https://doi.org/10.31146/1682-8658-ecg-196-12-83-93

0630p | review

BY-NC-SA

CoBpemeHHble npeacTaBneHna o0 NepBUYHOM cucteMHom AL-amunongose:

B3rnAag raCTpoaHTeponora*

[y6eprpuu H.B."?, bendesa H.B."?, MoxuHa T.J1.2, PaxmeTosa B.C*

! YkpanHckuin Knyb naHkpeatonoros; 030039 Kues, yn. 40-netua OkTabps, 4. 26, YkpauHa

2 MeanumHcKmin ueHTp «Meankany. 65114, r. Ogecca, yn. Akagemnka Koponesa, 17, YkpanHa

3 LleHTp 3p0poBoro cepaua foktopa Kpaxmanosoid; 63000 Xapbkog, yn. LienvHorpaackas, 58-b, YkpaunHa

* HAO «MepnumHcknin yHnsepcnteT ActaHa; 010000, r. Hyp-CynTaH, yn.beinbutwmnuk, 49 a, Pecnybnuika KasaxctaH

[Ons yutnposanus: [y6eprpuu H.b., benaesa H. B, Moxwna T.J1, PaxmveTosa B. C. CoBpemeHHble npecTaBneHna 0 NepBUYHOM CUCTEMHOM AL-amunonaose:

B3MNAL raCTPO3HTEPONOra. IKCNEPUMEHTANbHAA U KNMHUYECKan racTposHTeponorud. 2021;196(12): 83-93. DOI: 10.31146/1682-8658-ecg-196-12-83-93

[y6eprpuy Hatanba BoprcoBHa, JOKTOP Mef. HayK, Tpodeccop, Npe3naeHT YKpauHCKoro Knyba naHkpeaTonoros
bensesa Hagexxpaa BnagvMmmpoBHa, KaHAWAAT Mefl. HayK, BPau-KOHCYNbTaHT MeANUMHCKOrO LieHTpa
MoxunHa TaTbAHa JIeOHMAOBHA, KaHAVAAT Mef. HayK, BPay-KOHCY/IbTaHT

PaxmeTtoBa BeHepa CameTOBHa, JOKTOP MeA.HayK, Npodeccop kadenpbl BHYTPEHHUX GonesHel

Pe3some

Llenb 0630pa — nNpeACTaBUTL aHanM3 COBPeMEHHbIX ITEPATYPHbIX JaHHBIX O MaToreHe3e, AXarHOCTUKE 1 Tepaniivi NEPBUY-  * VmmocTpamun K cTaThe —

HOTO CYCTEMHOTO aMUNOKA03a NIErKyIX Lene MMMyHOrnobynMHoB (AL-amrnonaos), packpbiTb 0COOEHHOCTH FracTPOIHTEPONO-
rMYeCK1X NposBeHnii 3abonesaHua. AL-ammnnonno3 06ycnoBneH N30bITOUHbIM CYHTE30M NIETKIX Liernei MMMYHOr006yIMHOB
KIIOHOM MN/a3mMaTNyecKnx KNeToK, PacnofioeHHbIX B KOCTHOM MO3Te, C MoceAytolyiM 0bpa3oBaHmem aMmmaonaa.

OTnoXKeHve aM1nonaa B OpraHax MULLEHAX (CepaLie, NOUKM, NeUeHb, Xeny[ouHO-KMLEeUHbI TPaKT, nepudepryeckan
V1 aBTOHOMHaA HEPBHAA CUCTEMbI, MATKUE TKaHM) CONPOBOX/AAETCA NPAMBIM U KOCBEHHbIM LIUTOTOKCUYECKUM IENCTBIIEM
Ha OpraHbl U TKaHW. K raCTpOMHTECTUHAbHBIM NPOABNEHNAM AL-aMUI0M103a OTHOCAT NOPAXKEHNE NEYeH, KeNya0UYHO-
KULLIEYHbIE KPOBOTEYEHSA, MCEBAOOOCTPYKLMIO TOHKOrO /MK TONCTOrO KMWEYHIKA, MOABNEHWE NONUMOBUAHBIX, AUBEPTH-
KYNOBWHbIX, OMyX0NeBnAHbIX 00pa30BaHUi, ManbabcopbLio, HapyLIeHe MOTOPHKY Xeny[oUHO-KMLIEUYHOTO TPAKTA,
NPOTenH-TepAloLLYIo racTponaTuio. [oBpexaeHrie neueHun y 60abHbIX AL-amMr01Ma030M, Kak NpaBiiio, CONpoBOXAaeTcA
MUHUMANbHBIMY KAVHWYECKVMI NPOABAEHVAMM, MOBbILIEHNEM YPOBHS LLEA0UYHON GpochaTasbl npy yCIoBMY OTCYTCTBUA
APYTX MPUUMH M3MEHEHNA KOHLIEHTPALMIM 3TOTO MapKepa XonecTasa.

MpuBeaeH AeTanbHbIA aHaNM3 NONOXKEHUIA NPAKTUYECKOTO PYKOBOACTBA KAMHIMKM M3ii0 MO AMarHOCTIKE, NeYeHuto
Al-amnnono3a. [IMarHoCTviKa raCTpOMHTECTUHANBHOTO AL-aMUNoNn03a OCHOBBIBAETCA HA MTMCTOMUKPOCKOMUUECKOM
aHanw3e 6MOMTATOB NOPAXKEHHbIX OPraHOB C OKPACKOW KOHIO KPacHbIM 1 MOCAeAYyIOWVIM OCMOTPOM B NMONAPK30BaHHOM
CBeTe; 30/10TbIM CTaHAAPTOM [AMArHOCTUKIM 3ab60neBaHMA ABNAETCA MacC-cnekTpomeTpus. CoBpeMeHHan dpapmakoTepanusa
Al-amnnonao3a npegnonaraeT NnposefeHne KOMOMHMPOBAHHOM BbICOKOLO30BOM XMMMOTEPaNiV C NPUMEHEHNEeM MOHO-
KNOHaNbHbIX aHTWTEN, UHTMOUTOPOB NPOTEACOM, LIMTOCTATUKOB, FOPMOHOB, @ TaKXKe BbINONHEHE ayTONOrMUYECKON TPaHC
MNaHTaUuKM CTBONOBLIX KNETOK. KoppeKUms racTpoOIHTEPONOrNieCcKmX NPOABEeHNI 3a00eBaHNA OCHOBaHa Ha HazHauYeHY
CUMMTOMATUYECKMX CpeaCTB. [IpOA0MKMTENBHOCTD KIM3HM 60MBbHBIX AL-aMUNOUA030M ONpeenaloT NOCPeACTBOM HECKOMb-
KUX MPOrHOCTMYECKIX MOfienel; Wkana boCTOHCKOro YHUBepCUTeTa, OCHOBAHHAA Ha OMpefeNneHn By X NoKkasaTenes,
MaKC/ManbHO yobHa ANA NPYMEHEHUA B NPaKTYeCKo JeATENbHOCTH.
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Summary
* Tllustrations to the article The purpose of the review is to present an analysis of modern literature data on the pathogenesis, diagnosis and therapy of
are on the colored inset primary systemic amyloidosis of immunoglobulin light chains (AL-amyloidosis), to reveal the features of gastroenterological

f th 1. ) ) : N ) ) - .
of the Journa manifestations of the disease. AL-amyloidosis is caused by overproduction ofimmunoglobulin light chains by a clone of plasma

cells located in the bone marrow, followed by the formation of amyloid.

Deposition of amyloid in target organs (heart, kidneys, liver, gastrointestinal tract, peripheral and autonomic nervous
systems, soft tissues) is accompanied by direct and indirect cytotoxic effects on organs and tissues. Gastrointestinal mani-
festations of Al-amyloidosis include liver damage, gastrointestinal bleeding, pseudo-obstruction of the small intestine and
colon, the appearance of polyp-, diverticul-, tumor-like formations, malabsorption, impaired motility of the gastrointestinal
tract, protein-losing gastropathy. Liver damage in patients with AL-amyloidosis, as a rule, is accompanied by minimal clin-
ical manifestations, an increase of the level of alkaline phosphatase without any other reasons for this change. A detailed
analysis of the Mayo Clinic’s practical guidelines for the diagnosis and treatment of AL-amyloidosis is presented. Diagnosis
of gastrointestinal ALl-amyloidosis is based on histomicroscopic analysis of biopsies of target organs with Congo red and
subsequent examination in polarized light; mass spectrometry is the gold standard of diagnostic. Modern pharmaco-
therapy of Al-amyloidosis includes a combination of high-dose chemotherapy with monoclonal antibodies, proteasome
inhibitors, cytostatics, hormones, as well as performing autologous stem cell transplantation. Correction of gastroentero-
logical manifestations of the disease is based on the symptomatic therapy. Life expectancy of patients with AL-amyloidosis
is determined by several prognostic models; the Boston University model, based on the definition of two markers, is most
convenient for clinical use.
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3ydeHMe pasIMYHbIX 3a00/IeBaHNUII YaCTO CO-

HNPOBOXK/IA€TCA CMEHON YCTOABIINXCSA IPeJ-

CTaBIEHMI O MATOPU3MONOT UM, KOPPEKIHelt
CTaHJ]apTOB JIeYeH N, HO, TI0XKayii, caMble 60/IbIINe
IepeMEeHbI IIPOU3OIIIN C TAKOM HO30MOTMeEN, KaK
amunonpos. [lepBpiii ycrex B U3y4eHUN aMUTIOUI03
conpoBOXancsa GOpMUPOBAHIEM CXOHOTO 3a6Ty-
KIIeHNA: OTKphiTHe Pymonbdom Bupxosbim paHee
HEM3BECTHOI MaTONTOTUYECKO CybCcTaHIIUM, TIpef-
MOJIOXKUTEIbHO IO CBOEI NMpUpojie ABAAKILIeNcs
LEJITI0I030¥1 IU KPAaXMaJIoM, IIPUBEIIO K MCIIOIb30-
BAHWIO TEPMIHA AMUTOU/, 111 OIMCAHNU S COCTOAHMIA,
CONPOBOX/AIOIMXCA BHEKTETOYHDIM HAKOIJIEHN-
€M 3TOrO BeUleCTBa ¥ NPUBOAALINM K Pa3BUTUIO

Bcsakasa nepemena

IIpOKIaAbIBACT IIYTh IPYTVIM IIEPEMEHAM.

