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Llenb uccnepoBanma — npoaHanu3upoBarh 3Tan AuarHocTuku AL-amunonposa (AL-A) B peanbHO KNMHUYECKON NPaKTU-
K& U HaMeTUTb OCHOBHbIE MOAXOAbI 1A G0Nee paHHero BbIABNEHUSA 3TOro 3aboneBaHus.

Matepuanbl n metoabl. [lpoBefieH PETPOCMNEKTUBHbIA aHaNN3 MeAULMHCKON [OKYMEHTauuu 34 nauueHToB C BnepBsble
ANArHOCTUpoBaHHbIM AL-A.

Pe3ynbTatbl. MegnaHa BpeMeHU OT MOMEHTA NOABEHUA NEPBbIX CUMMTOMOB [10 NOCTAHOBKW AMArHo3a 3aHuUMaeT bonee
2 net. Hanbonee yacto B natonoruyeckuii npouecc npu AL-A BOBNIEKAOTCA NOYKM, CEPALIE U KENYA0YHO-KNILEYHbII TPAKT,
MPUYEM Ha MOMEHT YCTAHOBKM AMarHo3a y abcontoTHOro 6osbIWMHCTBA NALMEHTOB YKE UMEETCA NopaxeHue 2 opraHoB
v 6onee. bonee yem nonoBuHe 6ONbHBIX AN BepUDUKALMM AUArHO3a BbINOHANACL GUONCUA MOPAXKEHHOO OpraHa, no Ha-
WWM [aHHBIM, FTMCTONOTNYECKOE UCCNEef0BaHNE «IETKOAOCTYMHbIX» JIOKYCOB He MeHee WH(OPMATUBHO. XapaKTepHble
AN aMUIOUA033 CUMNTOMBI, TAKME KaK nepuopbuTanbHas nypnypa uiam Makpornoccus, HabnofaTcs y He6onblLON YacTu
©O0NbHBIX M OTHOCATCA K NO3AHUM NPOABAEHUAM 3ab60NeBaAHMA.

3aknoueHune. MHororpaHHoCTb NposiBneHunit AL-A NpUBOAMT K NO3AHEl ANArHOCTUKE 3TOro 3aboneBaHus, YTo CKasbiBa-
eTcA Ha 061eil BbXKMBAEeMOCTU. Bbinu BbiieneHbl 0CHOBHbIE NPU3HAKM, KOTOPbIE JOMKHBI HACTOPOXUTbL Bpayeil B OTHOLLE-
HUM AaHHOM naTonoruu.
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Objective of the study: analysis of AL-amyloidosis (AL-A) diagnostics in real clinical practice and to determine the
main approaches for the earlier detection of this disease.

Materials and methods. A retrospective analysis of medical records of 34 patients with newly diagnosed AL-A.
Results. The median time from first symptoms appearance to the diagnosis was more than 2 years. Most often, the
pathological process in AL-A involves the kidneys, heart and gastrointestinal tract; moreover, at the time of diagnosis,
most patients already have an injury of 2 or more organs. In half of the patients, a biopsy of the damaging organ was
performed to verify the diagnosis; according to our data, histological examination of “easily accessible” locus not less
informative. Symptoms characteristic of amyloidosis, such as periorbital purpura or macroglossia, are observed in a small
part of patients and refer to late manifestations of the disease.

Conclusion. The versatility of AL-A manifestations leads to a late diagnosis, which affects overall survival. The main
signs were highlighted that should alert doctors in relation to this pathology.
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AMMiongo3 — cucTeMHoe 3a00JieBaHuE, XapaKTepu- PYIIIEHHUIO UX CTPYKTYpHI 1 ¢pyHKInH [1]. Ha cerogasixmit
3YIOLIEeCs] BHEKJIETOUHBIM OTJIOXKEHUEM OEIKOBBIX (Pu-  JeHb U3BECTHO 0KOJI0 60 reTepOre HHbIX aMUIOMIOT€HHBIX
OPWILI B TKAHSIX Pa3IMIHBIX OPTaHOB, UTO IIPUBOAUT K Ha-  0eNKoB, 27 M3 KOTOPBHIX CBS3aHBI C OIPEICICHHBIMU
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Ho3osornueckumu opmamu. Hanbosee pacnpocrpaHeH-
Hble TUMbI amwionno3a — AL (AL-A), AA, B2-Mukporio-
OYJIMHOBBIN 1 TPaHCTUPETUHOBLIN aMuiaonno3 (ATTR).

IIpu AL-amuiionnose 0eIKOM-TIPeaIIeCTBEHHUKOM
SIBJISIIOTCSI MOHOKJIOHAJIBHBIE CBOOOMHBIC JIETKHE 1IN
(CJIL1) nMMYyHOTIOOYIMHOB, CEKpETUPYyEeMBIe abeppaHT-
HbIMU B-kiieTkamu KocTHOro Mo3ra. B ciyuyae AA-amu-
Jlora03a 0eJIKOM-MIpealleCTBEHHUKOM JJIsl 00pa30BaHUST
aMUJIOMIHBIX (PUOPUIUT BBICTYIIACT O.-IIPOTEHH — OEJIOK
ocTpoii a3l BocHajaeHusI, KOTOPHIN BEIpAbATHIBAIOT Ie-
IMaTOLIUTHI B OTBET Ha BO3MEMCTBIE IPOBOCHAIUTEIHBHBIX
LIMTOKMHOB, TaKMX KaK MHTEPJICUKWH 1, (pakTop HEKpo3a
OITYXOJIX . VUIK MHTEPJIEHKIH 6. JITaHHBIN TUIT aMUIONI03a
XapaKTepeH JJIs1 alIMEHTOB C PEBMATOJIOTMYECKMMMU 3200~
JIEBAHUSIMM WIM CEMEMHOM Cpear3eMHOMOPCKOM JIMXOpal-
Koii [2]. B2-MUKPOTrI00yTMHOBBIN aMUIOUI03 PA3BUBACTCS
MpY TEPMUHAIBHON CTaAUM XPOHUYECKOI OOIE3HU MOYEK
(B TOM UMCIIe TP JUIMTEILHOM JICICHUM JUATN30M) U 00-
YCJIOBJIEH HakoruieHueM (2-mukpornobyiuHa. B Hopme
3TOT 6eJI0K (PUIBTPYETCST B KIIyOOUKaxX IoYeK 1 peabcop-
OupyeTcsl B MIPOKCUMAJIbHBIX KaHaiblax. ¥ MalueHTOB
C XpOHMYECKOI OO0JIE3HBIO IMOYEK KOHIICHTPAIUS 3TOTO
Oenka B KpOBU BO3PACTAET, TOMUMO 3TOT0, 32-MUKPOTJIO-
OYJIMH TUIOXO YHAJISIETCS TP IIPOBEACHUHN CTAHAAPTHOIO
remonuanu3sa [3]. Eie onuH yacTo BCTpevaronuiics THII
amunougo3a — ATTR. B Hacrosiee BpeMsi BbIACISIOT
2 noatuna ATTR: HacienCTBEHHBINH, WA MYTaHTHBIN
(ATTRm), u HemyraHTHBII «qukuit> (ATTRwt), panee
HA3bIBaBLIMICS CCHWIbHBIM KApAUAJIbHBIM AMWIOUI030M.
B o6oux ciydasx 6e1KOM-TIpeIleCTBeHHUKOM SIBJISIETCSI
tpanctupetnH. Hacnencrsennsiit ATTR oGycinoBiaeH My-
Taluei TeHOB, KOMUPYIOIIUX JaHHBIM OetoK. 3aboneBaHue
IepeaaeTcs Mo ayTOCOMHO-TOMUHAHTHOMY THITY, BEPOSIT-
HOCTb HacyiemoBaHus coctasiseT 50 % [4]. Takum xe
00pa3oM HacJeoylTCs U HEKOTOPbIE APYTUE TUIIbl aMU-
JIONI03a, HAIIpMep BBI3BaHHBIC HApYIIEHWEM CHHTE3a
aroJIUIOIIPOTENHOB, (GUOPUHOICHA MM IKEJICOJIMHA
(¢buHCKMIT HACIeACTBEHHBI aMIIONIIO3).

