aMIJIOMI03a W M30JMPOBAHHOTO aMMJIOMI03a TIPEe.I-
cepmmit® |2,7].

[Ipu oTcyTCcTBMU JIeYeHUsI BBIKMBAEMOCTb IPU
BCEX CHUCTEMHBIX (OopMax aMMJIOMAO03a COCTaBISIET
okono 32 mec [5], 6-12wmec npu AL-amunonnose,
3 rona npu AA-tune [8]. [Ipu jeyeHnn B cpeaHeM
3 roma npust aMmuiaounosde AL, 4 roma mpu aMuiIou-
no3e AA 1 6 JIeT TIpus JJOKaJTbHBIX (hopMaxX aMUION-
no3a [7].

AMWIOUI03 TPOAOIKAET BbI3bIBATh TPYAHOCTU B
MMarHOCTUKE, YaCTO BBISIBIISIETCS YXKe B IMO3IHUE CPO-
KM OT Hauvaja 3a0ojieBaHUSI JUOO IMArHOCTUPYETCS
nocMmepTtHo [9-11].

[IpyurHAMKM TaKOil CUTyallM SIBJISIIOTCS pemKast
BCTPEYaeMOCTb JAHHOro 3a00JieBaHUs, 0OJIbILIOE pa3-
HooOpa3ne KIWHWYECKUX TIPOSBIICHUI W HemocTa-
TOYHAasl OCBEIOMJIEHHOCTb U HACTOPOXEHHOCTb Bpa-
Yeil B OTHOIICHUMW 3TOM MATOJOTHUM, a TAKXKe CI0X-
HbII W JUIMTEJIbHBIN MPOLECC NIMarHOCTUKU, TpeOyro-
LIMIA COBPEMEHHOTr0 OcHalleHus1 1abopatopuii. PaH-
HSIsS AMAarHOCTHKA Y MIEeHTU(MKALS TUIIA aMAJIOMIO-
3a KpaiilHe BaXKHBI, T.K. ITO3BOJISIIOT CBOEBPEMEHHO Ha-
yaTh cneuuUIecKyo sl JaHHO (hopMbl 3a00JieBa-
HUS Teparuio, MO3BOJISIONIYIO YBEAUYUTD MPOIOTIKM-
TEJIbHOCTb KWU3HU, HATIPUMep TPU CaAMOM CKOpOTeU-

* AANF-amunonno3 (6elOK-TIPEOIIeCTBEHHUK —Tpeacepi-
HBII HATPURYPETUIECKMI (PAKTOP), JTIOKAJIBHBIN, OTKIAIbIBACTCS
TOJIbKO B mpencepauu, 95% y nuu B Bo3pacte 80-90 set, auarHo-
CTUPYETCS MOYTH BCETAAa TOCMEPTHO — HA aYTOICUU.
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Knuunueckum cnyuam

Taoauna 1

Ba])l/lal-[Tbl HaunoOoJee PacnpoCTPaHCHHBIX (l)OpM CHUCTEMHOI0 aMWJIOH103a C YACTbIM IIOPA2KCHHUEM cCepala

Menunana
BbDKHBAEMOCTH
(0e3 neuenus)

Tun 6enka

aMuIonIa benok npeamecTBeHHUK

Buecepneunas jiokaam3anms u

0COGERHOCTH AcconunpoBanHbie 3200/1eBaHHs

AL Jlerkue uenu 6-12 mec
UMMYHOTJIOOYTMHOB UK

ux pparMeHThl

IToukn, rme4eHs,
nepucdepruyeckast HepBHast
CHUCTEMa, CeJie3eHKa, KoXa,
KKT, nerkue, cuHIpoM
3aMsCTHOTO KaHasa.
OcobeHHOCTH:
MMATOTHOMOHUYHBIE
MPU3HAKU: [JIOCCOMETaus,
MePUOPOUTANTBHBIN 3KXMMO3

INapanporenHemMun:
MHeJIOMHas 001e3Hb, 00Je3Hb
BanbueHcrpema, B-kiierounbie

3JI0KA4e€CTBEHHBIE TUM(MDOMBI

CBIBOPOTOUYHBII 3 rona

A-miporeuH *

BCreéraTuBHAasg HCPBHAsA CUCTEMA,

[Touku (MpeuMyIieCTBEHHO), | XPOHUUECKUE BOCTIATUTEIbHbIE
¥ peBMAaTUIECCKUE 3a00ICBAHMS,
OMNYXOJiU, IePUOAUYECKAS

0oJie3Hb, cMHAPOM Makia-Yaica

neyeHb, cenaeseHka, KKT,
JIeTKue

ATTR 10 et

MyTaHTHBI
(HaCIenCTBEHHBII )

TMepudepuaeckne HEPBHI,
TIOYUKH.
Oco0eHHOCTH:
CeMeIfHbIe HACTIEICTBEHHbIE
(opMbl (MOpTyranbekast,
LIBENICKAs, SITOHCKAs U Ap.)
BBI3BAHBI OHO 13 6osee COTeH
mytanuit reHa TTR**

HopwmanbHbrit 5 ner

(IAKiA) TpancmopTHBIit 6e10K

TPaHCTUPETHH

PacnpocTpaHeHHbII:
repudepruyeckue HepBHI,
2KKT, meuyeHb, KOCTHBIN
MO3T, celie3eHKa, JIETKUe,

MOKETY O HAST JKEe3a, s13bIK,

9HIOKPUHHBIE KeJIE3bl, TOUKHI

(peaKo), CHHAPOM 3arsICTHOTO

KaHaya

OCc00EHHOCTH:

MPEUMYIIECTBEHHO Y MYKUNH
crapiuie 70 neT

( 9acTO Ha3BIBAIOT CEHMIBHBIM
aMUJIOUI030M)

*  A-TIpOTEeUH - 0cTpoba3oBblii anbba 1-T100yIrH, OJIM3KUI IO CBOMM CBOMCTBaM K C-peakTMBHOMY OEIIKY.

**Topasmo pexe HAOMIONAIOT BADMAHTH aMUJIONI03a, HE CBSI3aHHBIC C MYTAIlel TPAHCTUPETUHA: MX TIPUYMHON MOTYT OBITh MyTalmy GudpuHore-

Ha, artornpoTeruHa U JLKCJICOJINHA.

HoM AL-aMuiou103€e NPUMEHSIIOT HOBbIE XUMUOTEPa-
MEBTUYECKUE CXEMBbI, B ciydae 3(PHEKTUBHOCTU KO-
TOPBIX BBIKMBAEMOCTb MOXET YBEJIMUMBATHCS 110 5 JIeT
[6,12,13,29].

Taxkxe B 3aBUCMMOCTU OT (bOpMBbI 3a00JI€BaHUSI
MPUMEHSIIOTCS TPAHCIJIAHTALMSI CTBOJIOBBIX KJIETOK,
rnepecajka rneyeHu, novek, cepaua.