Huxkono Maxuasennu

ammaonosa. IleppoHayabHO aMMUION/ 03 K/IACCH-
¢duimpoBanu Ha IePBUYHBII, BTOPUYIHBII, OIIYXO0JIe-
0100 HBIIL, MI€/IOMa-acCOLMMPOBAHHBII [1], ogHAKO,
[IOsIBJIEHIIe HOBBIX HaHHBIX O CYOMMKPOCKOIIYe-
CKOJI CTPYKType aMMUIONAA, er0 GyHKIIMOHATbHBIX
0COOEHHOCTAX ¥ MaTOOTMYECKNUX CBOVICTBAX, [IPU-
BEJIO K M3MEHEHNIO NeGUHNUIINN, CYL[eCTBYOINX
KnaccuuKanmit, AMarHoCTUYECKUX alTOPUTMOB,
CXeM JIeYEeHM .

B manHOII cTaTbe NpecTaBIeHbl COBpEMEHHbIE
JMTepaTypHble TaHHBIE O IATOreHe3e, AMATHOCTUKE
U Tepammy aMMUION03a JIETKUX Lieleil MMMYHOIIO-
OynuHOB (AL-aMumon/03) ¢ aKIleHTOM Ha racTPOIH-
TepOJIOrNYeCKIie IPOSIBIEH S 3a00TeBaHIIA.

CTpoeHue 1 cocTaB amuiaongHbix ¢nbpunn

ITepBoHayambHbIEC HETOYHOCTH, 3aTAMUBIINECS B TEPMU-
HOJIOTMY ¥ TeOPUY aMUJIONIOTeHe3a, ObIIN paspelieHbl
IPY MOMOIIY COBPEMEHHBIX CYOMMKPOCKOIITYECKIX
U PEHTTeH-CTPYKTYPHBIX UCCIeJOBAHMIL, [JOKa3aB-
X 6€TKOBYIO IPMPOAY aMUIOU/IA V1 OI pefle/TMBIIIX
€T0 OCHOBHOUI CTPYKTYPHBIII S7IEMEHT — AMUIOUTHY IO
bubpunny [1, 2, 3]. Kinrodesoii cocrasnsonieit 110605t
aMIJIOVMIHOI GUOPHIIIBI ABIAIOTCA IPOTODUIAMEHTEI,
IpeJCTaB/IAI0IIe COOOIT IIeTTOYKY O@TKOBBIX MOHOME-
POB ¢ 0c060J1 IPOCTPAHCTBEHHOI KOHUTYpaLuei,
KOTOpast MOTy4n/Ia Ha3BaHme B-CKIaf9aTo CTpyKTy-
pai (puc. 1). [IpoToduIaMUHTEL, CKPYINBasICh MEXAY
co6oit, 06pasyroT amunonguble Gubpust 2, 3].

Takue crenuduyeckue MUKpOCKOIMYECKUE CBOI-
CTBA aMMION/IA, KAK CPOJCTBO K KPACUTE/NI0 KOHTO
KPacCHBIN U CIIOCOOHOCTD K JIBOMIHOMY /Ty4eIpeoM-
JIEHUIO B IIO/IAPM30BAHHOM CBeTe II0C/Ie OKPACKH yKa-
3aHHBIM INT'MEHTOM, II03BOJIAIOT /IETKO MAECHTUUIIN-
poBaTh ero oTIoXKeHuA (1, 2], T.K. aMUIOMTHBIE ETI0
HIpUOOPeTAIOT APKMII 3e/IeHBII I[BET, KOTOPbIN MHOT A
Ha3bIBAIOT «A0I0YHO-3€/IeHBIM» (puc. 1 Ha ysemHoll
eKetiKe 8 HYPHAT).

TToMuMO aMMIONAHBIX GUOPNU/IL B aMUTIOU/IHBIX
Iero OOHAPYXMBAIOT PasINIHbIE JOIOMTHUTEIbHbIE
KOMIIOHEHTBI, HEKOTOPbIE M3 HUX IOCTATOYHO CIIEIIV-
GbIYHBL; BBLABIEHME 9TVX COCTABIIAIONMX UCTIONIb3YIOT
B Ka4eCTBE AMATHOCTUYECKUX 6eKOB-MapKepOB MIN
TaK Ha3bIBaeMOI1 «0e/IKOBOJI CUTHATYPbI» aMIUIOUL03A.

K 6enKoBoit CHTHAType OTHOCAT relapaHCyIbdar mpo-
teornukad (HSPG) 1 chIBOPOTOYHBIN T aMUTON/HBII
P-xommnoneHT (SAP) [1]. HSPG npepcraseT coboit
Pa3HOBM/IHOCTD TTTMKO3aMIHOT/INKAHOB, TOKATU3Y-
IOLIVXCA HPEUMYILeCTBEHHO Ha IIOBEPXHOCTH K/IETOK,
BXOJSILINX B COCTaB 6a3aIbHOI MEMOPAHBI, TOTa KaK
SAP otHOCsT K Gertkam ocTpoit aser. [pepnonaraercs,
YTO IIPOTEOTIMKAHbI Y IIMKO3aMUHOTTIMKAHBI CIIOCO6-
CTBYIOT 00pa30BaHUIO M CTAOV/IV3AL[ MY AMVIOMFHBIX
¢ubpu, a Takxe, 3a CYET B3aMMOJEIICTBUA C 3JIe-
MEHTaMI BHEK/IETOYHOTO MaTpPUKCa, MOTYT OIlpefie-
JISITDh JIOKAIM3AL[MI0 OTJIOXKEeH U amuionza [2, 4]. SAP
aKTMBHO 1 06PATIIMO CB3BIBAETCS CO BCeMM TUIIAMMU
aMIJIONJIA, 3alllUIasg aMUIOMHbIe GUOPHUIIIBL OT
merpagaunn [4]. Mexanusm unrerpuposanus HSPG,
SAP B aMuIoOugHbIE OT/IOKEHN A ellle IIPOFO/IKAeT 13-
YUaTbCsI, HO YoKe M3BECTHO, YTO 3TN Ge/IKY IPMHUMAIOT
aKTUBHOE y4acTue B aMUJIOUIOTeHe3e U JUCCEMUHN-
posanuu amuonzpa [1]. IlepeyeHp 6enKoBOIT CUTHA-
TYpPbl aMIUIOUJIA TOTIONHAIOT AIIOJIUIIONPOTENH (aIIo)
Al n ano-AlV, ano-E; o6HapyxeHue 3TUX MapKepoB
TaKXKe [103BOJIACT UAEHTU(PNULMPOBATD UCCIIEyeMBbIil
MaTtepuas Kak amunons. Heckonbko pexxe B CTpyKType
aMIIONAHBIX QUOPUIL BBIABAAIOT YeTOBeUeCKMIl
$ubynH-1006HDI 60K BHEK/IETOYHOTO MaTPUK-
ca-1, KaJIbIIMTOHWH, IPOKATbIIMTOHNH, ITIIOKATOH,
rajieKTuH-17 [1]; ponb nepedncieHHbIX KOMIIOHEHTOB
MIPOJOIKAeT AKTUBHO M3YJIaThCA.