ITomuMo niepeyrcieHHbIX PUYMH HAKOILIEHUsI Oel-
KOBBIX IIPEIIECTBEHHUKOB aMUJIOKA CYILIECTBYET TEOPUS
BO3MOXHOM MH(MEKIIMOHHON (IIPMOHHOM) IIPUPOIBI JaH-
Horo 3a6oseBaHus. [IproHHbIe 3a001eBaHMS, WU Ty0Ya-
Thle 3HIIe(paNTONaTUH, MIPEACTABISIIOT COO0M CEMENCTBO
daTaibHBIX HEMpoaereHepaTUBHbBIX PACCTPOIMCTB, KOTOPbIE
IMopakaloT KakK JIoAeit, Tak ¥ XKUBOTHBIX. K HIM OTHOCST
6one3nb Kpeitigenpara—Akoba, 6one3Hs [epctManHa—
ITpayccnepa—IlleitHkepa 1 Kypy Y JIoJeid, a TakxXKe
ryovaTtymo sHIedaaonaTuo KPyIHOTO POTaToro cKoTa
M TI0YeCyXy y oBell, K03 [5, 6]. Bce atu 3ab6osieBanms xa-
pPaKTEpU3YIOTCS (POPMUPOBAHUEM aMUIOUIHBIX OJISIIIEK
B TOJIOBHOM MO3T¢ 3apakeHHBIX 0CO0eii, YTO IMPUBOIUT
K HApYILIEHUIO CTPYKTYPHBIX CBSI3€ U HEMPOJAETCHEPATUB-
HBIM PacCTPOMCTBAM C JIETAAbHBIM HcxonoM B 100 % ciy-
yaeB. [TogpoOHOe onrcaHue OeJIKOB-NpealleCTBEeHHUKOB
1 BBI3BIBAEMBIX MMM 3a00JIEBaHMI IIPEICTAaBICHO B KJIac-
cudukanuy BceMupHOI opraHU3alnm 3MpaBOOXPaHEHUS
1993

AL-amMumonao3 — caMbIif YaCThIN TUIT aMUJIOMI03a:
ero 10Js cocrapiisgeT npuMepHo 80 % B CTPYKType BCeEX
BapuaHTtoB [7]. PacnpoctpanenHocts AL-A B CIIA
B 2015 1. cocraBuna 15 ciyyaeB Ha 1 MutH HaceneHwus. JJaH-
HBIX IT0 3a00JICBa€MOCTH WM PacIpOCTPaHEHHOCTHU
AL-A B Poccun HeT, BO MHOTOM BBUIY OTCYTCTBHS 3TOM
HO30JI0TMH1 B MexXnyHapogHoi KitaccuduKkaimy 00e3Hei
10-ro mepecmoTpa. CpeaHuii Bo3pact 00JbHBIX AL-A co-
crapisieT 63 roaa [8]. CornacHo kinaccudukanuy Becemup-
HOW OpPraHU3alNy 30PaBOOXPAHEHUS OMyXOJIEU TeMOTIO-
aTudecKoil u muMmdonaHoit TkaHu (2017) mepBUYHBII
AL-A oTHeceH K 3peJIOKIIETOYHBIM TUMMOUTHBIM OITyX0-
Js1M [9]. Mopdoormaeckuii cyocTpat omyxoiu mpu AL-A
MIPEICTaBICH MAaTOJIOTUIECKUM KIOHOM JTUM(POUITHBIX,/
IUIa3MaTUYECKUX KIIETOK, IMPOIYIUPYIOMINX MOHOKJIIO-
HaJIBHBIC JIETKUE LIS UMMYHOIJIOOYJIMHOB C YHHKAIb-
HBIMU CTPYKTYPHBIMH OCOOCHHOCTSIMM, KOTOPBIE B BUIIE
aMWIOMIHBIX (DMOPUJIT OTKJIAIBIBAIOTCS B OpraHax U TKa-
HsX. AL-A MoXeT ObITh KaK CaMOCTOSITeJTbHBIM 3a00JIeBa-
HUEM, TaK U aCCOLIMMPOBAHHLIM C J11000#1 B-KieTouHoit
OITyXOJIbI0, BKJTI0YAsT MHOXECTBEHHYIO MUEJIOMY, XPOHHU-
YeCKUM TMMOOLUTAPHBIN JEHKO03, MaKPOTI00YIMHEMUIO
Banbaencrpema u npyrue numcbomst [10]. AL-A B 601b-
IIMHCTBE CJIyJaeB SIBJISICTCSI CUCTEMHBIM 3a00JIEBaHHUEM.
Hawubonee yacTo ropaxaroTcsi cepAlie, ITOYKHU, XKeIyI04HO-
KUIIEIHBIN TPAKT, TIeYeHb, BeTeTaTUBHAS U Tieprudeprdec-
Kas HepBHasl cucTeMa. TsoKecTh IopaXkeHNsT BHYTPEHHIX
OpPraHoB BO MHOTOM OIIpeAelIsieT IIPOTHO3 3a00JIeBaHMUS
[11]. B cBsI3u ¢ 9TUM paHHsISI AUArHOCTUKA U OBICTPOE
Hayajio MPOTUBOOIIYXOJIEBOTO JICUCHMS, HAIIPAaBJICHHOTO
Ha yMeHblIeHre cekpelnu rmarojorndeckux CJIL nmmy-
HOIVIOOYJIMHOB, ITO3BOJISIIOT OCTAHOBUTD MAJIbHEMIIee Ha-
KOIUICHHE aMUJIONA, a B PAIE CIIydaeB YIIyYIIUTh (PYHK-
LIVIO TTIOPaXXKeHHBIX OPTaHOB.

JunarHocTuka nepBUYHOro AL-A 1O0CTaTOYHO TPYIHA.
JlaHHoe 3a00yieBaHME MOXKET ITPOTeKaTh MO MacKaMu ca-
MBIX Pa3IMYHBIX 00JIE3HEH, KOTOPBIE YACTO BCTPEUYAIOTCS
y JIVII IIOKWJIOTO Bo3pacTa. TeM He MeHee MOXKHO BBIIEINTD
OTIEJbHBIC TIPU3HAKHM, TTO3BOJISIONINE 3aII0A03PUTh 3TO
3a00JIeBaHUE.