IMopaxenue cepaua siBasieTcs: HAMOOJEE TKETbIM
MNPOSIBJICHUEM CHUCTeMHOro amwiounosa. Ilpu atom
BCJICOACTBUC I/IH(bI/U[I:TpaL[I/II/I AMUWIONIHBIMHU MAaCCaMUn
MOTYT MOPaXXaThCs BCE CTPYKTYPHI Cepalla — MUOKap/I,
nepukKapj, sH10Kap, poBojsiiiias CucTeMa, Kiarna-
Hbl, KOPOHAPHBIE COCYbI JIIOOOTO AMAMETPA, B PE3YJIb-
TaTe 4ero HapyllaeTcsl CTpyKTypa TKaHell U pa3Bu-
BAaeTCsl KapAUOMUOIIATUsI, TIPUBOASIIAS K TSIKEJIONH U
pedpakTepHOIi K Tepanuun CepAeuHOM HEAOCTaTOYHO-
ctum [2].

OCHOBHBIMU ~ KJIMHUYECKUMU
aMMJTONI03a CeplIa sIBJISTIOTCS:

Cepdeunas nedocmamounocme (CH), watie Bcien-
CTBUE PECTPUKTUBHON KapaAMOMUOMNATUU (Kaaccu-

IIPOABICHUAMU

yeckasi popMa mopaxkeHus cepaua npu aMuiouao0-
3€) WIKW TPU HAPYLIEHUU CUCTOJIMNUYECKON (PYyHKLIUU
MuokKapaa jeBoro xeaynouka (JI2K), koropast oObIu-
HO pa3BMBaeTcsi Ha 0oJiee MO3AHUX CPOKax, INpU
9TOM JIOCTATOYHO TUMHUYHBIM SIBJISIETCS MOPAXKEHUE
KOPOHAPHBIX COCYIOB TUCTAJIBLHOIO pycJia ¢ KIUHU-
YEeCKMMM TMpPU3HAKAMU MUKPOBACKYJISIPHON CTEHO-
Kapauu [14].

Hapywenus cepdeunoii nposooumocmu, BHI3BAaHHBIE
AMWJIONIHON MH(PUIBTPALIMEH TTPOBOASIICH CUCTECMBI,
MNPOSIBJISIOTCS Pa3AWYHbIMU OJIOKagaMU U apUTMU-
sIMM, BO3MOKHbl CUHKOMNAJIbHbIC COCTOSIHUSI BCJIEI-
ctBue Opamukapauv. OCHOBHas MPUYMHA JIETaTbHO-
CTU — BHe3allHas cephaeyHasi CMepTh, 00YCIOBIEHHAs
IEKTPOMEXAaHNYECKOM TUCCOLMALIMENA U, B MEHbIIIEH
Mepe, KeJyI0YKOBbIMU apuTMusimu [15].

Opmocmamuueckas eunomeHt3usi, BeI3BaHHAsI aBTO-
HOMHOIi Heliponatueii cepaua. Cunkonanbrvle cocmo-
AHUA SIBIISIIOTCSI HE3aBUCUMBIMU TIPEIUKTOpPAMU He-
OIaroTIpUATHOTO KJIIMHIYecKoro ncxoma [13].
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XapakrepHble MPU3HAKH AMIJIOHI032 CEPNA 110 JaH-

HbIM JIA00PATOPHO-UHCTPYMEHTAJIbHBIX MCCJIeI0BA-

HU

Anexmporapouoepagpuueckue ocobeHHocmu

Turnmunblie: cHkeHne aMuMTynsl QRS otmeua-
eTCs B OTBEIEHUSIX OT KOHeuHocTeil (~50% marmeH-
TOB), HECMOTpPSI Ha HaJIM4YMe YTOJILIECHUSI CTEHKM Ke-
JIyIOYKOB TIPM BU3yanu3auu cepamna. Jpyrue amek-
Tpokapanorpaduueckue (DKI') mpuzHaku BKITIOUYAIOT
ICeBIOMH(MAPKTHYIO KAPTUHY B I'PYIHBIX OTBEICHMSIX,
MepILaTEIbHYI0 apUTMMIO, HAPYIICHUST aTPUOBEHTPU -
KyJIIPHOM TIPOBOIUMOCTH [16].

Ixoxapduoepaghuueckue ocobenHocmu

YTosIeHne CTeHOK KEeIyIOYKOB MPU MX HOP-
MaJIbHBIX pa3Mepax; aujaTalys Tpeacepauii; Haau-
Yyue repukapauaibHOro BBIMOTA; YTOJILEHUE Kiara-
HOB 0€3 3HAYMMOTO HapylIeHUsT X QYHKIIMH; «3ep-
HUCTasT» CTPYKTypa MUOKap/a (He O4eHb YYBCTBUTEJIb-
HBIN B OTIEJbHOCTU Mpu3HaK). [lpu momnmiepoBcKom
KCCeIOBAaHUM OOBIYHO BBISIBJISIETCS] HapylLIeHUe pac-
cjiabjieHus1 aeBoro keyaouka (JIZK) u ero HanosiHe-
Hus. Ha paHHUX CTagusx IOMOraeT B OMarHOCTUKE
BBISIBJICHME OMACTOJUYECKON TUCHYHKIMU (OCOOEH-
HO CHUXKEHUE CKOpPOCTel €’ U yBeIMYeHUe COOTHOLIE-
Hus E/e’) m cHIKeHre TPOIOIbHON COKPaTUTETLHOMN
¢GyHKLIMUM (BOJIHA S B peXKMME TKAHEBOTrO JOMILiepa 1
nedopmalivs B pexume speckle-tracking). Xapakrep-
HBIM SIBJISICTCSI CHVIKEHME JieopMalinK B 0a3aTbHBIX
CerMeHTax IpU OTHOCUTEJHbHO COXPAHHBIX allnKallb-
HeIX [17]. B nauane cucrommueckast pynkimst JIK co-
XpaHHa, HO CHMXKaeTcsl Mo Mepe IMpOrpecCUpoBaHUs
3a0o0J/ieBaHus [5].

Hwu onviH 13 BBIIETIEPEYMCICHHBIX TPU3HAKOB HE
SIBJISIETCSI CITELIM(PUUHBIM TSI aMUWIOUa03a. AMUION-
1103 CEPIILIa MOXKET IPOSIBJISITLCSI HE TOJIBKO TUIIEPTPO-
(pryecKUM 1 peCTPUKTUBHBIM BapMaHTOM KapaUOMU-
OTaTu, HO M TWIATAlIMOHHBIM 0€3 YeTKOU TUTIepTPO-
¢uu, a TaKKe coueTaHUEM DJIEMEHTOB BCEX TPEX TUIIOB
W MUHUMAJTbHBIMU CTPYKTYPHO-(GYHKIMOHATBHBIMU
U3MEHEeHUsIMU; HauOosiee creuuduuHa audopy3Has
runepTpodusi ¢ peCTpUKLMEei U CHUXKEHUEM (ppaKLIUU
Boiopoca JI2K (PB), Ho 6e3 nunaTamum JIXK [18].

Maenumno-pesonancrnas momoepagus (MPT) u pa-
JuoHyKaeuHas OUuaeHoOCMUKa — 3aHuMarm gedyujue no-
3UUUU 8 OUACHOCTMUKE aMUA0UD03a

BreigBiieHne CHUKEHUSI MHTEHCUBHOCTU CUTHA-
Jla OT MMOKAap/a B COYETAHUU C MO3AHUM YCUJICHUEM
curHajia OT cy03HI0Kap/ia MocJie BBEACHUSI ragoJIMHUS
npu MPT no3BoJisieT 3anoa03puTh aMUJIOUIHbBIC OTJIO-
KEeHUS.