O6pa3oBaHune amunounga: oT MOHOMeEpPOB K pnbpurnnam

MSBQCTHO, 4TO II€pBOHAYAJIbHO 06pa303aBmI/Iec51 HE-
CBEPHYTbBIE aMUJIONHbIE Cb]/[6p]/UI]II)I ABIAKTCA OT-
HOCUTETBHO CTAaOMIBHBIMI MOHOMEPHBIMMI COE€NUHE-
HUAMU, HE MMEIOIIVMU IIATOI€HHBIX XapaKTEPUCTUK;

C TedeHyeM BPeMeH 1107} BIMAHIEM PsAJia IPOBOLMPY-
011X GaKTOPOB OHM yTPAYMBAIOT PAaBHOBECHE I HAYM-
HAIOT CBOPAYMBATHCA, TPHOOpeTas pauKaabHO HHYIO
koHdopManmio 6enKa — -CKIaguaTyI0 CTPYKTYPYy
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[1, 4]. Tpanchopmanust B TaKYI0 IIPOCTPAHCTBEHHYIO
dbopmy conpsKeHa ¢ IPUOOpeTeHNEM aMUTIONIOM
Psifa MaTOTeHHBIX M IUTOTOKCUYIECKIX CBOVCTB [1, 4].
BeposiTHOCTb TpaHcopManuu 6enKa B aMUTONT
OIIpefe/IsAeTCS €T0 aMIUIONOTEeHHBIM [IOTEHINATIOM,
KOTOPBIII COIIPSDKEH €O CIeRYMNUMI GaKTOpaMu:

o KOHIleHTpaluel 6enka (HeKOTOpble BUJbI IPOTe-
VHOB CIIOCOOHBI 06Pa30BBIBATh AMUJIONUJ TOMBKO
[IpY HOAAEPXKAHNU IIOCTOSTHHO BBICOKUX KOHIIEH-
TpaLuit; HOfOOHBIM 06pasoM GOPMUPYETCs ChIBO-
porounbiit amunons A (SAA) pyu XpOHMIECKNX
BOCIIA/INTETbHBIX NPOIleccax, P2-MUKPOTIOOYINH
AMKOTO THUIIA IIPY TePMIHATBHOI OYEIHOI Helo-
CTaTOYHOCTH);

o MyTaluy, o0ycIaBIMBalollle 3aMeHY XOTs OBl OfI-
HOJI aMMHOKMCIIOTBI B CTPYKType Oe/lKa, MOTYT
3HAYMTENBHO [[eCTAONIN3IPOBATD €ro, MHULNIPO-
BaTb arperanuio GrOpII 1 OTIOXKEHIIe AMIION A
(TaHHBIT MEXaHU3M XapaKTepeH /s TPAHCTUPe-
THUHa, IM30LMMa, anonumnonporenta Al, B2-mu-
Kporno0ynnHa);

o IPOTEONN30M BHEKTE€TOYHBIX AMUIOUTOTEHHBIX
IIpefIIeCTBeHHUKOB;

o BHYTpeHHell HeCTabU/IbHOCTBIO, KOTOPYIO OIIpefie-
JISIIOT CTEIeHb TUAPOPOOHOCTH, IMEKTPUIECKIIL
3apsifl ¥ BTOpPMYHAA CTPYKTypa Oenka (B MOJOOHBIX
yCIoBUSIX QOPMUPYETCS CTapyecKit aMuonzos) [4].

IIpouecc aMUIONAOTeHe3a YCIOBHO MIOAPa3ens-
10T Ha HECKOJIbKO (as; mepBast 13 HUX — TaTeHTHa.
B aToit cTaguy HauMHaeTcsA o6pasoBaHIe aMUTONT-
HBIX QUOPIUIII, KOTOPOE, OJTHAKO, He COIPOBOXK/ALTCS
ux arperanueit. TOIbKO IpK yCIOBUM TOCTVKEHUA
HEKOIJI IIepe/IOMHOI TOYKM, TAaK HA3bIBAEMOTO «KPU-
TUYECKOTO SAApa», THUIUIPYETCS CIeAyIoLast CTafus
ammnonjoreHesa — gasa Hykneauuu [1, 4]. Ha atom
9Talle HEPABUILHO CBEPHYThIE OENIKM CBA3BIBAIOTCS
APYT C APYTOM CO CMeI[eHVIeM PaBHOBECH A, YTO O3B0~
JIieT UM IIPUCOEAMNHATD HOTOTHUTE/IbHbIE MOJIEKYIBL.
Taxum 06pazoM GOPMUPYIOTCS OIUTOMEPBL, PACTYIIIE
3a cuyeT H06aBIeHNsI HOBBIX MAEHTUYHBIX KOMIIOHEH-
TOB K KOHIIaM cBoux ¢pubpumn (puc. 2) [1, 4]. CkopocTthb
HYKJIeally BO3PacTaeT C TeUeHUeM BpeMeHI: 0001t
aMMJIOMIOT€HHBII IIPeIeCTBEHHNK, HAXO/ACh B CO-
CTOAHMY, 6/IM3KOM K He0OXOnMMOIl KOHpopManniu,
OBICTPO BK/IIOYAETCS B COCTAB PACTyux Gpuopu [4].
IIpo6rnenne (hparmenTanysi) yxe chopMupOBaBIINX-
Cs1 aMIIOUHBIX GMOPIILI SBIIACTCS CBOEOOPa3HBIM
TPUITEPOM, YCKOPAIOIUM aMIIOUOTeHe3 ITOCpefi-
CTBOM YCKOPEHVISI BTOPMYHOI HYKJ/IeaIyi aMIJION/A.
BelleonycaHHbII HpOIlecc peAcTaBAeT Co60il CyTh
(a3pl 9710HTALMY, C KOTOPOJT TECHO CBA3aHa IIOC/IEAY-
IoLas ucceMmnHanyA amunonpa (puc. 2).

PacnpocTpaHeH1e aMIIONa B OpTaHU3Me 00b-
SACHAIOT XUMUYECKUMU CBOICTBAMU aMMUJIOUIOTeH-

Amunonaos nerkux yenemn

Cpenu MHOXKeCTBA CUCTEMHBIX (OpPM aMUIONI03a
MBI XOTUM OCTAHOBMUTHCS Ha aMUIOU03€ JIETKUX
1eneit uMMyHorno6ynuta (AL) n A-iporenHa (AA),
T.K. IPY 9TUX ABYX TUIIAX 3a60/IeBaHNs BO3MOKHO
IopakeHue >kenyaouHo-kumeynoro tpakra (JKKT).
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HBIX IIPeJIIeCTBEHHIIKOB 1 CTOCOOHOCTBIO arperaToB
K IUCCeMMHAIVI. YCTaHOBJIEHO, YTO IIPU JIOKATbHBIX
dbopmax ammmonsosa GopMupoBaHue aMUITOUJHBIX
IeIo MPOVCXOANUT B HEIOCPEACTBEHHOI 61130CTH
oT mecta cbopkn pubpuni. Tak, KaAIbIUTOHNH U3
napadoIMKYIAPHBIX ONMYXOIEBBIX THPEOUTHBIX
KJIETOK HaKaIlJIMBaeTCA B M TOBU/HON JKeye3e, aMu-
NTUH, 06pasoBaBIINIICA B 6eTa-KIeTKaX IOMKeNy-
TOYHOI XeJe3bl y 60TbHBIX CAXapHBIM 11abeToM
2-r0 THUIHA, SEeIOHMPYETCA B OCTPOBKOBBIX KJIeTKaX
Kenessl, a AB-amutony npu 6one3Hn AnplreitMepa
OTK/IafibIBaeTCsl B rOTOBHOM Mo3re [4]. IIpu cu-
CTeMHOM aMMJION/03€ HaO/MIoaeTCsA NHAA KapTHHA:
6enoK-TIpe/iIIeCTBEHHNUK TIONaaeT B CUCTEMHBIN
KPOBOTOK, OTKYZa OH MOXeT IIONacTh NpaKTUde-
CKM B m00ble TKaHY 1 opranbl. HecMoTps Ha Takoit
YHUBEpPCaTbHBII JOCTYII, OTMEYAIOT CPOACTBO PsAAa
aMMIOUIOTEHHBIX O€/IKOB B OIIPefle/IeHHbIM OpPraHaM:
Hampumep, enu GUOpMHOreHa Ad NeIOHUPYIOTCA
HpeNMyIIeCTBEHHO B IOYKaX, B2-MUKPOITOOYINH
JMKOIO TUIIA — B CyCTaBaX, TpaHcTupeTnH Met30 -
B epudepuvecKnx HepBHBIX BOTIOKHaX [4]. [IprunHer
TaKOJl TKAHeBOII M361PaTeIbHOCTH ellje OKOHYAaTe/Ib-
HO He I3Y4eHbI, HO BbICKa3bIBaIOTCS IIPeIIIONIOXKEHII,
YTO JIOKAM3aIMI0 aMIJIOUTHBIX JIeTIO ONpefeNAoT
HEeCKOJIbKO GaKTOPOB, B TOM YMCJIe — MECTHasA TKa-
HeBas pH, m1oKanpHas KOHIeHTpanys 6enka, ocobeH-
HOCTY B3aMOJIEVICTBUA C TIMKO3aMUHOITIMKaHAMM,
KOJITAT€HOM, K/IETOYHBIMI PeLieITOpaMy, a TakxKe
HaJIM4ye BHYTPUTKAHEBBIX IPOTEONUTUIeCKUX dep-
MeHTOB [1, 4].