IMopaxeHue cepala MPOsIBASIETCS B OOJILIIMHCTBE
cly4yaeB pa3BUTUEM PECTPUKTMBHON KapaAUMOMUOIATUHI
[12]. VYTommeHue MeXXKeEIyoOUKOBOM IEeperopoaku
W/ WJIHA TUIIePTPODUS CTEHOK 0ojiee 12 MM (IIpH OTCYTCT-
BUU apTepUATbHON TUIIEPTEH3UH WIH IIOPOKOB Pa3BUTHS
cepaia) — IMOKa3aHMs ISl IIPULIEIBHOTO 00CIeIOBaHUS
nmaupreHTa Ha ammionno3s [13]. Ha snekTpokapauorpamme
MOKET OTMEUYaThCsI CHIKEHHE BOJIBTaXKa WJIM MH(PAPKTO-
noao6HbIe M3MeHeHwus [ 14]. JlTabopaTopHbIe UCCIIeIOBaHMS,
TaKWe KaK ColepKaHNe MO3TOBOTO HATPUIYyPETHUUECKOTO
nentuna (NT-proBNP) u tpononuna /T, ucrons3yior
JIJIST OTIPEICJICHUST CTAIMU TIOPAXKESHUSI CepAlla 1 MOHUTO-
pUHTa OpraHHoro orsera. MHGOpMaTUBHBIM METOIOM
IMAarTHOCTUKHU TIopaxkeHUs cepaua mmpu AL-A saBisercs
MarHUTHO-PEe30HaHCHAs TOMOrpadusi ¢ BHYTPUBECHHBIM
KOHTPACTHBIM yCWIeHHeM (Jalle ¢ ramojamHueM) [15].
CuuHTturpadusa Muokapaa ¢ nupogocdaToM TeXHELUS
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mmo3BoJisieT muddeperpoatb AL-An ATTR, mpu ATTR
HabJIIogaeTcsI MOBHIIIEHHOE HAKOIUICHUE IpeliapaTa
MuokapzaoM [16]. B mo6oM citydae, eciiu IIpy BU3yaIn3a-
LIMY cepAlla Bpay ITomgo3peBaeT 00JIe3Hh HAKOILICHMS, TO
AL-A nomkeH OBITh BKJIIOYEH B CITUCOK TUddepeHIraTb-
HOW TMarHOCTUKMU.

AL-aMuiaongo3 moyek guarHoctupyior B 50—80 %
ciydaes [17, 18]. U3onupoBaHHast TpoTeMHYpUs U HeDpo-
TUYECKMI CHHIPOM IIPY OTCYTCTBUM CaXapHOTO auabeTa,
0COOCHHO B ITOXMJIOM BO3pacTe, JOJIKHBI HACTOPOXHUTH
Bpaya B IU1aHe amuiongo3a. CTOMT OTMETUTD, UTO IS
AL-A xapakTepeH KJIyOOUKOBBI XapaKTep MPOTEUHYPUN
(HammIme B Mo4de aJlbOyMUHA U KPYITHOMOJICKYJISIPHBIX
6enkoB). PazBuTtre XpoHNYECKOM 00I€3HN ITOYEK — IIPU-
3HaK MPOIBUHYTOM CTaIWy MOPaXCHUS OpraHa, W, Kak
MpaBWIO, TaKMe U3MEHEHUsT HeoopaTUMHI [19].

BosneueHne B maToI0ruMIecKuii IPoIIece XKeTyT0IHO-
KMIIeYHOTO TpakTa mpu AL-A ObiBaeT ciioxkHO nudde-
PEHIIMPOBATh C aBTOHOMHOI nomHeliporratneit. OCHOB-
HBIC XaJIOOBI ITAIIMEHTOB — YIIOPHBIE 3aIIOpBI, THapes,
CHIXXEHUE MAacCCHI TeJla. BaXkHO OTMETUTD, YTO BBISIBIICHUE
aMWJIONIA B CTCHKE COCYIOB B OMOIITaTe KUIIIKU HE paB-
HO3HAYHO AMATHO3Y «aMUJIOUI03 C OpaKeHUEM KUIIIeY -
HuKa» [20]. AuarHocTndeckoe 3HaYeHUE UMEET OTJIOXKe-
HUE aMUJIouAa B CTPOME WUIM COOCTBEHHOM IIJIaCTUHKE
KHMIIKA B COYETAHUU C KIMHUYCCKUMU CHUMIITOMaMM.
AMuiongo3 neyeHu Habaogaercs B 24—34 % ciaydyaeB
U TIPOSIBIISIETCS MHDUIBTPATUBHBIM ITOPaXKeHEM ITapeH-
xuMBbI. OTHAKO MOpakKeHHE TTEYCHN aMIJIOUI030M CIICY-
eT nudhepeHIPOBaTh ¢ TeraToMeTalneii BCASICTBUE
XPOHUYECKOM CepIeuHOM HeJ0CTaTOYHOCTU. 111 aMmuio-
MI03a IICYCHHU XapaKTepeH CUMIITOM XoJlecTa3a (IIOBBIIIIe-
HHe YpOBHJ 1IeJI09HO# (pocarassl 6osee 1,5 Hopmer) [21].

[MopaxeHune JerKnx BCTpedaeTcs JOCTATOYHO YacTo,
I10 JaHHBIM JIUTepatypbl, B 36—90 % ciy4aes [22]. OqHa-
KO BOBJICUYCHNE MMEHHO 3TOrO OpraHa yCTaHABJIMBACTCS,
KaK MpaBUJIO, IIPH ayTOIICKUH, YTO CBSI3aHO C OTCYTCTBHEM
XapaKTepHBIX Mpu3HakoB [23]. OTinoxkeHue aMuiIonga
B UHTEPCTULINY JIETKUX IPUBOIUT K PA3BUTHUIO IBIXaTENb-
HOM HEIOCTAaTOYHOCTU II0 PECTPUKTUBHOMY TUITY [24].
[Tpu KOMIIBIOTEPHOIT TOMOTPaGhUHN BU3YAIN3UPYIOTCS pe-
TUKYJISIPHBIC TIOMYTHEHMSI, YTOJIIICHIE MEXITOOYIISIPHBIX
IIeperopoIoK M, pexe, KapTUHA 10 TUITY «MaTOBOTO CTeK-
JIa» WJIN «COTOBOTO JIETKOTo» [25].

IMonmuueiiponarus BecaeacTsue AL-A nuarHoctupyer-
s yalle BCero KIIMHNIECKH, TaK KaK aMIUIOMI03 ITopaxa-
eT MPENMYIIEeCTBEHHO MEJIKNe HEMUECIMHU3NPOBAHHBIE
BOJIOKHA, YTO OOBSICHSICT HeMH(POPMATUBHOCTh CTAaHIAPT-
HBIX HEeBpoJIOTMYecKux TecToB [26]. Takue mopaxeHus
IIPUBOASIT K IN3ECTE3UN, TIAPECTE3UH, a B TIOCICIYIOIIEM —
K IIPOTPECCUPYIOIICH IOTepe BCeX BUIOB UyBCTBUTEIHBHO-
ctu. KnuHuuyecku mopaxeHue BereTaTMBHOM HEPBHOM
CHCTEMBI MOXET BapbUPOBATh OT 0ECCUMITOMHOM OPTO-
CTaTMYECKOM TUTIOTEH3UH JI0 TTTyOOKOM TUITOTCH3HHU C JIHC-
(GYHKIINI KUIIEYHUKA ¥ MOYEBOTO ITY3BIPSI.