PaguoHykiauaHasi IMAarHOCTHMKA C MCIOJIb30BaAHU-
eM paarodapMIiperiapaToB Ha OCHOBE COEAWHEHMUI,
TPOITHLIX K KOMITOHEHTaM aMWJIOMIHBIX WH(MWIBTPA-

TOB CEpIlla, a TaAKKe OCTEOTPOITHAsI M HEHMPOTPOII-
Has cuMHTUrpadusi, oaHOMOTOHHAS U MO3UTPOHHAS
SMUCCUOHHAs ToMorpadus MOMoraiT B BU3yaiu3a-
M aMWIOMOHBIX oTnoXkeHnil. CruHTturpadus Mu-
okapjaa ¢ nupodocdaToM Mo3BOJISIET CTABUTh IMATHO3
TTR-amunonao3a mpy OTCYTCTBUM JIETKUX 1ierneil 6e3
Mopdoaoruueckoii Bepuduxkauuu [14, 19].

Jlabopamopuuie uccaedosanus

-UccnenoBaHue CbIBOPOTKU KPOBU U MOYM Ha Ha-
JINY1e MOHOKJIOHAJIbHBIX UMMYHOITI00yIMHOB. Haun-
0oJiee TOYHBII METOI — 3TO KOJIMYECTBEHHAs OIleHKa
CBOOO/IHBIX JIETKUX LIEME.

-UccnenoBanue OuomapkepoB. HaubGonee wuH-
(opMaTUBHBI B OLIEHKE TSDKECTU aMUJIOMIO3a Cepalia
N-TepMUHaJbHBIN HAaTpUitypeTudyeckuii mentua NT-
proBNP (B ocobenHocTtu > 1800 Hr/m), a TakKe TPO-
[MOHUHBI, B IIepBYI0 odepeab TpormoHuH T (> 0,025Hr/
m) [20].

Bepudukalims auarHoza amMuiono3a BO3MOXKHA
TOJBKO C TMOMOIIbIO MOPMOJOrMYECKOro ucciaeaoBa-
Husl. buoricuio valle NpoBOASIT U3 TKAHEH MOAKOX-
HOM XMPOBOI KJIETUYATKU TIEpeIHEN OPIOIIHON CTeH-
KM (Oe3omacHa M TEXHUYECKU JIErKO BbIMOJIHUMA, AU-
arHoCTUYeCKasl 4YYBCTBUTEJIbHOCTb cocTaBisier 70
- 90%) [12], necHbI, CIIOHHBIX XKee3, CIM3UCTON K1~
IeYHUKA WIN XeIyaKa, mouyek. bruomncuio Muokapma
MPOBOIST PEAKO, B T€X CAydasiX, KOTAa He YIaeTcs Bbl-
SIBUTh OTJIOXKEHUWS aMUJIOMIa B HeKapAuaJIbHBIX OHMO-
nTaTax Wiu Korjaa Hy>Ho AuddepeHInpoBaTh aMUJI0-
MI03 CEPALIA C COMYTCTBYIOLICH KapaUaibHOM [1aTOI0-
rueit. [Ipu nomo3peHun Ha AL-TUn aMmuiouao3a pe-
KOMEHYIOT IPOM3BOIUTb TPEAaHOOUOIICHIO KOCTHO-
ro mosra. IToacuér riazmMaTuyecKux KJIETOK U OKpa-
cKa MyHKTaTa Ha aMUJIOU MO3BOJISIOT HE TOJIBKO Aua-
THOCTUPOBATh AMWIOUIO3, HO U BBISBUTH aCCOLIUMPO-
BaHHOE 3a00JIEBaHUE W3 TPYIIIIHI TAPOITPOTEMHEMMYC-
CKHX TeMO00J1aCTO30B, Yallle BCEr0 MHOXECTBEHHYO
mueaomy (MM).

AL- amMunouno3 - 9To camasi vactasi M Haubo-
Jiee 3JI0KauecTBeHHas ¢opMa aMUJIOMI03a Cepala.
CpenHsisi NPOAOKUTEIbHOCTb KU3HU 0€3 JieueHMUsI
cocrapisier 6-12 Mec [8], mpu HAIMYMK Y TTALIUEHTOB
sIBJICHUIA CepllieYHOM HepocTaToyHocTu - 4 mec. B
32,7% ciydaeB IPUYMHOM CMEPTU SIBJISIETCST 3aCTOM-
Has cepledHas HeJIoCTaTOYHOCTh, B 33,7% — BHe3arl-
Hasl cMepTh [24].

IMpenmecTBeHHMKaMU AL-aMmuiionia ciiyxar Jier-
kue nienu (Light chains) MOHOKJTOHATBHOTO UMMYHO-
r100yJIMHa.

AL- amunonago3, MM , 6onesHb BanbaeHcTpeMma,
B-xireTounnie mMpOMBI 00beTMHEHBI OOIITM TTaTOTE-
HE30M: B OCHOBE WX Pa3BUTUS JEXKUT AeheKT Iias3-
MAaTUYECKUX WJIK B-KJIeTOK KOCTHOrO MO3ra, KOTOpble
HAYMHAIOT TPOAYLIMPOBATh aHOMAJIbHBIE MMMYHOIJIO-
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OyIMHBI WM KOMITOHEHTHI MX MOJIEKYJ — TIaparpo-
TerHbl. Cekpelus Jerkux Lerneii MMMYHOIJ100yIMHOB
MaTOJIOTMYECKUM KJIOHOM B-numpounToB mnu mias-
MOLIUTOB SIBJISIETCS 00s13aTebHbIM Mpu3HakoM Al-
aMIJTOMI03a W TTO3BOJISIET OTHECTH JaHHOe 3aboseBa-
HUE Hapsiay C BbILIENEePEYUCICHHBIMU 3a001€BaHMSI-
MM K IpyMIe NapornpoTeMHeMUYeCKUX reMo01acTO30B.
ITpu 5TOM B KPOBU U HEPEJIKO B MOUE OOJIbHBIX B 00JIb-
IITOM KOJTMYECTBE MOTYT BBISIBIIATHCS aHOMATbHBIE MO-
HOKJIOHAJIbHbIE AMUJIOUIOT€HHbIE UMMYHOTJI00YIMHBbI,
YTO MOMOraeT B AuarHoctuke. OT KoauMyecTBa aTUMY-
HBIX TUIA3MOLIMUTOB 3aBUCUT CTETNEHb 3JI0KAY€CTBEHHO-
ctu 3abosieBaHus. [lpu amuiionno3e NaToa0rMYECKUi
B-xJ1eTOUHBII KJIOH OOBIMHO HE0OJIbIIoM — 10 5—10%
ATUITMYHBIX KJIETOK, 11pu MM 6osee 12% (B HOpME MX
MeHee 4%). AL-amuionno3 B OGOJIBIIMHCTBE CIydacB
SIBJISIETCSI CAMOCTOSITEIbHBIM 3a00JieBaHueM, HO B 10-15
% ciydaeB MOXeT OBITh accolimmpoBaH ¢ MM wim, Ha-
MHOTO peke, C IPYTUMU MTapoITpOTeMHEMUYECKIMU Te-
mobnacro3amu. BepositHo, AL-aMuionno3 TakxKe ac-
COLIMMPOBAH C MpeallecCTBEHHUKOM MM, MOHOKIIO-
HaJIbHOIM raMMariaTueil HesiCHOro 3HadyeHwus. Y 0oJib-
HbiIX MM AL-aMuio1a03 MOXKET BbISIBISITbCS KaK B J1e-
6rote 3a00seBaHMS, TaK U MO MEpPe ero Mporpeccupo-
BaHwust. He o0sizatenbHo MM niepBuuHa. Tak, y mamnu-
€HTOB ¢ AL-aMWJIOWI030M TPU JUTUTEIbBHOM T€UEHUU
3a00J1eBaHNST MOTYT TIOSIBUTHCS TIPU3HAKW, TUTTMIHBIE
11t MM [21-24]. CouetaHue 3a001eBaHUit KpaiiHE He-
TaTUBHO BJIMSIET Ha MporHos. [Tpu accoummpoBaHHOM
¢ MM BapuaHTe AL-aMua01103a BbIXKMBA€MOCTh CO-
crapisiet 4 mec [25-28].