Ha nepBblit B3I/1J], aMUIOUIOTeHe3 ABJIACTCA JO-
CTAaTOYHO 6€300MIHBIM IPOLECCOM, OFHAKO B MO-
CIefHMe TOfbl yOeAUTeNIbHO [OKAa3aHO, 9YTO GopMu-
poBaHMe U ZeIOHNPOBAHUE AMIJIONA COIPSIKEHO
C MOBPeXeHMEeM TKaHell, HapylleHueM QyHKLNK
opraHoB. To4HbIe TATOPU3NOTOTIYeCKIIe MEXaHU3MBbI
HapylIleHV A GYHKIOHVPOBAHMA OPTAHOB 1 CHCTEM
elje NPORO/KAIOT U3YYaThCs, HO Y)Ke YCTaHOBJIe-
HO, YTO UTOTOKCHYIHBIMU CBOIICTBAMIY OOTafaioT
npedubpUIIIpHBIE OTUTOMEPEL, @ He COOCTBEHHO
CKOIUTeHM st aMuongHbIX Gubpuin [1, 3, 4]. KpynHsre
€TI0 aMMUJION/ia HETaTUBHO BIMAIOT Ha COCTOSHMUE OP-
TaHOB, HO He 3a CYET IUTOTOKCUIHOCTH, a BCTIESICTBIE
MeXaHMYEeCKOTO BO3/Je/ICTBIA Ha TKAHU, U3MEHEHM
UX apXUTEKTOHMKM U HapyueHns GyHKuuu [4, 5].

CrieiyeT OTMETUTD, UTO He BeCb AMIION/, ABJLSIETCA
maTonorndeckM. OTHOCUTEIbHO HelaBHO OIIMCAH TaK
Ha3bIBaeMbIil «QyHKI[MOHANIbHbI» aMunoup (puc. 3);
CYMTAETCSA, YTO OPTAHU3M MCIIONb3yeT HOJOOHbIe
B-cxmamyaTeie CTPYKTYPBI A1 Pa3INYHbIX Lielel,
B TOM 4MCJI€ /1A XPAHEH U A HOIMIEeTU/IHBIX TOPMOHOB,
CBA3BIBAHNS MeTaHIMHA C GUOPIILIPHBIM HOCUTEIIEM,
uMeromuM B-konpurypanuio [1], popmupoBanus
BOCIIOMMHaHUI [6].

AMMION03, CBSI3aHHBII C HAKOIIEHEM TPAHCTUPe-
TUHA, 3,-MUKpOrI06ynnHa, B-mpoTenHa, 0CTPOBKO-
BOTO aMVJIOMIHOTO IIOJIMIENTU A, PEIKO IIPOTEKAET
C OT/IOXKEHJEM aMWJION/iA B OpPraHaX MUIeBapUTeIb-
HOIT cucTeMbl [4].



PacnpocTpanenHOCTh AL-aMunonmosa TO4HO He
n3BecTHa. COrIaCHO MMEIIMMCS CTATUCTUYECKUM
TAaHHBIM, 3a60/1eBaeMOCTh 3TON GOPMOIT aMMIIO-
U032 B 3aMaJJHBIX CTPaHAX COCTaBAeT 1 caydait
Ha 100000 yenoBeKo-/1eT, NP 3TOM CUCTEMHBIN

MaToreHes AL-amnnongosa

B ocHoBe popmupoBaHusa AL-aMunIoNI03a IEKNUT
MyTaIusA KIOHA IJIAa3MAaTNIeCKUX KJIeTOK, OTBeYalo-
MIMX 32 TPOJyKI[MI0 MOHOK/TOHATbHBIX TIETKUX IfeTeit
MMMYHOITIOOY/INHA, KOTOPbIe IIOABEPraloOTCs arpera-
1y, a 3areM 06pas3yIOT T0Ka/IbHbIE MM CUCTEMHbIE
oTnoxkeHus amunonpa [1, 4]. Ilpu cucremuom AL-
aMIJIOVI03€ KJIOH ITa3MaTUYeCKMX KJIeTOK JTOKaIN-
3yeTcs B KOCTHOM MO3Te, CaM MH(UIbTpAT MeeT He-
6ombiroit pasmep (puc. 4), a ctenens nponudepannn
ITa3MaTUYeCKUX KIeTOK, KaK IIPaBUJIO, HU3Kasl MU
HaCTOJIbKO MUHUMAaJbHAs, YTO MOXKET He oIpefe-
JATHCS 1ab6OPaTOPHBIMU VTN MHCTPYMEHTAIbHBIMU
Metomamu [4].

HakormreHne aMuionjOreHHBIX JIETKMX IeTel M-
MYHOITIOOy/IMHA aCCOLMUPOBAHO C MOBPEKAEHUEM
OpTaHOB-MUIIEHel, TOTfja KaK HelOCPeACTBeHHas
OIyXOJIeBasl Harpy3Ka KJIOHA IJIA3MaTU4eCKUX Kile-
TOK HEJacCTO CONPOBOXTAeTCA HEOIIACTUYECKUM
POCTOM: MHOXKeCTBeHHasl MuenoMa y 60nbHbIX AL-
aMIIONT030M, Y KOTOPBIX HA MOMEHT AMAarHOCTUKI He
BBIABJIEHA OIIyXOJIeBas TpaHCc(OpMaLMsa KPOBETBOP-
HOJI CUCTEMBI, Pa3BMBAETCH TOIBKO Y OJHOTO M3 IIATY
nanueHToB [10]. YcTaHOBIEHO, YTO B COCTAB aMUJIO-
UIOTeHHOTO KJIOHA BXOJAAT 3pesible IIa3MaTudecKue
KJIETKM KOCTHOTO MO3Ta, 3peible B-ntumMdoruTsl, nas-
MaTM4ecKue KIeTky nepudepudeckoi kposu (4, 11].
KonanpHbIe 3/71eMeHTHI I1/1a3MaTHYeCKIX KIIETOK MO-
TyT 0OHAPY>KMBATHCS B CeTIe3€HKe, TIe TAK)Ke CIy>KaT
MCTOYHMKOM aMUJIOUIOTeHHBbIX JIETKMX 1ienei [4, 11].

aMIJIONTI03 BCTpeyaeTcs Jallle, 4eM JTOKaIbHBbII [7].
JlokasaHo, 4YTO pacoBbIe ¥ ITHMYECKME 0COOEHHO-
CTUN HE BIIMAIOT Ha PaCIIPOCTPAHEHHOCTD, TAXECTb
3aboneBaHuA 1 3P PeKTUBHOCTD nedyeHusa AL-
amunonposa [8].

EcTb maHHbIE, MO/ TBEP>KAAOLINE CIOCOOHOCTD ITepu-
(epruecKkyX KJIOHAIbHBIX 9/IeMEHTOB TpaHCHOPMU-
pOBaTbCA B I/Ia3MaTU4eCKIe KIeTKY, 04€Hb IIOXO0XKIe
Ha CBOUX IIpeJIIeCTBEHHNKOB B KOCTHOM Moa3re [10].
HemamoBa>kHO 0COO€HHOCTBIO K/IETOK K/IOHA SIB-
JISIETCS CIIOCOOHOCTD MPOHMKHOBEHNUA ¥ BHEIPEHU A
B CTBOJIOBBIE K/IeTKM 60NbHBIX AL-aMuaonmosom,
YTO CO3/JaeT YCIOBMA [ Pa3BUTHA PELIIMBOB JaKe
II0C/Ie TIPOBEIeHN A BBICOKO/I030BOJ XMMUOTEpaIny,
TpaHCIUIAaHTAIUM OpraHoB [1, 4, 11].

XapaKTepHBIMU 0COOEHHOCTSIMU aMUIONIOTeH-
HOTO KJIOHA ABJIAITCA HeOONbIION pasMep CaMOTO
KJIOHA, He3HaYUTeTbHOE KOMMYECTBO XPOMOCOM-
HBIX abepparnuii 10 CpaBHEHNIO CO MHOXKECTBEHHOI
muenomoit (puc. 5). O6a 3a60eBaHUs IPOUCXOLAT
U3 I/Ia3MaTUIeCKUX KIeTOK I, HECMOTPsI Ha TO 4TO
PasBMUBAIOTCS HE3aBUCUMO APYT OT APYyTra, 9TU fiBe
IIaTOIOTMM MOTYT COCYIIlecTBOBAT [12]. B TakoM ciy-
Jae KJIMHIYeCKIe IPOABICHM A OJHOTO 3a00/IeBaHU A
«TOMUHUPYIOT» HaJ| APYTUM; BBILETAIT MUEIOIO-
TOOHBII BAPMAHT C Pa3BUTUEM aHEMU, IIOPaXKEHNEM
KOCTel, TOYeYHO! HeIOCTATOYHOCTHU U aMUJIOUIO-
oj06HbBIT BapMaHT ¢ npeobnagaHmeM cnabocTu,
Oenka B Moue, IIOPa>KeHU Cepyilia, 0OHapy)KeHNeM
IPU3HAKOB MHOKECTBEHHOJI MUEIOMBI B KOCTHOM
Mmosre [12, 13].

ITyHKIIMA KOCTHOTO MO3Ta C IOACYEeTOM II/Ia3Ma-
TUYECKMX KJIETOK MO03BONAET pa3rpaHuyunTh AL-
aMMJION[03 U MHOXKECTBEHHYIO MUETIOMY.

KnnHuuyeckune npoAapneHnA: MHOro, maso unn Huyero?