CTOUT ITOMHUTH O TOM, UTO aMUJIOMIHBIE (PUOPUIIIBI
MOTYT OTKJIAIBIBAThCS B JIFOOBIX TKAHSIX M OpraHax 4ejio-

Beka. [TopaxeHne MATKUX TKaHEe, 0 TaHHBIM JIUTepaTy-
PBI, BCTpeyaeTcs 0ojIee YeM B ITOJIOBUHE CIy9IaeB, OTHAKO
€ro He BCeraa IMarHOCTUPYIOT BBUIY pa3HOOOpAa3Us IIPH-
3HaKoB [27]. HanGosee maTOrHOMOHUYHBIMH TSI aMUAJIO-
MI03a SIBJISTIOTCSI MAKPOTJIOCCHSI U TIEPUOPOUTAIbHAS Ty -
ypa, HO HaOJIIoAar0TC OHM JIIIb y 15 % maumeHTos [28].
CuHIpOM 3aIsICTHOTO KaHala TaKXKe TOCTaTOYHO XapaK-
tepeH 1t AL-A. I1o naHHbIM utepatypsl, y 10 % nauu-
€HTOB, KOTOPBIM ObLIO IPOBEIEHO ONEPALIMOHHOE JICYEHKE
KapITaJJbHOTO KaHajla, B MOCJIEAYIOMIeM YCTAHOBUIN -
arHo3 cucteMHoro amwmionno3sa [29, 30]. Ocobyro HacTo-
POXXEHHOCTb TYHHEJIbHBIA CUHIPOM JTAHHOU JIOKAIU3AL A
IIOJDKEH BBI3BIBATh IIPU IBYCTOPOHHEM TTopaxeHuu. [1pu
IMOpakeHNH CIIOHHBIX M CAJIbHBIX XKeJIe3 MallleHTOB 0ec-
ITOKOSAT KCepOoMTATBMUS U KCEPOCTOMMSI, BO3MOXHO pa3-
BUTHE TUCTEB3UM (BKYC COJIA BO PTY YJIM IPYTHe HAPYIIICHMSI
YyBCTBUTEIBLHOCTH). BO3MOXKXHO pa3BuTHE CKIEPOIIOH00-
HOTo cCMHApoMa u aptpomnatuu [31, 32].

Bce tumer amMmuionia mpy rucTOIOTHIECKOM HCCIIEIO-
BaHUU BHIIVISIIST KaK O€CKJIETOUHAS 203MHOMIIIBHAS Mac-
ca. [Ipu ncrop30BaHNM KpacuTe s KOHTO KPAaCHOTO aMM-
JIONI N30MpaTeIbHO OKpAIllMBaeTCs B KPaCHBIN IBET, HO
IJISI UCKJTIOYEHUSI JIOXKHOTIOJIOXHUTEIbHBIX Pe3yJIbTaTOB
HCITOJIB3YIOT UCCIICNOBAaHUE B ITOJSIPU30BAaHHOM CBETE.
OT/10XeHUs aMIIONIa UMEIOT CBOMCTBO AUXPOM3Ma, UTO
MIPOSIBIISIETCS SI0JIOYHO-3€JICHBIM CBEUSHUEM B ITOJISIPH30-
BaHHOM cBeTe. 151 onpeaeneHus TUlla aMujaouaa Heoo-
XOIMMBI IOTIOJTHUTENbHBIE McciaenoBanusa. Haumbonee
IOCTYITHBIM M PaclpOCTPaHEHHBIM METOIOM SIBIISIETCS
WMMYHOTUCTOXUMHUYECKUI, OMHAKO €r0 YYBCTBUTEILHOCTD
B auarHoctuke AL-A cocrasisger 60—85 % [33—36]. Ca-
MBI YYBCTBUTCIBHBI METO NETCKIIMU OeJIKa-TIpeIie-
CTBEHHHMKa aMIJIOMIHBIX (PUOPUIUT — MacC-CIIEKTPOCKO-
nyeckuii ananus [37].

IMocne moaTBepkaeHUsI nuarHo3a AL-A cienyiommm
9TAIOM TUAarHOCTUKU SIBJISIETCST MACHTU(UKAIIIS TIIa3Ma-
THYECKOTO KJIOHA M CEKPETUPYeMOTO naparnporenHa. st
BBISIBJICHUSI TIaparipoTerHa BBIIOIHSIOT JIEKTpodope3
1 UIMMYHOMUKCAIIUIO CBIBOPOTKM Y MOYH, a TAKKE HE00-
XOIUMO orpeaeauThb coaepxkanne CJIL mmMyHOTI00Y M-
HOB B cBIBOpOTKE [38]. B KOMIUIEKC MCCaenOBaHMI TaKKe
BXOJIAT LIMTOJIOTMYECKOE M TUCTOJIOTUYECKOE NCCIIeIOBa-
HUSI KOCTHOTO MO3Ta, IIPOTOYHAs IUTOMIYOPUMETPUS,
LIMTOT€HETUIECKOE MCCIICIOBAHNE METOIOM (DIIyOPECIICHT-
HOM rMOpUan3aLIUN in Situ.

Tepanust AL-A HarpaBiieHa Ha peayKLUIO KJIoHa abep-
paHTHBIX B-KJIETOK B KOCTHOM MO3T€ ¥ CHUKEHHE CEKpe-
iy ammwtonnoreHHsIx CJIL nmmyHOT100yMIMHOB. Tepa-
nuio AL-A TIpoBOAST ¢ MPUMEHEHHEM IIpernaparos,
3apPeTUCTPUPOBAHHBIX IS JICUCHUS] MHOXECTBEHHOM MU~
esoMbl. [1py OTCyTCTBUM ITPOTUBOIIOKA3AHII MOXET OBITH
BBITIOJIHEHA BBICOKOIO3HASI KOHCOJIMIAIIHSI C ayTOJIOTNI-
HOM TpaHCIUIaHTAlMEH TeMOIMOITUYECKUX CTBOJOBBIX
KJIeTOK KpoBH. [ToMHMO KIIOHpeayLMpyIOeil Tepanun
B HACTOSIIIIEE BPEeMSI IIPOBOISITCS MCCICIOBAHMS IIperapa-
TOB, HAMPABJICHHBIX HAa JErPagallvio OTIOXECHUN aMUJIO-
WA B TKAHSX OPTaHOB.
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Iesn uccaenoBanus — MpoaHaIM3UuPOBATh ITAIl AUAT-
HoCcTUKN AL-A B peanbHOM KIMHUYECKOM MPaKTUKE U Ha-
METUTb OCHOBHBIE TTOAXOAbI /151 00JI€€ PAHHETO BbISIBJIE-
HUS 3TOro 3a00JIeBaHUSI.

Martepuanbl u metogbl

IIpoBeneH peTpoCIeKTUBHBIN aHaIU3 MEAULIMHCKOMN
MOKYMEHTAIIMHU 34 MAllMEHTOB C BIEPBbBIC TUATHOCTHUPO-
BaHHBIM AL-A B OTIe/IeHUM XUMHOTEPAITUH TJIa3MOKJIE-
TouHbIX auckpaszuit HMMUI remartonoruu. {uarHos
BO BCEX CIydasX ObUI ITOATBEPXICH TMCTOJIOTMICCKUM
1 UMMYHOTUCTOXUMUYECKUM MeTomaMu. COOTHOIIIEHUE
110 TeHIepHOMY IIPU3HAKY MallueHTOB cocTtaBuio 1:1. Me-
nuraHa BospacTa coctaBuiaa 57 (37—74) net. Y 4 (12 %)
MMaIMeHTOB Habmoganochk couetanue AL-A ¢ MHOXeCT-
BEHHOI MUEIOMOM, y 1 manueHTa — ¢ MaKpoTjo0yJInHe-
muei BaapaeHcTpeMma.