IlaBHOE B 1eyeHun AL-amuiionno3a U Apyrux mna-
pOIPOTEUHEMUYECKUX reMO0IaCTO30B — 3TO paHHee
HavyaJlo XWMMOTEpariy, HalleJIeHHOM Ha TaTOJIOTH-
YeCKMI KJIOH TIUIa3MaTUYECKUX KJeToK. B ommxkaii-
1eM OyaylieM, BeposiTHO, OyAyT MPUMEHSITbCSI HOBbIE
MOJXOAbl, HALICJICHHBIC HA IPYTUe 3Tallbl AMUJIOMAHO-
ro kackana [29].

HexkoropbsiMu aBTOpamMyd paccMaTpuBaeTcsl TI'M-
MOTe3a O COYCTAHMM M BO3MOXKHOM B3aWMHOM BJIMSI-
HUM MUoKapauta u AL - ammionnosa. Creayer mpo-
BOJAUTbH AUATHOCTUKY MUOKAPAUTA Y OOJbHBIX C (yJIb-
MMHAHTHBIM TEUEHUEM aMWJIOWI03a Cepilia,  TsDKe-
JIOW CUCTOJMUYECKOU NTUCHYHKUIMENA U apUTMUSIMU, TTO-
CKOJIbKY TI0 HEKOTOPHIM JaHHBIM 4YacTOTa OOHapyKe-
Husg WUI'X-mipu3HakoB BocmajaeHusi y 00JbHBIX AL- 1
TTR-ammiounosom cepaua aocruraer 40%, ¢ nocro-
BEpHO YXYIIIEHHBIM IMPOrHo30M. OTcaHbl ciydan 00-
Hapy>XeHUsT BUPYCHOTO TeHOMa B MMOKap/e Y OOBHBIX
¢ amuiaouno3oM. MMeroTcst JaHHbIE O TTOBBILLIEHUU TH-
tpa AH®D, 4TO, BO3MOXHO, SIBISICTCS] CIGACTBUEM BTO-
PUYHOTO UMMYHHOTO OTBETa Ha TMOETh KApINOMMOII-
Ta WM COYETAHUU aMUJIOU103a C MUOKapAUTOM |18].

B kauecTBe npumepa MOpUBOAMM PEIKUIl Cydaid,
KOTOPBIM UMEJT MECTO B CyIe0HO-MEIULIMHCKOM MpaK-

TUKE: HE AMAarHOCTUPOBAHHBIX TIPU XKU3HU JBYX ac-
COLIMMPOBAHHBIX 3a00JeBaHUIl - TMIa3MOLMUTOMbI U
cucteMHoro AL-amunongo3za ¢ MpeuMyllecTBEeH-
HBIM nopaxkeHueM cepaia. HeoObluHbIl n1e0ioT 3a00-
JIEBaHUSI — IIOBTOPHbBIE CUHKOIIE C MAAEHUSIMU U TSIXKe-
JIOW YepernHO-MO3roBOM TpaBMOW — Mpenonpeaeaina
TPYAHOCTU TIPU MOCTAHOBKE AMArHo3a.

MyxuurHa 55 jeT oOpaTuics B MOJUKIUHUKY
10 TTOBOMY CJIA0OCTM W OTEKOB HMXHUX KOHEYHO-
creit. Ha npueme y TepamneBTa KpaTKOBPEMEHHO IO~
TEpsLJT CO3HAHUE, yal U yoIapuJics TOJ0BOK 00 IoJ.
B c¢Bsi3u ¢ yemM ObL1 3KCTPEHHO TOCIIUTAIU3UPOBAH
B CTallMOHap C JMArHo30M: 3aKpbiTas 4epernHo-
mo3sroBast TpaBma (3UMT), coTpsiceHue TOJJOBHO-
ro mMo3sra, rematoma Jo0OHo# obnactu. I1Ipu nmpoBe-
J€HUU DKCTPEHHON KOMIMbIOTEPHOU TOMorpaduu
TOJIOBHOTO MO3ra B MPUEMHOM OTAECIEHUU AAHHBIX,
YKa3bIBAOIIMX HAa TPaBMAaTUUYECKOE MOpakeHue Be-
1IeCTBa TOJIOBHOI'O MO3ra He 0OHapy>kKeHO, KOCTHO-
TpaBMaTUIECKNX M3MEHEHWH CO CTOPOHBI JINIIEBO-
ro U MO3TrOBOro uepera He BbISIBIEHO, OTMEYaaoCch
yBeJIMYEHUE O0beMa MSITKMX TKaHEil mnpaBoit J100-
Hoit o6aactu. [Tpu nocTynaeHuun odpaiaiyu Ha cedst
BHUMaHUE CJIab0CTh, OPTOITHOZ, TeraToMeraaus,
MacCHUBHbBIE OTEKM HOI, apTepuaibHOE NaBJICHUE
90/60 MM pT.CT.

Jlannwvie obcaedosaruii

Ha cepun OKI: cuHycoBbIli pUTM, OTKJIOHEHHE
D0C BreBo, mpuxoasdias OJoKana MepenHeil BeTBU
neBoi HOXXKM ITyuka Ica, mpuxonsinas AB-06mokana 1
crerieHu, noabeM cermeHTa S7B V2-V4 10 1 MM.

I1pu xonrepoBckoM MoHuTopupoBaHuu DKI pe-
TUCTPUPOBAJIA CUHYCOBBIN PUTM C IPU3HAKaMU Hapy-
LIEHUSI BHYTPYIKEIYIOYKOBOI IIPOBOAUMOCTH, 362
JKeJTyIOUYKOBBIE 3KCTpacuCToJbl. XapakTepHbie DKI'-
TIPOSABJIEHUS aMWJIOW03a CEP/LIA OTCYTCTBOBAIIN.

IMpu BxoKI BHIIBICHBI 3HAUMTETbHOE THUDPY3-
Hoe CHKeHue cokparumoctu JIZK 0e3 ero nunara-
i ( KAP JIK 5,1 em , KO 96 M, KCO 69 mn, ®B
28%), ymepenHas rureptpodum JIK ( T3CJIEK 1.3
cM, TMXKIT 1,4 cm), nunataums 12K (auametp T12K
3,8 cm), munatauus npeacepauit ( JIIT 4,5 x 5,9 cm,
oowem JIIT 79 mn, ITIT 4,3x5,7 cM, o6bem 67 M), MP
I-11cT. E/A 1,2. Cucronnueckoe qaBjieHre B JIETOYHOM
apTepun 36 MM PT.CT.