B otnmume ot mokanbHOTO AL-amMunonpmosa, npn
KOTOPOM aMMJIOU/IHbIe GUOPI/IIbI HAKATIINBAIOTCA
B HEMOCPEACTBEHHOI 6/IM30CTI OT MCXOLHOTO KJIO-
Ha aMMJION/IOTEHHDIX MIa3MaTUYeCKUX KIETOK, IPU
CUCTeMHOIT popMe 3a60NMeBaHMA aMUIONU], OTKIIA-
TBIBAETCS 9KCTPAMeNly/IIAPHO, B OpTaHaX-MUIIEHAX,
IpenMyIecTBeHHO B ceple, noukax, JKKT n neyenn,
nepugepryecKort HepBHOII cucTeMe [4, 14], onpenenas
MHOTOTPAHHOCTb KIMHIYECKUX IposABIeHnit. OfHaKo
B OT/INYME OT APYTUX CUCTEMHbBIX aMUTION/[030B, aMU-
noupHble feno npu AL-aMuIongose HUKoraa He ¢pop-
MUPYIOTCA B IeHTPa/IbHOI HEPBHOII cucTeMe [1, 4, 14].

Knuunueckue npossnenusa AL-aMnionnosa pasHo-
06pasHbI U MHOTOYJCTIEHHBI, O HAKO, HECMOTPS Ha 3TO
3aII0f{03PUTD 3TO 3a00/IeBaHMe HTOCTATOYHO CTIOXKHO.
Ob6unne HecrenudpUIeCKNX CUMITOMOB, TAKUX KaK
YCTaJIOCTh, OFbINIKA IPY HU3NIECKOI HAaTPy3Ke, IIe-
pudepnyeckye OTeK, ITapecTe3nu, CHIKEHIe MacChl
Tesa, JUCTeB3ust, KcepocTomus (15, 16], He obmerdaer
IUArHoCTuKYy. Yacroe BoBeYeHME B IATONOTMYECKMIA
mpoliecc cepilia 1 Io4eK C pa3BUTHUEM sBJIEHNI cep-
JIEYHOI VI/IU IIOYE€YHOI HeoCTaTOYHOoCTH (4, 14, 15,
16] 3ayacTyio pacljeHMBAaIOT KaK OCHOBHOe 3abo0j1e-
BaHMe, 3aBepIlasg Ha 3TOM NMAaTHOCTUYECKUIT TIOMCK
U, CIIYCTS KaKoe-TO BpeMsA, KOHCTAaTupys Headdex-
TUBHOCTD CTAaH/JJAPTHON Tepanuy 3TUX HO3O0MOTUIA.

ITopoit meTanbHbI aHANIN3 «HE3HAYMUTETBHBIX» 0CO-
6eHHOCTeIl, TAKMX KaK COXPAHHOCTb (PpaKLMM BbI-
Opoca 71eBOTO >Kenygo4yKa, HU3KUIT BOTbTaX 3y6110B
Ha anekTpokapauorpamme (IKT), mporenHypus
IpeVMYIeCTBEHHO 3a CYeT aIbOyMUHOB, TO3BOJIAET
OTMETUTD Ha/lM4Me JPYTUX NPUSHAKOB CUCTEMHOTO
nopakeHus (Ta6s. 1) u chopMmupoBaTh KIMHNYECKOE
ofio3peHne 06 aMnIOnI03e.

JIOIONMHAIOT KapTUHY IPU3HAKY IOParKeHNs Iie-
pudepnyeckoit Heporaruu (CuMMeTpuUdHas 6oe-
Bas MOTMHEIPOIaTH A, OHeMeHIe KOHEeYHOCTell, Ha-
pyllieHue paBHOBECHA), aBTOHOMHOJI HEBPONIATUY
(opTocTaTuvecKasi TUMOTEH3MS, YYBCTBO PAHHETO
HACBIIIEHN S, 9PEKTUIbHAS UCHYHKIIN, 3afep>KKa
MOYENCITYyCKaHMsI), MBI (CTa60CTh, MUAJITHSL, TICEB-
poruneptpodus, arpodusi), CycTaBos (monuaprpomna-
THA), ceneseHKu (TUIOCIIEHU3M), TeTKUX (JUCITHOI,
Kaltesnb, fudQysHble MHOUIBTPATDI), KOXKM (aTOTIeI A,
nypmypa) (puc. 6) [15, 16]. OnucaHbl opTomeanyecKue
IIPOSIBIEHNSI CUCTEMHOTr0 AL-aMumonfosa, Takue Kak
CMHIPOM KapIIaJbHOTO KaHajIa, CIOHTAHHBIII Pa3phlB
CYXOXKUINA BUCTaTIBHOTO OTHE/a ABYITIaBOI MBIIIIIbI
IIeYa, CTEHO3 MIOSACHITYHOTO OT/Ie/Ia IO3BOHOYHMKA [17].

VIHOT#a TOMYKOM K JajbHeNIIeMy AMarHoCTIde-
CKOMY IIOVICKY MOTYT CTAaTh TaK Ha3bIBaeMble «paHHIIE
KpacHble Garu» amnnongosa (mao. 1).
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Ta6mumna 1.

OCHOBHbIE CCTEMHbBIE
MPOABIEHNA AL-aMI/IHOV[lI03a
(o M. Nuvolone et al., 2015 [4])

IIpumeuanne.

NTproBNP - N-kon1esoit
NIPOIENTH, MO3TOBOTO Ha-
TPUITypeTUIeCKOTo TOPMOHa,
BNP - Mo3roBoit HaTpuitype-
TUYECKUIT TOPMOH,

P - menounas docdarasa,
ITTII - raMMa-ryTaMust
TpaHCIeNTH/asa,

MPT - MmarHuTOpEe3OHaHCHAA
Tomorpadusa
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YacToTta
OpraH-MmmeHb TunuyHble KNNHNYeECKNne nposapneHna PaHHue «KpacCHble ¢narm»
BCTpeyaemMoCcTu
CeppeuHnas HegocTaTouHoCcTh (CH
PR A (CH) NTproBNP >332 ur/n (4yBCTBU-
Apntmns o
PecTpukTuBHOE yTONIIEHNE CEPAEYHON o U0
Cepnue 70% P YR B BNP >73 ur/n (4yBCTBUTENBHOCTD
CTeHKI
89%)
CHmxenne BonbTaxka OKI'
Tponounsn T >0,035 Hr/MT
ITospHee HaKoMIeHMe ranbRoHNsa mpu MPT
Hedporuuecknit cungpom ITporennypus >0,5 r/cyT (mpen-
Mok 70% $p Ap p P yr (mp
IToyeyHas HEJOCTATOYHOCTD MYIIeCTBEHHO aTbOyMIH)
TemmaTomeranus 6e3 oco6pix fedexros npu Ilosbrmenne P, TTTII mpu
ITeuenn 22% ned P m P
BM3yanM3anun OTCYTCTBUY APYTUX IPUINH
CummerpuyHas BocxoaAmas nepudepnu-  Heltponarudeckas 60/b, CHIKe-
Iepudepnyeckasn/ yeckas HelfpomaTus HIe TeMIIepaTyPHOI YyBCTBU-
ABTOHOMHAsI HEPB- 14% IMocrypanbuas runoreHsns TETBHOCTI
HasA cucrteMa HI/IC(I)YHKLII/IS{ JKe/I4YHOro HYBI)IPH, Toncroro IlosiBneHMe TUITOTEH3UN UJIN
KIIIeYHMKA paspeleHe runepTeH3nn
ITypnypa (mepuop6uTanbHasi)
Makpornoccus
Msrkue TKaHH, 5
o «ITepemerxarmasAcsa XpoOMOTa» HIDKHEN
opromnefudecKmne 13% CHHJIpOM KapIIa/JIbHOrO KaHajia
YeTICTI
IIPOSIBIEHU S
MbleyHast ceBROrumnepTpodus
CycTaBHBIE OT/IOXKEHNS
Heo6bsicHMMas yCTAIOCTD
O6uye cMMITOMBI 74% ManbHyTpULMsA ¥

CHM)KeHIe MacChl Tejla

[TaTOrHOMOHMYHBIMY IIPOSIBIIEHUIMY CHICTEMHOTO
AL-aMnionsio3a C4MTAOT MAaKpoOIrIoccuio (yBenmde-
HIle SI3BIKA B pasMepax), IepuopOuTaIbHyIo IyPIyPY
 CUMIITOM IIJI€Y CO/IgaTa (BTOPOC Ha3BaHUe — CUM-
[ITOM HAIUIEYHVUKOB), OLHAKO 9T NPU3HAKY MIOABIISI-
I0TCs1 YoKe Ha [IO3[JHUX CTaAMsAX 3a60/1eBaHNUA Yy HeOOIIb-
moro konmdectsa (15-20%) 6onbubIX (4, 14, 15, 16].

Maxpornioccuio, CMMIITOM I/IeY CONAATa M CHHAPOM
KapIIaJbHOTO KaHa/Ia OOBSCHSIIOT OTIOKEHIEM aMI-
JIOUZA B 3TUX AHATOMUYECKNX 06pa30OBaHMIX; TOTAA
KaK HepropOMUTaNbHYIO IYPIypPY, U3BECTHYIO TAKXKe
KaK CUMIITOM «IJIa3 €HOTa», CBA3BIBAIOT C OLKOX-
HBIMI T€MOPPArusMM, BOSHUKAIMMI BCIELACTBUE
nedpunura X dpakropa [4, 14].

lacTponHTecTUHanbHble NpoABneHna AL-ammnnongosa

Oco6eHHOCTSIM [TOpakKeHUs CepPALIA, TOY€EK, MATKIX
TKaHel mpu AL-aMuionsiose MocBsIeHO MHOXeCTBO
cTaTeit 1 0630pOB, B TO BpeMsi KaK HIOaHCHI pOpMIUpo-
BaHMA 1 KnuHN4eckoro nopaxxenus KKT paccmarpn-
BAIOTCS 3HAYNTENbHO pexke. Huke MbI mocTapaemMcs
060061 Th TUTEepPATypHbIE aHHbIE, ONVCHIBAIOIE
XapaKTepHble YePThI OT/IOXKEHV S aMIION/Ia B OPraHax
MMIIeBapeHNus.