Pe3synbTathl

OO11Me JaHHbIe MAlMeHTOB 10 Hayala JICUeHUs IIpe-
cTaByieHbl B Ta6s. 1. Y 28 (82 %) maueHTOB OTMEYaIoCh
BOBJICUEHME B ITATOJIOIMYECKUIA Ipoliecc 2 U 0ojiee BHY-
TpeHHMX opraHoB. [TopaxeHue 1 opraHa qMarHoCTUPOBAHO
b y 6 (18 %) 6onbHBIX. Hanbosee yacto HabmoaaIoch
BOBJIEUEHNE B CUCTEMHBIN iporiecc cepatia (25 (73 %) 6onb-
HBIX) U 1To4eK (24 (67 %) mauuenTa) (Tadm. 2).

MenuaHa BpeMeHU OT ITOSIBJIEHUS IIEPBbIX CUMIITOMOB
JI0 TTOCTaHOBKM IMarHo3a coctaBuia 25 (1—144) mec.
IIpu stoMm 28 (82 %) nmauueHTOB 00C/IenOBaIUChH Ooliee
YyeM y 3 CIIeLMaIMCTOB, Yallle BCEro MalueHThI AJIUTEIbHOES
BpeMs1 Habmonanuch y Hedposora (20 (59 %) nauyeHToB)
u kapauonora (23 (67 %) nmauuenra).

Tabmua 1. Xapakmepucmuka nayuenmoe 0o Hauana aeuerusi (n = 34)

Table 1. Patients characteristics before treatment (n = 34)

XapakTepucTHKA 3HavyeHne
Ion, n (%):
Gender, n (%):
MYKCKOM 17 (50)
male
KEHCKMI 17 (50)
female
ABOSpaCT{ ‘MezmaHa (gggnasoﬂ), JIeT 57 (37-74)
ge, median (range), years
Cratyc o mkane ECOG, n (%):
ECOG status, n (%):
0 17 (50)
1 15 (44)
2 1(3)
3 0
4 1(3)
KonmuecTBo mia3MaTnIecKux KIeTOK
B KOCTHOM MO3Te, MeiraHa
(znama3zon), % 8 (0,4-41)

The number of plasma cells in the bone
marrow, median (range), %

XapakrepucTHKa

LluTroreHeTnueCKoOe UCCIeIO0BaAaHUE
CD138*-knerok, n (%):
Cytogenetic analysis of CD138"-cells, n (%):
t(11;14)
neneius 17p13/TP53
17p13/TP53 deletion
MOJMCOMHUS XpOoMOcoM 5, 9, 15
polysomy of chromosomes 35, 9, 15
nenenus 13q-/mMoHocomus 13
deletion 13q-/monosomy 13
amrumdpukanusg 1q21:
1921 amplification:
* 1 JOMOTHUTENIBHBIN CUTHAIT
« 1 additional signal
« >1 JOITIOJTHUTEJIIbHOI'O CUTHaJ1a
* > | additional signal
cMYC/8q24
t(4;14)
t(14;16)
TpaHcaokauuu ¢ BoeiaeyeHueM IGH
14932 /translocations involving IGH /14q32

Tumn nmapanporensa, n (%):
Paraprotein type, n (%):
G/\
G/x
A/N
A/x
BJ/\
BJ/x
M/
M/x
HET CEKpELIMUN
no secretion
OMKJIOHAJIBHOCTh
biclonality

KomuecTBo ImaparporenHa
B CBIBOPOTKE, MeIMaHa (Iuamna3oH), I/
Serum paraprotein, median (range), g/L

KonuvectBo 6enka BJ B moue:
The amount of BJ protein in urine:
HET 9KCKpEeLuu, n
no excretion, n
BJ, r/n
BJ, g/L

BJ, r/cyr
BJ, g/day

HopmainbHoe conepkaHue
u coorHotenue CJILI, n (%)
Normal content and ratio of FLC, n (%)

Bosneuennas CIIL*, n (%):
FLC involved*, n (%):

A

K

K/A

IIpodonyxcenue maoba. 1

Continuation of table 1

3HavyeHue

22 (55)
0

5(12,5)
9(22)

6 (15)
1(2,5)

2(5)
2(5)
1(2,5)
6 (15)

9(26)
2(6)
1(3)

0
3(9)
2(6)
1(3)

0

15 (44)

1(3)

2,89 (0—39,9)

16

CJIEO0BOE
KOJIM4ecTBo 7,7
(menuana 0,44)
a trace amount 7.7

(median 0.44)

CJIEQ0BOE
KOJIM4YeCTBO 8,1
(menuana 0,47)
a trace amount 8.1

(median 0.47)

5(12,5)

25 (75)
9(25)
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OkoHuanue maéa. 1
End of table 1

XapakTepucTHKA 3HavyeHne
Copnepxanue CJIL, meauana
(Inama3oH):
FLC content, median (range):
A 358,2 (8,39—4150)
K 75,01 (3,03-575)
K/A 3,2 (0,001—44,90)
[Mporennypusi, MearaHa (I1Uana3oH)
(n=24):
Proteinuria, median (range) (n = 24):
YpOBEHb Oelka B Moue, T/J 2 (0,3-6)
urine protein level, g/L
CYTOYHAas IPOTEUHYPHUS, I/CyT 4(0,75-12)

daily proteinuria, g/day

@unbrparmoHHas GyHKIWS TTOYeK,
MenuaHa (auamnasoH) (n = 40):
Renal filtration function, median (range)
(n = 40):
YPOBEHb KpeaTUHWHA, MKMOJIb /JT
creatinine level, pmol/L
CKOPOCTb KJIyOOUKOBOM (hUIIETpaALINK,
MJI/MUH
glomerular filtration rate, ml/min

119 (48—440)
26 (12—109)

Mapkepbl opakKeHUs cepala,
MeIuaHa (Irana3oH):
Cardiac damage markers, median (range):
NT-proBNP, rir /vt
NT-proBNP, pg/mL

3422 (51-56610)

tpornonuH I/T, Hr/mn 0,09 (0—-1,2)
troponin I/T, ng/ml
DyHKIIMOHATBHBIN KJIacC XPOHUYIECKOM
CGpI[C‘-IHOfI HEOOCTAaTOYHOCTH I10 KJjiaC-
cucdukau NYHA, n (%):
NYHA functional class of chronic heart
failure, n (%):
0 25 (75)
I 3(9)
11 4 (10)
111 1 (3)
v 1(3)
PasMep MeX:KeTyI0uKOBOM ITEPErOPOI-
K1, MeJIMaHa (Inamna3oH), MM 12 (9,5-26)
Ventricular septum size, median (range), mm
M3MeHeHMsT Ha 2JIeKTpOKapAuorpaMme,
n (%) 21 (60)

Changes in the electrocardiogram, n (%)

*[10 OaHHbIM UMMYHOSUCMOXUMUHECK020 UCCACO08AHU.
Ilpumenanue. BJ — 6enox benc-/Iuconca; CJI1] — c60600Hbie

AeeKue yenu.
*According to immunohistochemical analysis.
Note. BJ — Bens-Jones protein; FLC — free light chains.

s moarBepxaeHust auarHosa 24 (70 %) naiueHTam
BBITTOJTHSIIA OMOTICUIO TTOPasKeHHOTO opraHa: B 18 ciayya-
SIX — OMOIICHIO TTOYKHU, B 2 — OUOTICHIO cepalia, B 1 — 61o-
MICUIO TTIeYeHU, B 1 — OMOIICHUIO JIETKUX, B 2 — OMOIICUIO
nMdarryeckux y3iaoB. OctaabibiM 10 (30 %) naupeHTam