KT opraHoB rpyaHoi KJIETKHU BbISIBUIO KapaAUOMe-
rammio (KTH 0.63).

Ha cepumn osnextposHiedamorpaMM 3NUJIENTH-
(GOpMHOIT aKTUBHOCTU, MPU3HAKOB MEXITOAYIIAPHOI
ACMMETPHU HE 3apeTUCTPUPOBAHO.

B ananuzax oOpainasiu Ha cebs BHUMaHUE: MO-
BoilueHue COD - 63 MM/4, CHUXEHUE IeMOII00u-
Ha 110 r/n, NoBbIllIEHWE YPOBHSI MOYEBOM KUCIOTHI -
786 MKMOJTh/JT, TIOBBIIIIEHE HATPUIYPETUIECKOTO MO3-
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rosoro Tierrtraa (BNP) - 735.7 iir/Mi1, cTOMKOE TTOBBI-
LIEHUE BbICOKOUYBCTBUTEbHOIO TporoHuHa T- 1236
HI/J, IIPOrpecCUBHOE IIOBbIlIeHHE C-peaKTUBHOIO
b6enka — 30, 117 mr/n, TIporpecCUBHOE ITTOBEHITIICHNE
kpeatuanHa — 118, 180, 432, MOYeBMHBI, TTPOTEHHY-
pust - 0,75 /a1, oOHapyXeHbl aHTUTENA K SIAEPHOMY U K
KarcuJaHoOMy aHTUIreHaMm Bupyca DmiureitHa—bapp. Jla-
OopaTopHbIE MapKepbl CUCTEMHBIX M ayTOMMMYHHBIX
3a00/1€BaHUI OB OTPULIATEJIBHBIE.

Yepes 5 oHel y mauueHTa BHOBb Pa3BUJIOCH CUH-
KOINaJIbHOE COCTOSIHUE C MaJieHUEM, MPUBEALLIMM K I1e-
pesoMy OCHOBaHMS Yeperia, epesioMy MMpaMUIbl BU-
COYHOI1 KOCTH CJIeBa, Y110y rOJI0OBHOIO MO3ra, cyomy-
pajbHOI reMaTOMe, B CBSI3U C YeM OOJIbHOI HaxXOmWI-
cs B OTHEIEHWM WHTEHCWBHOU Tepanuu. B TeueHume
HECKOJIbKMX THEH y TallMeHTa pa3BUIach OCTpasi I10-
yeyHas HepoctaTouHocTh (OITH), Ob11M npoBeaeHbI 3
ceaHca TreMoauanusa c yiasrpaduibTpanueit. [1pose-
JIeHWe KOopoHapoaHTuorpauu U OMOIICMU MUOKAp-
Ja [UTS YTOYHCHUST XapakTepa MOBPEXKICHUSI MUOKap-
Jla He MPEeCTaBISI0Ch BOBMOXHBIM U3-3a TSXKECTH CO-
CTOsIHUSL, 00yc/ioBjieHHO YMT u noueuHoit HegocTa-
TOYHOCTHIO. HecMoTpsi Ha TPOBOAVMMYIO MHTEHCHUB-
Hylo Tepanuio, Ha 30-i1 JeHb rocUTAIU3alUKY Talu-
€HT CKOHYAJICSL.

KnnHuueckuii fpuarHo3 6bu1 ¢hopMyIUpPOBaH Kak:
MUIaTallMOHHAS KapIUMOMHUOMATUS B MCXOJE OCTPO-
ro muokapauta. Couemannsiii. 3YMT. Tlepesom ocHo-
BaHus yepena. [lepesioM nmupamMuabsl BUCOYHOW KOCTH
crneBa. Ocaoxncrenus. OcTpasg cepaeaHO-COCYIMCTAs
HeaocTatouHoCTh. OCTpast AblXaTelbHasi HEeA0CTaTOU-
HocTb. OTeK rojoBHOro mosra. OTek Jerkux. Yiuuo
rosioBHoro mMosra. CyoaypajibHas rematoMa. Bropuu-
Has merouHas runepteHsus. HK 11 b. NYHA 111 ®K.
Hedpomnarus cmemanHoro reHesa. Bropuunast rume-
pypukemusi. OITH. CeaHcbl remonuannsa u yabTpa-
dunsrpaumu. Conymemeayrowui. UBJ. ADIT I-11 cra-
nuu. HedpomnaTtus cMmeliaHHoro reHesa (ypaTHoOro, B
paMKax KapaIuopeHaIbHOIro CUHIPOMA).

IMpn coBMecTHOM CyneOHO-MEIMIIMHCKOM M MaTo-
JIOTOAHATOMMYECKOM HCCIEIOBAHNM JTaHHOTO JIETab-
HOTO cJlyyasl, B XOJi¢ KOTOPOTO ObLIM MCIOJb30BaHbI
CJICIYIOIINME METOIBI: PETPOCIEKTUBHBIN KIMHUKO-
AHATOMUYECKWM aHamu3 (MO0 MEAUIIMHCKUM JTOKY-
MEHTaM), ayToIcusi (OCHOBHOI KJacCUUYECKUI MeTo
BCKPBITHSI), KOCTU CKeJieTa He BCKPHIBAJIUCh, THCTO-
JIOTMYECKOE MCcciaenoBaHue (OKpacka reMaTOKCHJIM-
HOM M 203MHOM, KOHTO KPaCHBIM), MMMYHOTHCTOXM -
MUWYeCcKWil (aHTUTeNa K capkoMepHoMy akTunHy, CD4,
CD8 n CD68, a Takxe aHTHUTeJIa K UMMYHOTJI00YJIH-
HaMm J1siMOa M Karira), JIOMMHECLICHTHBIA METOm U
METOJ TaHATOTEHETUYECKOTO aHajam3a, ObLT yCTaHOB-
JIEH IUarHo3:

OcHosHoe 3a00aeBanue. [Liasmoyumoma, middys-
Has ¢opMa ¢ MmopaxkeHHeM Kocteit ckenera. Oclioxk-

Henusa. Cucmemuviit AL-amunoudo3 ¢ OTIIOXKEHU-
€M Karra-uMMYHOLJIO0YIUHA, ¢ nopaxcenuem cepoua
(AKMII: nepumMeTp OTBEPCTUSI MUTPaAJIbHOTO KJaraHa
11 cM, aopranbHOro — 7.5 cM, TPUKYCIIMAATBLHOTO — 15
CM, JIETOYHOTO — 8.5 CM; 9KCLIEHTpUUYECKasi TUTIEPTPO-
¢ust muokapna: macca cepaua 550 1, TOMIIKMHA CTEH-
KM JIEBOTO KeJyaouka 1.7 cM, MexKeay104KOBO Te-
peroponku 1.5 cm, mpasoro keaynouka 0.2 cm), nee-
Kux u cenezeniu. Quaeogulil nPOOYKMUBHbLI MUOKAPOUM.
Xponuueckoe obujee 6eHo3HOe NnoaHOKposue: Oypast UH-
Iypauyst JeTKUX, MyCKaTHasl TIeYeHb, IIMaHOTUIECKast
WHIypalus IMovYekK, cee3eHKr. OTeKr Ha HIDKHUX KO-
HEeUHoCTsX. PecnupamopHbiil ducmpecc-cuHopom B3pOC-
Jabix (PICB) (ruanuHoBble MeMOpaHbI, OTEK, TUCTeIe-
KTa3bl, GUOPUHOBBIE TPOMOBI 1 T'MaJIMHOBBIE MeMOpa-
HBI B aIbBeojiaxX JETKNX). Ocmpoe obuee 6eno3noe noa-
Hokposue. OTEK JIETKUX U TOJJOBHOTO MO3Ta.