Kaxk nmpasumno, AL-amunonpgos JKKT vame gua-
THOCTUPYIOT Y MY>KYMH HOX1IOro Bospacra [18]. ITo
TaHHBIM Pa3HBIX aBTOPOB, BEPOATHOCTD IIOPaXKeHNA
OpPraHOB NNIIeBAPeHNs MPY AMUIOUTI03€ BapbUPYeT
ot 3,3% mo 22% (18, 19], npu aTOM B IIEPBYI0 OYepeab
AMVIOUIHBIE 1110 GOPMUPYIOTCS B ABEHA/LIATUIIED-
crroit kuuke (JIIK), xeny/ke, TONCTOM KMIIEYHUKe
[19], Torma Kak arperaTbl aMMUION/A B IIPSAMOI KMIIKe
U IMUIeBOjie 0OHAPY)KMBAIOT 3HAYUTENIBHO pexe [18].

IMopasxenne JKKT, kak npaBuio, mpoucxoguT Npu
AA-u AL-amunongose. AL amumons OTK/IabIBa€TCs
B MBIIIEYHOM CJI0€ CIU3UCTOI 060T0UKM, COOCTBEHHOIT
MBIIIEYHOIT 000/104Ke, pefpacnosaras K 06pasosa-
HUIO IMBEPTUKYIOB, IOINIIOB, IPOTPY3Mil ¥ CO37aBas
YC/IOBYA /1S pa3BUTHUA HETIPOXOAMMOCTY KMIIeTHIKA
[18]. DTOT BUA aMMIONAA TAK)Ke OOHAPY)KMBAIOT B IIe-
yenu [18]. lemo AA aMmon/a BLIABIAIOT IPEUMYILe-
CTBEHHO B C/IM3UCTOI 060/I0UKE, I7le €T0 MPUCYTCTBUE
MPUBOANT K YCU/IEHUIO KOHTAaKTHO KPOBOTOYMBOCTI,
9pO3MPOBAHMIO TOPAXKEHHOI 06/1aCTI, BOSHNKHOBE-
Huto fuapen v Mmanbabcop6unm [18]. AL m AA ammnonp
06HAPY>KUBAIOT B HePBHOMBIILIIEYHOM C/IOSIX, BHYTPEH-
HIUX MMOYHTEPUYECKNX U CYOMYKO3HBIX HEPBHBIX

CIIETE€HMIX, HAPY)KHOM MBIIIETHOM CJIO€, Ifle UX Ha-
nuune obyCcIaBauBaeT M3MEHEHE IepUCTanbTude-
CKOJI aKTMBHOCTY, HapyLIeHe MOTOPHON QyHKIINK
KMIIEYHNKA, YCKOPEHME MV 3aMefj/IeHle IPOXOXK/ie-
HUA XUMYCa 110 IuIeBapuTe/IbHOMY TpakTy [18]. Tlo
IaHHBIM HEKOTOPBIX UCC/IefloBaTeIel, HapyLIeHe MO-
TOPUKY KUILEYHNKA IIPU aMUTION[I03€ NPeCTaBIsET
c000i1 [I0C/IeI0BATE/IbHBII IPOLECC: TIEPBOHAYATIBHO
HaKOIUIEHMe aMIION/Ia HAaYMHAETCS B COCYAMUCTON
CeTH, 3aTeM B ITaTOJIOTMYECKIIT IPOIIeCC BOBIEKAIOTCS
MBILIEYHBIE C/ION, @ yTpaTa MHTePCTULIMATbHBIX KIle-
Tok Kaxass BiusieT Ha MBIIIIETHO-KUIIIETHOE CII/TETE-
HIle, IPOBOLUPYs 3HAYMMble HapyLICHNsI MOTOPUKI
Kumeynuka [20].

B nepeyHe KIMHNYECKUX IIPOSBIEHNUII TACTPONH-
TeCTUHATBHOTO AL-aMUIonmosa oTeIbHOE MECTO 3a-
HUMAIOT Hecrenuduyeckue npossaeHns (ycranaocTb,
TOJIOBOKPY>KeHIe, aHOPEKCH A, CHVDKEHE MaCCh Te/Ia)
[9], MHOTIa IMEHHO OHY BBHIHY>KJAIOT AIlM€HTa COTIa-
CUTBCS HA IPOBeJieH e YITy6IeHHOT 0 1ab0paTOPHOTo
UCCIeloBaHus. PacipocTpaHeHHOE OT/IOXKEHME aMU-
noupga B KKT conpoBox/jaeTcs opaskeHneM IedeHn,
Pa3BUTIEM >KENTYOYHO-KUIIEYHBIX KPOBOTEUECHM I
(OKKK) u nceBgoomyxoneit (puc. 7), Manbabcopbunn,
HapymeHneMm moTopuku JXKT, popmuposannem
HpoTenH-Tepsitoulelt ractponaruu (18, 21, 22].

KKK BosHukaety 57% 601bHbBIX AL-aMIIon03omM,
MCTOYHMKOM KPOBOTEUEHM A MOXKET CTATh IIPAKTIYe-
cK1 I000€ racTPOMHTECTNHAIPHOE [ETI0 AMIJION A
(amMmmongHbIe 53BbI, 9PO31Y, IOIUIIBI, TEMAaTOMBI),
ONICBHIBAIOT TaK)Ke€ MHOYKECTBEHHbIE TIOJCIN3UCThIE



KpPOBOTeYEHNA C JTOKa/NM3alueil B TONCTOM KMIIey-
HUKe, XenypKe [23]. VI3BeCTHBI ClTy4ay MIIeMUN KU-
me4yHnKa (18], 0CTPOro CIOHTAHHOTO MaCCHMBHOTO
JKKK n3 BepxHux [22, 24, 25, 26] 1 HUXKHUX OTHENIOB
JKKT [27], a Tak>ke peLMAVBUPYIOLIETO XKeTy[OUHO-
ro KpoBoreueHus [28]. B psije cnydaeB MacCuBHOE
KpOBOTEYEHNE COYeTaeTCsl C KIMHMUKOI NCeBRO006-
CTPYKIMM KMIIE€YHMKA 32 CYET Ha/IM4UA aMUTION]-
HBIX MO/INIIOB, JUBEPTUKY/IOB [21]. AMMUIONIHBIE
JleTIo B KMIIeYHNKe HOT/AAa HaCTONbKO BU3yaTbHO
IOXO0XKY Ha 3JI0OKaYeCTBEeHHbIE H03006pa303aﬁm;1 [29,
30], 4TO YacTO IPUHNMMAETCSI pellieHlie O BBITOTTHEH NN
JIATIapOCKOMMNYECKOT 6MOTICUY VTN IPOBEfIeHNN OT-
KpPBITOTO OIlEpaTMBHOIO BMellaTenbcTBa. Onucana
manudecranus AL-aMmnmonmosa BeIpaXkeHHOI O-
CTHpAHAMANBHON 3MUTaCTpanbHoil 60mbi0 [31, 32],
obpasoBaHMeM reMaTOMbI B TeIIaTOAYOfeHaIbHOIL
cBaske [32].

[TprurH BOZHMKHOBEHUA ManbabcopOmum mpu
aMMJION/[03€ MHOYXECTBO: MHUIbTPALVA CIU3UCTO
000/109KM KMIIEYHVKA, TAPEHX MBI TOJKEeTYOYHO
JKeJle3bl IPUBOAAT B KOHEYHOM UTOTe K BTOPUUHOIN
BHEIIHECEKPETOPHOI aHKpeaTN4eCcKol HeJoCTaTOY-
HOCTH, Auapee, cCTeaTopee, CHVYKEHNIO MacChl Tefla,
U3OBITOYHOMY GaKTEpPIaTbHOMY POCTY, aHOpeKcun [10,