Tabmuua 2. Xapakmepucmuka nopaxjicenus 0p2aHos npu CUCMeMHOM
AL-amunoudose

Table 2. Characteristics of organ damage in systemic AL-amyloidosis

XapakTepucTHKa

n (%)
KomuecTBo ITIOPa’kC€HHbIX OPraHOB:
Number of involved organs
1 6 (18)
2 5(15)
3 8 (23)
4 8 (23)
5 7 (21)
ITopaxkeHue opraHoB npu AL-amuionno3se:
Organ damage in AL-amyloidosis:
cepaue 25(73)
heart
IMOYKU 24 (67)
kidneys
KUTIIEYHUK 6 (18)
intestines
THeyeHb 2(6)
liver
MATKUE TKaHU 4 (12)
soft tissue
HEpBHaA cucreMa 4 (12)
nervous system
JIeTKUe 30
lungs
KOCTH 2(6)
bones

BBITTOJTHSUTA OHOIICHIO «JIETKOIOCTYITHOTO» JIOKYCa IUIS Be-
prbUKaIK OTJIOXKEHMIA aMiIona. B mocienyromem, mocite
MMOATBEPXKACHUS aruarHo3a AL-A, mpy THCTOJIOrHYECKOM
KUCCIEN0BAaHUM TpenaHOOMOITaTa KOCTHOTO Mo3ra, 6uo-
IITaTa IBeHAAIIATUTICPCTHOM KMIITKH VTN IIOIKOXHO-K1-
POBOIi KJIeTYaTKU aMujion ObL1 ooHapyxeH y 17 (70 %)
MMAIleHTOB M3 T€X, KOMY ObLJIa BBIITOJTHEHA OMOIICHST TT0-
paxeHHOTro opraHa. Cpenau Bceit TpyMITbI TAIIMEHTOB TH-
CTOJIOTMYECKOE MCCIIEN0BAHIE «IETKOIOCTYITHBIX» JIOKYCOB
6bL10 MH(MOpMaTUBHO Y 26 (76 %) nauueHToB (TabI1. 3).

Y GonbLIMHCTBA NaleHTOB (85 %) HabIoaaIMCh Ta-
KUe XKaJI00bI, KaK YTOMJISIEMOCTh M CHIDKEHHME MacChI TeJla.

Kinununyeckue nmpuzHaku mopaxeHusl cepaua (cep-
JIeYHAast HEIOCTaTOYHOCTD, HApYIIIEHUS PUTMAa) OTMEYasIn
y 15 (60 %) mauuenToB, y octanbHbix 10 (40 %) 601bHBIX
IMopaKeHue cepiia ObUIO TMarHOCTUPOBAHO Ha OCHOBA-
HUM 3XOoKapauorpaduu U OMOXUMHIECKUX MapKepoB
(NT-proBNP, rportonun 1/T).

ITouyku — 2-ii mo yacToTe BOBJIEKaeMbIii OpraH y ma-
nreHToB ¢ AL-A. W3 24 maniueHTOB ¢ TTopaXkeHUEM IToYeK
y 20 (91 %) GonbHBIX HabIIOAAIN HEDPOTUYECKUI CUH-
IpoM, Y 4 ObljIa BBISIBIIEHA KIIyOOYKOBasl IIPOTEHHYPUS
B MCHBIINX 3HaYeHMSIX. [loueyHass HeToCTaTOYHOCTD B Ae-
OloTe 3abosieBaHMsT OOHapyxXeHa y 6 (18 %) GOlbHBIX.
Y npeobGnanaoniero 00abIMHCTBA OOIbHBIX A30TBbIACIM -
TeJIbHASI M BOMOBBIICINTEIbHAS (DYHKIIUM ITOYEK OCTaBa-
JINCH COXPaHHBIMM.

Bcem 6obHBIM 10 Havalia Teparuy BBITTOTHSUIA (hy-
OporacTpoayoaeHOCKOIUIO ¢ OUOIICUEN TTOACIU3UCTOrO
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CJIOSI IBEHANLIATUIIEPCTHOM Kuku. B 26 (76 %) ciayuasix
YIaJI0Ch BBISIBUTD JAETIO3UTHI AMIIONIA B JAHHOM JIOKYCE:
OTJIOXEHMSI aMIIONIA B cocynax — y 12 (46 %) maiueHTos,
B cOOCTBEHHOI1 mactuHke — y 14 (54 %) (cM. pUCYHOK).
[Tpu mopaxkeHNn XeIyT0IHO-KUIIIEIHOTO TpaKTa (MoI-
TBEPXKIECHHOIO TUCTOJIOrMYeCKu) b y 6 (18 %) mauu-
€HTOB IIPU JETALHOM OIIPOCE MOATBEPIMINCH JKaIOObI
Ha HaJIM4KeE OIIYIIEHNS ITEPETOTHEHS XKETYIKA WU paH-

Tabmuua 3. Hupopmamuerocms eucmonoeuueckoeo uccredo8anus «iee-
K0O0OCMYNHbIX» N10KYC08 npu AL-amunroudose

Table 3. Histology informativeness of “readily accessible” locus

in AL-amyloidosis

Yucio ITonoxuren-
HccJieno- Has OKpacka
TG ERTaiTs BaHHbIX KOHI'O Kpac-
o0pasuos HbIM, 1 (%)
Buonrar moakoxxHO-XK1UPOBOt
KJIETYATKU 11 4 (36)
Subcutaneous fat biopsy
buonrar nBeHaaIaTUNEPCTHOM
KUIIKA 34 24 (70)
Duodenal biopsy
Tpemano6uonTar
Trepanobioptate 34 18(53)
TTanreHTHI, y KOTOPBIX B 1
WIK 0oJiee BhIIIETPEACTaBIeH-
HBIX JIOKYCaX 0OHapyKeHbI 26 (76)

OTJIOXKEHWA aMUuJIonaa
Patients with amyloid deposits
in 1 or more of the above loci

HEro HAChILIEHMS, a TAKXKe Ha YepeJoBaHue MPUCTYIIOB
3a10pa Win Auapeu, Ha OCHOBAaHUU 4Yero ObLIO AMArHO-
CTUPOBAHO BOBJIEYEHUE KUIIEUYHMKA B IMATOJIOIMYECKUI
npouecc. CneayeT OTMETUTh, YTO y OOJIbIIIEH YaCTH Tal-
€HTOB OTJIOXEHUS aMUIOUIA HE COMPOBOXAAINCH KAKM -
MU-T100 HapyIIeHUSIMU.

TMopaxkeHue meYeHn JMarHocTupoBato y 2 (6 %) ma-
ueHToB. B 1-M ciydae nuarHo3 ObUT ITOATBEPXKICH THCTO-
JIOTUYECKH, OUOIICHS MeYeHM Oblia BBIITOJIHEHA B LEISIX
omnpeesieHUsT IIpUIMHBI reraroMeranuu. Bo 2-m ciygae
MOpaxeHue IMeYeHU KOHCTATUPOBAHO HAa OCHOBAaHUM
TOBBIIIEHUSI COAEPXAHMSI IIEIOUHOH (hocharasbl u y-riry-
TaMUITpaHchepasbl B COYETAHMU C TellaToOMeTaaueil mpu
MMOATBEPKICHHOM nuarHo3e AL-A (Ha OCHOBaHUU UCCIIe-
JIOBaHUS OMoMTaTa APYTOro JIOKyca).