ConyrcrByomue nospexaenns. [1ageHue ¢ BEICOTHI
COOCTBEHHOTO pOCTa. 3aKphiTas 4eperrHO-MO3roBast
TpaBMa rosioBHoro Mo3ra ot 13.01.17 . ¥Ymu6 npaBo-
ro MoJiyiapusi 60JbIIOr0 TOJ0BHOIO MO3ra ¢ 04arom
pPa3MO3XEHMs1 MOJKca MpaBoil JOOHOK noJu, cyba-
paxHoMIaabHOe KpoBouwsausHue. KpoBomsnusHue B
MSTKUE TKaHU JOOHOM 00J1acTU clpaBa B MPOEKLIUU
HaAraa3HUYHOTro Kpas. KpoBoroaTek KeaToro liBe-
Ta B J10OHOM 00J1actu cripaBa. [TogkoxHasi rematoma u
ccaarHa J00HOM 006J1acTy cripaBa, reMaToMa BEpXHETO
BeKa (M0 KIMHUYECKUM JTaHHbBIM).

ITaneHue ¢ BEICOTBI COOCTBEHHOTO pocTa. OTKpPHI-
Tast YepermHo-Mo3roBas TpaBma ot 19.01.17T. Ymmo ro-
JIOBHOTO MO3Ta C TIPEUMYIICCTBEHHBIM TIOPaKCHM-
eM JieBoii BUcCO4HOM noju. CybapaxHOUAAIbHOE KPO-
Bou3usiHUe. JIMHeliHasl TpelHa 3aThIOYHOM KOCTU
CIIpaBa M MAPAMUIBI JIEBOM BUCOYHOI KOCTHU C Tepe-
XOJIOM Ha OCHOBaHUS yeperna B 00J1acTb JIEBOI Yeper-
HOI SIMKU (MI€pejIoM OCHOBAaHMSI yeperia) 0e3 MoBpexK-
JIEHUsT TBEPJIO MO3roBoit 06osiouku. ITapaopouTaib-
Hble reMaToMbl. [eMatoTuMnanym cieBa. TpaBMaTruue-
CKOe MOBPEXIeHNEe KON HApY>KHOTO CJIyXOBOTO IMpO-
xona cnesa. CcaavHa 3aTbIJIOYHON 00aacTH (MO Kiu-
HUYECKUM AaHHbIM). [Ipuuuna cmepmu - ocmpas cep-
deunas HedoOCMamoyHOCMb, pa38UBUIAACS HA (hOHE 8bIpa-
HCEHHO20 BEHO3HO20 3ACMOS, OCAONCHUBUIE20CA PA38UMU-
em P/CB.

Tucronornueckass kaptuHa. KocmHbill mo3e TU-
MEePKJICTOUYHBINA: 85% I1a3MOLIMTBEI U MPOILIA3MOLIM-
THI, 2% 303uHOMDUILI, 5% HeNTpOhWILHBIE JIEHKOLIN-
Thl, 8% Masbie TuMdorTsl. Cy0TOTabHOE 3aMelle-
HWE KOCTHOMO3TOBBIX BJIEMEHTOB TIIa3MaTHYEeCKUMM
KJIETKaMM Pa3IMyHOM CTENeHU 3PeJIOCTH, MOAaBICHUE
IPaHYJIOLIMTAPHOTO POCTKA, KOJIMYECTBO MErakapuo-
IIMTOB He cHIKeHo. [lmazMaTtrueckue KJIeTKU ¢ TIpu-
3HaKamu atunuu. HaiipeHHble n3MeHeHus 6osiee Bce-
0 COOTBETCTBYIOT ILIazMoluToMe. OTMevaloTcst oT-
JIO>KeHUST aMOP(HBIX OEJIKOBBIX MacC B TOJIIIE CTEHOK
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MEJKUX apTepuo. Jleekue. Bo hparMeHTax, B3SITbIX U3
30Hbl MH(ApKTa, ajlbBEOJbl C PAaCIIMPEHHBIMU TPO-
CBETaMU 3aIOJHEHbI KCCYIaTOM C OOJIbIIMM KOJIrYe-
CTBOM 3pUTPOIIUTOB. OTMEUaeTCsT BRIPAKEHHOE TI0JI-
HOKpPOBHE KaNWIISIPOB B MEXaAJIbBEOJISIPHBIX TIEPEro-
poakax. KpyrnHble apTepuu ¢ yTOJIIEHHBIMU CTEHKA-
MM, MMOJHOKPOBHBIMM MpocBeTaMu. bosiee Menkue ap-
TEPUU C PHIXJION pacCIanBalOIIENCI CTEHKOM, B TOJIIIE
KOTOPOI MECTAMU OMPENEISIIOTCS OTJI0XEHUST aMOpd-
HbIX 0eJKOBbIX Macc. Bokpyr aprepuii u OpOHXOB —
HeOoblIMe 00J1aCTU JErOUYHOro ckijeposa. BHe atux
YUYaCTKOB JIETKME C HECKOJIPKO YTOIIIEHHBIMU CKIIEPO-
3UPOBAHHBIMU MEXaTbBEOJISIPHBIMU MEPETOPOAKAMMU,
MPOCBETHl AJbBEOJ BO3MYIIHBI, COAEPXAT B HEOOJb-
IIIOM KOJIMYECTBE aJIbBEOJISIpHBIC MaKpodaru v ciaeIbl
OTEYHOM XKUIKOCTU. B CTeHKaX MEJIKMX U CPeTHUX ap-
Tepuil TaKKe OTpeaesIstoTcs OTiIoKeHus oenka. Ceae-
3enka. KpacHast myJibna rnojHOKpPOBHA, C KPOBOM3JIHSI -
HUSMU. B cTpoMe 0TMEYatoTCs MaCCUBHbBIE OTJIOXKEHUS
amopdHOTO O6eMKoBOTO BemecTBa. POUTMKYITHI aTpo-
¢uyHOro BMIa, 06€3 CBETJbIX LIEHTPOB Pa3MHOXKEHMUSI.
Ileyens. J1oabKkoBOE cTpoeHUE coxpaHeHo. [lopraib-
HbI€ TPAKThl HE3HAYMTEJIBHO CKJIEPO3MPOBAHBI, B HE-
KOTOPBIX OTMeYaeTcsl Mpoaudepalus XeJ4yHbIX Mpo-
TokoB. [enarouuTsl MecTamMu (OCOOEHHO B LIEHTPAJIb-
HBIX OTJe/1axX J10JeK) C IMCTPOPUUECKUMU UBMEHEH -
SIMM M OTJIOKEHUSIMU OYpOro MUIMEHTAa B LIUTOILIA3-
Me. LleHTpasbHbIe BEHbI HE3HAUUTEIbHO CKIEPO3UPO-
BaHbl. CUHYCOM/IbI TTOJTHOKPOBHBI, OCOOEHHO B 1I€H-
TpaJIbHbIX OTAeaxX AoJieK. [louku. PUCYHOK CTpoeHUsI
coxpaHeH. Kiiy0ouku OKpyrible, KanuuIsipHble TeT-
JIM HEpaBHOMEPHO MOJHOKPOBHBI. ApTepUu C yTOJ-
LEHHbIMU cTeHKamu. KiuleTKu KaHaJiblieB KOPKOBO-
ro Cj10s1 B COCTOSIHUM BaKyoJbHOI auctpoduun. Mo3-
TOBOIA CJI0i1 ¢ ABAeHUSIMU cKiiepo3a. OTIoKeHU aMu-
Jouna He oOHapyxeHo. Cepdye. KapaMOMUOLIUTHI TU-
nepTpod@UpoBaHbl, YaCTh U3 HUX C AUCTPOPUIECKUMU
MEePUHYKIIEAPHBIMH OTIOXEHUSIMU Oyporo MUTMEHTA.
IlonepeuHast uCYEPUEHHOCTh UX COXpaHeHa. B Toiie
MBILLICYHOTO CJIOST OTIPEACIISIIOTCS] OTJIOKCHMST aMop(d-
HOTO OEJIKOBOTO BEIIECTBA, BOKPYT KOTOPOTO OTMEUa-
€TCsl TMTaHTOKJIETOUHas peakuusl (CKOIJIEHUs MHO-
TOSIAEPHBIX TMTAHTCKUX KJETOK paccachbiBaHUSI MHO-
POIHBIX TeJ). APTepUM C YTOJIIIEHHBIMU CTEHKAMH,
CO CTEPTHIM PUCYHKOM CTPOEHUSI, B HUX TaKXKe OTMe-
4yaloTCcs OTJIOXKEHHMsI OEeJIKOBOro BelllecTBa, paspylla-
e cteHky (puc. 1-3). Illpu UI'X-uccaedosanuu na
Kanna-ummyHo2A00yAun ommedaemcs noA0JNCUMeNbHAs
PeaKuyus 6 Mecmax OmAoNCeHUll amop@Hoeo eeujecmeda.
Pesynbratel skcnpeccun CD-mapkepoB mnpuBese-
Hbl B T20.1. 2. [1pu MCnob30BaHUM JIIOMUHECLIEHTHO-
ro MeTOAa B 30HE aMWJIOMUI03a OTMEYaeTCsl Crierudu-
yecKoe 3eJeHOBaToe cBeueHue. [0106HoU mo3e (yda-
CTOK Pa3MO3KeHUsI M3 00JIaCTU TMOoJI0ca MpaBoit J100-
HOIi J011). B TKaHM M0o3ra KpoBOU3IMsSIHUE, T10 MEPU-