OunarHoctnyeckaa gunemma

OTcyrcTBMe CTPOro crenupuIecKiux CUMITOMOB
U MHOroo6pasye HeXapaKTePHBIX KIMHUYECKNX
NPU3HAKOB aMUION/03a BKYIIe C PEIKOCTHIO 3TOM
TIIaTOIOTUN 3ATPYIHAIOT J]I/IaI‘HOCTI/I‘-IeCKI/Iﬂ IIOVCK.
Tunuynbie IIpOABNIEHNA CUCTEMHOTO aMMION 034,
takre kak CH ¢ coxpaHeHHOIt dpakumeit Bbi6poca,
HpOTeNHYPUs HeQPOTUUIECKOTO FeHe3a, OpraHoOMe-
ranusA (remaToMeranans, MaKpOrJIoCCHs, YBenndeHe
CIIIOHHBIX >KeJle3) CBUJIETeNIbCTBYIOT O MPOrpeccu-
poBaHUMN 3ab0eBaHMsA ¥ MAaCCUBHOM IIOpa’>XKeHUn
opranmsMa. Ha Takux crapmuax passurus sabonesa-
HI MalMEHTDhI, KaK IIPpaBUJIO, YK€ YCIIe/NN HPOIZTM
IJIUTeNIbHOE, OOLIMPHOE U BCECTOPOHHee 06cmeno-
BaHMe. KpacHOi HUTHIO CKBO3Db MMEIOIMECA TaHHbIe
TabopaTOPHBIX 00C/IeOBAHNUII IPOXOAAT HPU3HAKU
AHEMUU XPOHUYECKOTO 3a60}IeBaHI/IH, IIOBBINICHU A
P, unorpga - ITTII n ocTpoda3oBbIxX MOKa3aTeeIt.
Pe3y/bTaTbl 9/1€KTPO- U 9XOKapAUOrpadui, NUMEIOI -
ecs1y 60/IPHBIX Ha pyKaX, OATBepxaloT sBneHus CH,
MHCTPYMEHTaJIbHbIEe 00C/IeJOBaHM A IIOYeK — IPU3HAKYU
HepOTUIECKOTO CHMHPOMa C XPOHMYECKOIT Ioved-
HOJI HEJJOCTATOYHOCTBIO PA3HOM CTEIEeHM TSAXKECTH,
KOHCYJIbTAaTMBHbBIE 3aKTIOYEHNA CBUAETENbCTBYIOT
0 Hanuuny nepudeprdecKoil MoNUHeponaTum, Xpo-
HIYeCKIX BOCIIa/TUTE/IbHbIX 3a60/IeBaHIAX CYyCTaBOB
(peBMATOMIHBII apTPUT) U KMIIETHUKA.

HeopnokxparHo npoBefieHHbIe KOMITBPIOTEPHAS NI
MPT KOHCTaTUPYIOT pasHOOOpa3HOe IOpakeHue
JKKT:

e TeraToMerajnio VIN TenaToCIIeHOMeranum 6es
HapyIIeHNsI CTPYKTYPbI OPraHOB;

o nuddysHOE M Y3/10BOE YTONIIEHYE CTEHK ITOpa-
JKEHHOT'O CerMeHTa KIIIeYHNKa;

o [WIATALIVIO KMIIEYHIKA B 3 BUCUMOCTH OT CTEIIeHN
CHIDKEHMsI MOTOPHOI GyHKIINI;

23,33, 34, 35]. Knuumnyeckune NPOABIEHMUA Manba6c0p—
011 3a4aCTYI0 COYETAIOTCA C SIBJICHUSAMU IIPOTENH-
TepsAwlIell racTpoNaTuy, B OCHOBE KOTOPOI JIEXNUT
noteps 6enka yepes cnusucryro JKKT. B atom cy-
Jae B KIMHIYECKON KapTUHe IIOMUMO Auapen 6yayT
OOMMHMPOBATh I'UIIOIPOTEMHEMIYECKE OTEK, ac-
mur [10, 19, 23]. AMunougHoe Topa>keHue TOICTOro
KUIIEYHNMKA MOXKET MMUTUPOBATh BOCIIA/INTE/IbHbIE
3abomeBaHMsA KuIeyHnKa [34, 35].

OT1noXeHNe aMUIONJA B Pa3/IMYHbBIX C/IOSAX NMUIIe-
BapUTENIbHOTO TPAKTA CONPOBOXKJAETCSA BTOPUYHBIM
HapylueHueM MOTOPHON (GyHKINY, HAYMHAs C MUHU-
MaJsIbHO BBIPa>KeHHOI TOIIHOTBI, PBOTHI, Aucdaruu,
B3/IyTUA )KMBOTA, CHVMKEHUA allIeTUTa, U BIJIOTD 10
pasBuTHUs racTpornapesa, 3amnopa, GopMmupoBaHMI
IIPVM3HAKOB XPOHMYECKOII KUIIIEYHOI IICeBJO0OCTPYK-
mun [15, 16, 29, 30].

B 60/1bLUIMHCTBE CTy4YaeB aMIION/ 03 IIEYEHN Xa-
paKTepu3yeTcsA MUHUMAIbHBIMU KIMHUYECKUMU
NPOABIEHUAMMY — TAXKECTDIO ¥ YyBCTBOM JJaB/IeHNA
B IpaBoM nofpebepbe. TUNMYHBIMY [IPOSIBIEHUSIMI
AMMUIOUJOTE€HHOIO MOpakeHn A MevYeHN ABIAITCA
rermaToMeranius, yMepeHHoe noBeiurenne D, 61-
MUpy6VHA P OTCYTCTBUM MHBIX IPUYMH UX POCTa,
MHOTIJ[A — TenaToCIIeHoOMeTanus, acuurt [9, 15, 16, 18].

e Ha/mMuMe XUAKOCTY B PACHIMPEHHBIX NETAAX KU-
LIeYHMKaA;

e Cy>XeHIe IPOCBeTa KULIEYHUKA BCTIEACTBIE AMUTIO-
UHON MHOWIBTPALINY VIV UIIEMU;

e CHVDKEHIE TOHYCAa KMIIEYHMKA M3-3a CKOIIJIEHNA
KanbUuQMUKaTOB MM U3DA3BICHUI CIN3UCTON
0607109KI1;

o HajIM4Mie HOIVUIIOB MU 00pasoBaHMUIl, UMUTUPY-
OIMX paK;

e yTpaTy raycTpalyi, yTOIIIeHUe OPbDKeIIKY, ajie-
Homaruo [18, 20].

JJaHHbIe BU3yaNN3UPYIOLINX UCCIeLOBAHNIA, TTOf-
YepKuBawlie pasHoobpasye ¥ MHOTOTPAHHOCTD
MTOpaKeHMI OPraHOB, MOXKET HATONKHYTb Ha MBIC/Tb
0 CHCTEMHOCTH IIaTOIOTMYECKOTO IIpoliecca 1 Heobxo-
pumocTy tposefeHus 6uoncun. OmHAKO Jaxe 3a60p
6uonraros us [AIIK, JKeJIy[iKa, TOJICTOTO KMIIEYHMKA
He BCer/la COPOBOXK/JAeTCs BbICKA3bIBAHMEM K/IMHIYe-
CKOTO TIOf{03PeHMs B TI0Tb3Y aMIION/03a, YTO, B CBOIO
ouepesb, CHIDKAeT BePOATHOCTD MCIONMb30BAHMA Ma-
TOTMCTOIOTOM CTAaHAAPTHOTO KOMILIEKCA Ji/Isi OOHa-
py>xeHus ammnonsia (OKpalMBaHye KOHIO KPaCHBIM
C IOC/IEyIONIell MUKPOCKOIIMYIECKON BU3yalu3aLuen
B [O/IIpU30BaHHOM CBeTe [4, 15, 16, 33]). Ilogo3penue
Ha aMIJIONJIO3 TIeYeHM MOXKET OBITh BBICKA3aHO Ha OC-
HOBAHMY TIATETBHOTO aHa/IM3a BCEX KIMHUIECKNUX
IaHHBIX, 00HAPY>KeHA MOHOK/IOHA/IbHO FaMMaIaTU
HesicHOTO TeHe3a (M-mpoTenHa B CBIBOPOTKe KPOBIU
n Moye), nosbimenus @, ITTII npu orcyTcTBUM APY-
TUX IPUYMH yBeIMYeHNst MX KoHueHTpauuu (puc. 8) [33,
36]. Hamune 060CHOBaHHOTO ITOJO3PEHNMs Ha aMUJIO-
UJI03 MOXKET CTaThb OCHOBAaHMEM IIPOBeeHNA O1OnCuu
CKOI/IEHNSA KMPOBOJ TKaHM, KOCTHOTO MO3Ta I IPYTUX
opraHos, B Tom uncne JIIK, >xenyzka, TOCTOro Kuey-
HUKa, IPSIMOII KUIIKY, INIIeBOfa, nedeHn [18, 20, 36].
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KnuHudyeckoe 1mojfospeHne B COYeTaHUM C OOHa-
PYy’KeHJeM MOHOKJIOHa/JTbHOTO KOMIIOHEHTA ABJIA-
I0TCS OCHOBAaHMUEM JJIs BBIIIOTTHEHUs 6ojiee fOpo-
TOCTOAIINX MUKPOCKONIMYECKMX MCCIeJOBAHMIL:
«30/I0TOTO CTAHZAPTa» — MACC-CIEKTPOMETPUU
(mpepmonaraoleit 1a3epHYI0 MUKPOZUCCEKI[NIO
KOHTO KPaCHBIN-IIOI0)KUTEIbHBIX yYaCTKOB 6110MTa-
TOB, IOJTYYEHHDIX U3 MapaduHONOOOHBIX 6/I0KOB),
UMMYHHO-3/IEKTPOHHOI MUKPOCKOIINMI C OKPACKOI
30JI0TOM, UMMYHOQTI0OPECLeHIINU ¥ UMMYHOTUCTO-
xumunu [15, 16, 36].