VY 4 (12 %) nauueHTOB 3ab0JieBaHUE 1eOIOTUPOBAIIO
C Pa3BUTHSI CEHCOMOTOPHOI noymHeliporiatun. B 1 ciyyae
HaO0JII0AAJICS TeTparapes3 CO CHIKEHUEM MbIILIEYHOM CUITbI
B MPOKCUMAJIbHBIX M TUCTAIbHBIX I'PYIIIAX MBILIL PYK
1 HOT, a TAKKe TUCTeB3MsI (IIOCTOSIHHBIN BKYC COJIM BO PTY).
V | maumeHTa OTCYTCTBOBAJIM INIOTOYHBIN pedeke U pe-
¢rexc MATKoro HEOGA, HabIOAAICS TTape3 KPYroBOI MbIIII -
LIbl pTa 4 ObLIa KOHCTATUPOBAaHA HEWPOMATHsI C ABYCTO-
pornuM mopaxkenuem IX, X, XII map HepBoB. Y 2 (5 %)
OOJIbHBIX OTMeYajlach OPTOCTATUYECKAs T'MIIOTEH3MS,
YTO CBUAETEILCTBYET O BOBJICYEHUH B IIPOLIECC ABTOHOM-
HOI HEPBHOM CUCTEMBI.

I1epuopoOuTanpHas mypmypa («Ijra3a eHoTa») HaOJIro-
Jamich y 4 (11 %) nauueHToB, YTO 00YCIOBICHO ITOpaXkKe-
HUEM COCYIUCTOM CTEHKM aMWJIOUAOM U MUKPOTPOMOU-
poBaHKeM. BopiieueHne B CUCTEMHBII ITPOLIECC CIE3HbIX
WJIY CJIIOHHBIX XeJie3 3aperucTpupoBaHo y 3 (9 %) mauu-
eHTOB. Y 2 MallMeHTOB HaOII0AaIOCh YBEIMYEHNE Pa3HBIX
IpyIn JMMAAaTUYECKUX Y3JI0B, IIPU 3TOM OTCYTCTBOBAIK

Tucmonoeuueckoe uccaedosanue buonmama nodcauzucmoeo cnos 0genadyamunepcmuoil kuuku. Cauzucmas oboarouxa monkoii kuwiku. I1o x00y 6010KoH
MblULeHHOU NAACMUHKU CAUUCIOU 000104KU U 8 CHIEHKAX COCY008 MblUIeHHO20 MUNA MeAK020 KAAubpa noocau3ucmoil OCHO8bI Ommeuaemcs 0enOHUPoBanue
KoHeoguabHbIX amop@rbix mace (1), obradarowux sgpexmom 060iiH020 AyHenpesoMaeHUs NPU NPOCMOMpPE 8 ROAAPUI0BAHHOM céeme (2) (0KpacKka KoHeo

kpacrom, % 100)

Histological examination of duodenum submucosa biopsy. The mucous membrane of the small intestine. Along the mucous muscular plate fibers and in the walls
of small caliber muscular-type vessels of the submucosa, there is a deposition of amorphous congophilic masses (1), which have the birefringence effect when

viewed in polarized light (2) (congo red stain, x 100)
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TUIIUYHbIE B-cumIiToMbl. JInarHo3 6bu1 yCTAHOBJIEH HA OC-
HOBaHUM IMCTOJIOTMYECKOTO U UMMYHOTCTOXMMUYIECKO-
ro McCleIOBaHMI OWoITaTa JUMMATHIESCKOIo y3ia.
IIpu neraabHOM ompoce 2 (6 %) nauueHTa IpeabsBIsId
XKaJIOOBI, XapaKTepHBIC IJISI CUMHAPOMA KapIaJbHOIO Ka-
HaJja, a 1 6oibHOMY ObLIa BBITIOJHEHA Orepalys 110 OCBO-
0OXIEHUIO TTOIEpeYHOl KMCTEeBOM CBSI3KM 3a 1,5 roma
IO TOSIBJIEHMS TIepBbIX cuMnToMoB AL-A. TTopaxeHue
MSITKUX TKaHei otMeuanoch y 4 (12 %) nmauueHToB, y 3 U3
HUX ObLIa Makporyjoccus, y 1 mauueHTa moMUMo yBEJIu-
YEeHUs pa3Mepa sA3blKa HAaOJI0JaNoCh TAKXKE YTOJNIIECHUE
MBIIIII JHA POTOBOM MOJIOCTHU 32 CYET OTIIOXKECHUS aMUIIO-
nna (CM. prCyHOK). Y 1 marmeHTa mopaxkeHue KOXH U IO~
KOXXHO->KMPOBOU KJIETYATKN HATIOMUHAJIO CKIICPOIEPMHUIO.

INopaxkeHue JIeTKUX TUarHOCTUPOBAJIN PEIKO — Y 3 T1a-
1ueHToB. [1pu aTOM Ui y 1 mMauMEHTKU TMarHo3 ObLT
MMOATBEPKACH TMCTOJIOTMIEeCKN. B KIIMHMYIeCKO KapThHe
OTMEYAJINCh ONBIIIKA 1 00JIb B TPYIHOM KJIETKE B TCUCHUE
JIJIUTeNIbHOro BpeMeHUu. Ha peHTreHorpamMe ObLI BBISIBJIEH
TUIEBPAJIbHbIA BBIIOT. Y 2 IPYrUX NAlMEHTOB MOPaXeHKE
JIETKUX XapaKTePU30BAIOCh CTOMKMMM MHTEPCTUIINATID-
HBIMHM M3MEHEHUSMH Ha KOMIIBIOTEPHOM TOMOTpaMMe
U PECTPUKTUBHBIM THIIOM IbIXaTeJbHBIX HAPYIIECHUI ITPU
cnuporpadum.

IMopaxkeHre KocTeil B BUAE OCTEOIECTPYKTUBHOIO
cuHIpoMa He xapakTepHo mist AL-A. OgHako MBI pacIio-
JlaraeM 2 KJIMHUYEeCKMMH HaOJIIOICHUSIMU, JTOKAa3bIBa-
IOIIMMM, YTO TaKOE MOPaKeHUE BO3MOXKHO. Y MOJIOIOTO
MMaIMeHTa B TeYeHUE 15 JIeT MOSBISUTMCH HOBBIE KOMITPEC-
CHOHHBIC TIEPEJIOMBI TeJI TTIO3BOHKOB, HapacTaJIO YHCIIO
OCTEONECTPYKLIMI B APYTUX KOCTAX cKeyeta. [Ipu ructo-
JIOTUIECKOM HCCIICAOBAaHNH U3 09aroB ASCTPYKIINIA ObLIN
BBISIBJICHBI OTJIOXKEHMS amuiionna. I1py 3ToM 4mciio miaz-
MaTUYECKUX KJIETOK He IpeBhIIano HopMmy. Bo 2-M ciydae
nalyeHTa IJIUTeIbHOe BpeMsl 0eCIOKOMI 00JIeBOM CHUH-
JIPOM B IOSICHUYHO-KPECTLOBOI 001acTH, TpU 00Caen0-
BaHUM 10 JAaHHBIM KOMITBIOTEpPHOM TOMorpaduu 3Toit
001aCTY BU3yaJIM3UPOBAJIOCh 00pa30BaH1e MSITKOTKAHHOMN
wioTHOCTH (117 x 84 x 81 MM), MOJTHOCTHIO 3aMeIIAIONIEe
V IIOSICHUYHBIN TO3BOHOK. B 1eisix Bepudukanuu guar-
Ho3a ObLIa BBHINIOJIHEHA OMOIICUSI JAHHOIO 00pa30BaHUsI,
1 Ha OCHOBAaHUM TMCTOJIOTUIECKOTO U UMMYHOTHCTOXU-
MUYECKOTO MCCIEAOBAaHUS TIONTBEPXICH IUArHos3
AL-A. IIpy1 MHOrOKpaTHOM LIMTOJIOTMYECKOM UCCIIeI0Ba-
HUU KOCTHOTO MO3Ta ¥ TUCTOJIOTUIECKOM MCCIICTOBAaHUHI
TpEeNaHOOMOoIITaTa MAKCUMAaIbHOE KOJIMYECTBO IIa3MaTH -
YECKMX KJIETOK cOCcTaBisuio 8,4 %, OTCYTCTBOBAJ CUMIITO-
MmokomIuiekc CRAB (rmoBbIllIeHHEe conepXaHUs KpeaTu-
HUHA, MOHU3UPOBAHHOTO KaJIbIIMSI B CHIBOPOTKE KPOBH,
aHeMUsI ¥ OCTEOIEeCTPYKTUBHBIN ITPOIIECC), YTO UCKITI0YA-
JIO MMarHO3 MHOXXECTBEHHOM MUEIIOMBI.