Puc. 1. OTno)xeHue romoreHHbiX 303MHO}UIIbHbIX MACC Nepuea-
CKYNSIPHO B cTpome Muokapaa. OKpacka reMaTtoKCUsIMHOM U 30~
3uHOM. Ys. X 200.

Puc. 2. Tor e cepwmiiHbiii cpe3 (cm. puc.1), 6enok amunoug
KMpNUYHO-KPacHoro ueerd. Okpacka KoHro kpacHbim. Ye. x 300.

Puc. 3. Amunounpos cocypos cepaua. OKpacka KOHro KpacHbiM. Ys.
% 200.

(epur KOTOPOTO OTMEUAIOTCS CKOIIEHMST TeMOCHIEe-
pWHA U TM3NPOBAHHBIX DPUTPOLINTOB, a TAKKE clrabast
ouaroBag npoaudepanus Mukporauu. I'ososnoi moze
(neBast 100OHast 10J151). B TKaHU MO3ra KpoBOU3JIUSIHUE,
BOKPYT' OTJIOKEHMSI TeMOCUIEPUHA U CKOILICHMS JIv-
3MPOBAHHBIX 3PUTPOLIMTOB, TTpoaudepauus rauu. [o-
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Tabuuua 2

HOJIyKOJIPl‘IeCTBeHHaH OIICHKA IKCIIPECCHU JleﬁKOlll/lTale:lX MapKepoB

CD4

CD8

CD68

Ha 10 mosneii 3penust yB. 400 — 75 KieTok

Ha 10 noneii 3penus yB. 400 — 32 KieTKu

Ha 10 mosneii 3penus yB. 400 — 203 kineTku

Ha | mone 3peHusa — 7,5 KIIeTKu

Ha | rmose 3peHus — 3,2 KJIeTKU

Ha | mone 3penust — 20,3 KIeTKU

108HOT Mo3e (JieBasi BUcouHasi nost). [Tog Msirkoii Mo3-
TOBOI O0O0JIOUKOI, TTPOHMKAST HA TIyOMHY 0 2 MM B
TKaHb MO3Ta, CKOIJICHUSI JU3MPOBAHHBIX DPUTPOLIM-
ToB. TkaHb MoO3ra B 3TOi 00J1aCTU C BbIpaxKEHHbIMU
IUCTPOGUUESCKUMU M3MEHEHUSIMU, OTMEYaeTcs Cia-
6as mpoaudepauus rvn. Mozceuox (JieBoe MoaylIa-
pue). B Msirkoit Mo3roBoii 0007104Ke KPOBOU3IUSIHUS,
MPOHUKAKILIUE 10 000J0UKE B TJYOUHY TOJYLIAPUS
MO3XeuKa, HO He TIPOHUKAOIIME HEOCPEICTBEHHO B
TOJILLY HEPBHOM TKaHU.

Takum 00pa3zoM, Ha ayTOTNCHUM ObIIU BBISIBICHBI
miasmouuroma, AL-aMuIOUA03 ¢ MPEMMYILECTBEH-
HBIM MOpaxkeHUEM Ccepilia, JeTKUX, CeJe3¢HKU, a TaK-
K€ 4YeperHo-MOo3roBasi TpaBMma (oyaru yiiumba Belle-
CTBa TOJIOBHOTO MO3Ta, cybapaxHOUIaTbHbIE KPOBOM3-
JINSTHUS, TIEPEJIOM OCHOBAHUS Yepera).

ITpu ouenke MI'X-peakium odHapyxeHa moTepst
AKCOPECCUU CapKOMEPHOTO0 aKTHMHA, YTO CBUICTE/b-
CTBYET O HapYIIEHUM COKPATUTEIbHOU (PYHKIIMU MU-
okappaa. [TpeobGnaganue B muokapae T-xeanepoB xa-
paKTepHO AJIsI HECOCTOSITEIbHON aMUJIOUAOKIA3un U
MOAYEPKUBAET MTPOrPECCUPYIOLINIA XapakTep 3aboJie-
BaHUs.