06cyxxaeHune
IIpoGnema paHHel NTUMAarHOCTUKW aMUJIOMI03a aKTy-
aJbHa BO BCeM MUpe. AMUJIOMI03 MOKHO Ha3BaTh UMHUTA-

TOPOM MHOTHMX BHYTPEHHUX 00JIe3HEI BBUIY OTCYTCTBUS
crienuduIecKnx CUMNITOMOB. [1aleHTamM 9acTo ycTaHaB-
JINBAIOT OIIMOOYHBIE JUATHO3bI, TPOBOIAT Hed(P(DEKTUBHYIO
TepaImio, 9YTO IPUBOIUT K HEYKIIOHHOMY IIPOTPEeCCUPO-
BaHUIO OpTaHHOM TUChYHKINKI. B Hamrem ncciieqoBaHnu
MeInaHa BpeMEHU OT MOSBJICHUS IEePBBIX IIPH3HAKOB
JIO YCTaHOBJICHMS TUArHO3a COCTAaBWIA B CPEIHEM 2 TO-
na. ITo naHHBIM 3apyOeXKHbIX MCClenoBaTeeid, TOJIbKO
y 26 % GOJIbHBIX IMATHO3 YCTAHABIMBAIOT B TEYEHHUE TIEP-
Boro roza [18].

ITo pe3ynbrataM npoBeaeHHOro aHanusa B 70 % ciy-
YyaeB JMArHo3 OblL1 yCTAaHOBJEH HA OCHOBAHUU OMOIICHUU
MMOpaxkeHHOT0 OpraHa, u3 HUX y 18 00JbHBIX — OUOTICUM
Mo4ku, y 5 % — 6uorncuu tuMbatrudeckoro ysia. Mop-
domornueckast BepuduKaus 1MarHo3a B HACTOSIIICE
BpeMs OTHOCUTCS K PYyTMHHOM IIPaKTHKE B HE(POIOTUHI
u remaToiorur. OmMHAKO CIeAyeT OTMETUTD, UTO TUCTO-
JIOTUYECKOEe UCCIeIOBAaHNE OMONTATOB 3 «JICTKOIOCTYII-
HBIX» JIOKYCOB (IBEHAILIATUIICPCTHOM KUIITKH, TTOTKOX-
HOTO XXHWpa M KOCTHOIO MO3Ta), IO HAaIlMM JaHHBIM,
IMO3BOJIMIO BbISBUTH amuiioua B 70 % ciaydaeB. Takum
00pa3om, OMOTICHUS «TOCTYIMHBIX» JOKYCOB MaJIOMHBA3UB-
Ha, JICTKOBHITIOJJTHUMA U MH(POPMATUBHA B OOJIBIIIMHCTBE
CITy4JaeB.

OcHoBHag MpobJjieMa 3aKJII04aeTcsl B TOM, YTOOBI 3a-
MMOIO3PUTh aMUJIOMI03 M BBIIIOJHUTDH ITOCIEA0BATEIb-
HbIiA AMAarHOCTUYECKUI MOUCK. be3ycoBHO, onpeaeneHue
y MOXWJIOTO ITallieHTa ¢ KOMOPOMITHOCTBIO IPU3HAKOB,
HE YKJIaIbIBAIOIINXCS B CUMIITOMATHKY PacIIpOCTpaHEH-
HBIX 3a00JeBaHUIi, TpeOyeT BHICOKOM KBalu(pUKaAIIUH,
OITBITA ¥ BHUMaHM Bpada. K oqHMM 13 BaxKHBIX ITpHU3HA-
KOB aMUJIOMI03a OTHOCUTCSI CUCTEMHOCTh ITopaxkeHus. [1o
HAaIIUM pe3yJibTaTaM, ropaxkeHue 1 opraHa ObUIO BBISIBIEHO
stk y 30 % 6ombHbIX. [1o JaHHBIM KIMHKKY Maiio, BOBIIe-
yenue 1 oprana guarHoctuposaHoy 18 % [20]. Takum obpa-
30M, B 82 % cilyuyaeB OTMeuaeTcs mopaxeHue 2 u 6oee
BHYTPEHHHUX OPTaHOB. AMIJIOMIO3 MOXET BbI3BATh AUC-
¢yHKUMIO 1106010 opraHa, Ho mpuMmepHo B 70 % ciyda-
eB IopaxarTcs cepaue 1 nmoyku. Hapsimy ¢ atum 6b110
JIHArHOCTUPOBAHO (1 MOPMOIOTrNIECKH ITOATBEPKIACHO)
HOpPaxXEHME JIETKUX U KOCTEM, YTO BCTPEUYAECTCS KpaiHe
penxo.

XapakTepHbIe 7151 aMUIOU03a CUMIITOMBI (TIeprop-
OuTaNbHAS IMyPIIypa, MaKPOIJIOCCHSI) HAOIIOMAI0TCS JTUIITh
y 11 % GONbHBIX M OTHOCITCS K ITO3IHUM IIPOSIBICHUSIM
3a00JIeBaHUSI.

B kauectBe ocobeHHOCTH AL-A MOXHO OTMETHUTH
CIJIPHOE CHIKCHME MACChI Tejla 0e3 HapyIIeHUS alIeT-
Ta. [laToreHeTMYEeCKU 3TOT CUMIITOM, HanboJIee BEPOSTHO,
00yCIIOBJICH THUIICPIIPOAYKIIMEH IIPOBOCIIAIUTEIbHBIX
LIMTOKMHOB. TakKe MOoKa3aHO, YTO MOpPaXEeHHE MeYeHHU
aMIUIOMIOM BBI3BIBACT OOJIBIIIOE CHIKEHME MACChI TeJIa.
Kpome 31010, HyTpUTUBHBIN CTATYC MAIIMEHTOB HA MOMEHT
IMOCTAaHOBKY JMArHo3a SIBJISICTCS HE3aBUCUMBIM IIPEIUK-
TOPOM BBIKHMBaeMocTH [39].
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