Oocyxnenne

B ximHunyeckoit kapTuHe 3a0osieBaHUsI oOpallaiv
Ha ce0s BHUMaHMe TToBTOpHEIE (3a 30 mHeit mammeHT 3
pa3a TepsuUl CO3HAHME IIPU IIEPEXO/Ie B BEPTUKAIBHOE 110~
JIOXKEHHE) CUHKOTIAJIbHBIE COCTOSTHHSI, KOTOPbIE OBLIH,
BEPOSITHO, CIIEIICTBUEM OPTOCTaTUIECKOI TMITOTEH3MH,
BBI3BAHHOW aBTOHOMHOWM HeWporatuen cepaua. Ilo
JAHHBIM JIMTEPATYpPHl, OPTOCTATUYECKAsI apTepraibHast
runoreHsust npu AL-Ture amuionaosa HaOsogaeT-
cs1y 11% GoJbHBIX B MOMEHT YCTAHOBJICHMSI IMArHO3A.
OOBIMHO 3TOT CUMIITOM CBSI3aH C DIMCHYHKIIMEH Berera-
TUBHOM HEPBHOI CUCTEMBI (aAMWIOMI03 HEPBHBIX CILIC-
TEHUI COCYIOB) M B TSDKEJIBIX CIyJasiX COMIPOBOXKIAET-
Cs CHHKOITaJIbHBIM COCTOSTHUEM, TIPM KOTOPOM Y Tiallv-
€HTOB HEpEeIKO MPOMCXOISIT MAICHUSI C BBICOTHI COO-
CTBEHHOTO POCTa C NMPUIMHEHUEM UYEPEITHO-MO3TOBBIX
tpaBM [30]. CMHKOMAILHBIE COCTOSTHUSI — JIOCTaTOU-
HO 4YaCThlC MPOSIBJCHUSI aMUJIOMI03a U KpaiHE IIpo-
THOCTUYECKM HEOJIAaTOIPUSITHBIA MPU3HAK: OOJIbIINH-
CTBO TaKMX IalLIMEHTOB IOrMOAOT BHE3alHO B Teue-
Hue 1 roma ot Havasa cuMnToMoB [31,32]. I1pu BoBe-
YEHUM B MATOJOTMYECKUI MPOLIECC ABYX U Oojiee BUC-
LiepaJIbHBIX OPTaHOB IIPOrHO3 3a00JIeBaHUST YXYIIIAeT-
cs1. Takke, BO3MOXKHO, MUOKAPINT OCIOXKHWI TeICHUE

6ore3nn. HeaddextuBrocTs Teparmun CH Takoke cBU-
JIETCIECTBOBAJIA B TIOJIb3Y AMWIOWIHOTO TTOPAXKCHMUS
cepaua. PynpMuHAHTHOE TeueHue AL-amuiionmosa y
MalueHTa, BO3MOXHO, ObLIO 00YC/IOBJIEHO HaJIMYUEM
ACCOIIMMPOBAHHOTO 3a00JI€BaHUS — IUIa3MOIIUTOMBI,
MOI00HBINI clyyan onucaH B autepatype |33]. [Tinazmo-
LIMTOMA BHEeC/a BKJIal B pa3BUTHE MOYEUHOI1 HegoCcTa-
TOYHOCTU (HEPPOTUYECKUI CUHAPOM - TIPOTEUHYPUS
B JTAaHHOM CJIy4yae, BEpPOSTHO, OblJla  CBsI3aHa C Tiepe-
rpy3Koil KaHableB 0ekoM beHc-JIxkoHca), MapKepom
He01aronpusITHOrO MPOTHO3a NMpu amuionao3e. [lnas-
MOLIUTOMA B OTJIM4Me OT AL-aMumonmo3a He OTHOCHUT-
Csl K YMUCTY PelKUX MapornpoOTeMHEMUYECKMX TreMo0Jia-
cto3oB. Ee kinuHuyeckue (GpopMbl UMEIOT XOPOILIO U3-
BECTHBIIl CUMITTOMOKOMITLIEKC, YTO ITMAarHOCTUYECKMX
TPYIHOCTEI, KaK MpaBUJIO, He BbI3biBaeT. OmHAKO Cy-
LLIECTBYET HECKOJIbKO BAapUAHTOB TEUEHMS TJIa3MOLIM-
TOMBI, TIPY KOTOPBIX TUITMYHASI KJIIMHUYECKasl KapTUHA
He pa3BuBaeTcs | 34].

XPOHNYECKOE MOBBIILIEHWE BbICOKOUYBCTBUTEb-
HOro TpoIoHuHa T, CBSI3aHHOE HE C MIIeMUYeCKUMU,
a CO CTPYKTYPHBIMU MOBPEKICHUSIMU MUOKapaa, Xa-
paKTepHO I aMWIOMIHOW MHOWIBTpAllMKM. 3HAUYU-
TE/IbHOE IOBbILLIEHUE BbICOKOUYBCTBUTE/IBHOIO TPO-
nmoHrnHa T yka3blBaeT Ha ILIOXOil KPaTKOCPOUHBII
nporHo3 |20].

Hannbie OxoKI'-rccnenoBanus cepiia HeCIeM-
¢uunbl [17 |, onHako obpalaid Ha cedsi BHUMaHUE
runeptpocus JIZK, 3HauuTeIbHOE CHUXEHUE COKpa-
tumoctu JIZK npu HopmasibHOM nonoctu JIZK, a Takxke
aumatanus peacepanii. O HapyIIEeHUHW COKPATUTEITb-
HOI (byHKLIMM MUOKapaa CBUACTEIbCTBYIOT U Pe3y/ib-
tarbl MUI'X-ucciaenoBaHusi: norepst SKCIpeccuu cap-
KOMEPHOT0 aKTWHa, OejIKa, OTBEYAIOIIero 3a TeHe-
pUpoBaHUe U Tiepeaavy CUbl cokpaieHus. [1peodia-
JaHue B Muokapae T-xenamnepoB, XapakTepHOe JJIsl He-
COCTOSITEIPHOM aMUJIOMIOKIA3UM, W IOAYEPKUBAIIO
MIPOTrPECCUPYIOIINIT XapaKTep 3a00eBaHUSI.

Takum obpaszom, MpeaAUKTOpaMU HEOJIArONMPUSITHO-
ro ucxona AL-amwuiono3a ObUTH: aCCOLIMALINST C TIIa3-
mouutomMoit, Hammuue CH, cMHKONaIbHBIX COCTOSIHUA,
MMOYEYHON HEIOCTATOYHOCTH, BOBJICYCHNE B TATOJIOTH-
YECKUI Mpoliece ABYX U 00siee BUCLIEPAIbHBIX OPTaHOB,
3HAUYMTEIbHOE IOBbILLIEHUE TPOIIOHMHA T.

3aKioueHue
TpyaHocTH NPpUXMU3HEHHONW TMAarHOCTUKU aMU-
Jlou103a O0YCIAOBAEHbl  HecTeunupruuecKuMu Kan-
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Knuunueckum cnyuam

HUYECKMMU U CUCTEeMHBIMU MPOSIBICHUSIMM, a TaK-
K€ CJIO0XKHBIM M IJIMTEJbHBIM MPOLIECCOM AMArHO-
CTUKM, TPEOYIOIIUM COBPEMEHHOTO OCHAIIIEHUS J1a-
Oopatopuit. Hanuuue uamomnaTUyeckKoil Kapauo-
MUOMATUU, OCOOEHHO B COYETAHUM C JIIOOBIMU CU-
CTEMHBIMU TIPOSIBACHUSIMU, U PE3UCTEHTHOM K Te-
panuu CH TpeOyeT ucKiIoueHusl aMUI0oua03a cepli-
a.
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