B nureparype npencTaBIeHO HECKOIBKO ajro-
PUTMOB JIe/ICTBUI IIPY IIOJO3PEHNUM HAa CUCTEMHBIN
AL-aMnnonzios, B Ka>X/j0M 13 HUX IO 4ePKMBACTCA
HeoOXOVIMOCTD BBITIOTTHEHM A OMOIICUY TOPaYKEHHOTO
opraHa, KOCTHOTO MO3ra, KaK OJHOTO U3 CaMbIX YyB-
CTBUTE/NbHBIX METOMIOB [4, 33, 36].

CI/I0’)KHOCTDb TEXHMYECKOTO BBIIIOIHEHM A, JOPOTO-
BI3HA UCIIONIb3YEMBIX METOAMK, YaCTOE Hecornacye
IaL[IeHTOB Ha IIPOBeJleHNe OMOIICUY BHYTPEHHIUX Op-
TaHOB CTAJIO IOBOJOM [JIs ITOVCKA HOBBIX JOCTOBEP-
HBIX HEMHBa3VIBHBIX 1T MaJIOMHBA3MBHBIX CIIOCOO0B
OVIATHOCTUKY aMUJIONI03a. DKCIepThl KIMHUKY Maiio
B OOHOBJ/ICHHBIX PEKOMEHIaLIMAX II0 JUATHOCTYIKe I Jie-
yeHnIo AL-aMuionsio3a noguyepKuBawT, 4TO B Kaye-
CTBe IlepBOHAYa/IbHOTO METOIA MCCIEIOBAHNA ClIeyeT
JICTI0/Ib30BATh MA/IOV HBA3MBHYI0 OMOIICHIO TOJIKOXKHO-
XKMpOBOIL KieTyatk [15, 16]. lanHast pekoMeHfaus
cllelaHa Ha OCHOBAHNUY BBICOKOI MHGOPMAaTUBHOCTH
IaHY-01OIICUY KOYXKI, B XOZIe KOTOPOII IOy YaloT CTO/-
OVIK TKaHM SIIMIEPMIICA, IePMbI I IIOTTKOXKHO KM POBOIL

JleueHune

Ha npoTsiKeHUy HOC/eHUX AT JIET OITYO/IMKOBAHO
HECKOJIBKO ITPAKTUYECKUX PYKOBOJCTB O IMaTrHOCTH-
Ke u nedeHuto AL-amunonposa [15, 16, 41, 42]. Cpepgu
psifia MeXXAYHAPOLHBIX COOOIECTB, IIOATOTOBYBIINX
COIJIaCUTeIbHbIE JOKYMEHTHI, CIefiyeT 0c060 oTMe-
TUTbh PEKOMEHJalluy SKCIEePTOB KIMHUKU Msiio, Ko-
TOpBle CHavajIa paspaboTani fBe IPOrHOCTUYECKIE
mopenu (Mayo model, 2004 u 2012 rr.) f/1s onpeferne-
HUSA CTaJ{MU U IPOTHO3a 3a00/IeBaHM s Ha OCHOBAHUU
OIIpefie/IeHNsI KapJuaTbHbIX MapKepOB (TPOIIOHNH,
NT-proBNP, dFLC - pasHUIIBI MeX/ly KOTMYEeCTBOM
BOBJ/IEYEHHBIX ¥ HEBOBIEUEHHBIX JIETKUX IleTeil M-
MYHOITIOOY/IMHOB), a 3aTeM B 2021 1. mpefcTaBuim 06-
HOBJIEHHbIE KOHCEHCYCHBbIE IIO/IOXKEHV S 110 CTpaTnu-
Kal[MM PUCKa ¥ IPOBEJCHNUIO PUCK-a/JalITYPOBAHHO
tepanun AL-amunonposa [15, 16]. CormacHo aTomy
HOKYMEHTY, CIIeL{Ma/TNCThl BBIAE/ISIOT TPH «CTOJIIIAa»
B YIY4IIEHNN BBDKIBAEMOCT OOMbHBIX CCTEMHBIM
AL-amumougosom (puc. 9) [15].

K nmepBoMy CTOJITy 9KCIIEPTHI OTHECTU PAHHIOW
OMArHOCTYKY 3a CYET CBOEBPEMEHHOTO BBINO/IHE-
HUS GUONICUM TIOPaXKEHHBIX OPraHOB: 110 JAHHBIM
E. Muchtar etal., na popmynupoBaHye 060CHOBaHHOTO
K/IMHIY€CKOTO IOJ03PeHUs I OCTIeAYIolee IUCTOMO0-
IM4YecKoe MOATBEPXKieH e Ararnosa AL-amnnonosa
Heo6X0/MMO, B cpefiHeM, 3—-6 Mecsles [15]. OpHuM
U3 BO3MOXKHBIX 00'bACHEHNIT TAKOTO YCKOPEHNUs AMa-
THOCTHUKY SIBJISIETCS PYTUHHOE IIPOBeeHye 6110mcuu
[IOYeK y MALMEeHTOB ¢ mpoTenHypueit. K coxanenuo,
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KJIeTYaTKM: YYBCTBUTENTBHOCTD 3TOI METOINVKN B Jiua-
rHoctuke AL-amunongosa cocrasnser 64% (95% IO
35-87%), cnennduarocts — 100% (95% V1 81-100%);
IpYU IPOBENEHNM [TTyOOKOII OMOIICUN C TIOTPy>KEHUEM
CKa/IbIle/is Ha ITTyOuHy 6071ee 10 MM, 1y BCTBUTENBHOCTD
MeTOoRMKM BospacraeT 5o 100% (95% OV 54-100%)
[38]. K mpenMy111eCTBY ZaHHOI IPOLIeYPbl OTHOCUTCS
TaK>ke HM3Kas YacTOTa PasBUTHA KPOBOTEUEHMIT, YTO
H03BOJISAT UCIIOIb30BATD JAHHBII METOL Y HALIMEHTOB
C reMOpparn4ecKM CMHAPOMOM I HapyllleHeM CBep-
TBIBaHMA KpOBH [37, 38].

O6cysKaeTcs TaK)Ke BOSMOXKHOCTD MCIIONb30BAH NS
HEeMHBA3VBHBIX, BU3Ya/IN3NPYIOMINX METOJOB MNCCIIe-
TOBaHNUA B AMaTHOCTUKe AL-aMnonosa: ycTaHOBIIe-
HO, 9TO IIPOBefieHNe TO3UTPOHHO-IMUCCHOHHOIN TO-
morpadun (II9T), kommnbrorepHoit romorpadun (KT)
¢ 18F-¢dnopbeTabeHoM 1m03BOIAET FUATHOCTUPOBATH
aMMJIONT03 CEepALA, XKemyKa, A3biKa ¢ 100% TouHoO-
CTBIO, TOYeK — ¢ 50% TouHOCTHIO [39]. ViccmemoBaTennu
nonaratort, 4to II9T/ KT ¢ 18F-dnopberabeHom mosso-
JIUT B Oy yleM 3aMEHUTDb I'YCTONIOTNYeCKOe MCCTIef0-
BaHNE B MaTHOCTMKE aMUJION03a, OMTHAKO 9TOT Me-
TOJ, HeJIb3sI MCIIONIb30BATb OOHAPYKEeHISI OT/IOXKEH NI
aMIJION/IA B IUILEBO/IE, IEYEHY I TOJICTOM KUIIIEYHIKeE,
T.K. IMATHOCTUYECKAS TOYHOCTb 9TOM METOIUKN He
oTan4aeTcs ot Hyns [39]. HeOuoncuitHplil fuarsos
CUCTEMHOTO aMMJIONI03a YK€ CTaJl peajbHOCTHIO
s fpyroi GopMbl 3a601€BaHNA — TPAHCTUPETHH-
aMWIOM/HOI KapAMOMUOIIATUY, KOTOPYIO YCIIEIIHO
IVATHOCTUPYIOT IIPY IIOMOLIY KapanocuHTurpadun
¢ 99m-rexnHenuem [40].

[TOJTHBIIT VKT AarHOCTUKM AL-aMumonio3a 3a 6 Mec.
OT MOMEHTA MOSAB/IEHN I CMIITOMOB B Halllell CTpaHe
MOYKHO CKOpee OTHEeCTH K PefIKIM NCKTIOYeHUAM, 4eM
OOBIYHOI MPAKTUKE B CUIY Pa3HbIX IIPUYMH, O KOTO-
PBIX MBI YK€ YIIOMUHA/N BBIIIE.

B xavecTBe BTOPOTO CTOJIA 9KCIIEPTHI KIMHUKI
Mbsito Ha3Baau MOfAABIEHME Hponudepanny KIoHa
ITa3MaTUYeCKNX K/IeTOK, UTO II03BOJIAET YMEHBIINTD
MPOAYKINIO NUTOTOKCMYECKUX JIETKUX IieTell M-
MYHOITIOOY/IHOB U TIOPakKeH1e OPTaHOB-MUILIEHeN
[15]. B cornmacuTenbHOM JJOKYMEHTE IIOAYepKUBa-
eTCsl HeOOXOMMMOCTh He3aMe/JIMTEIbHOIO Ha3Ha-
qeHMs crenuduvecKoi Tepanuy BCeM MaleHTaM
¢ AL-amnnonposom. Ha npoTsaKeHUM MHOTUX JIeT
nederne AL-amMunonmosa OblI0 MCKTIOYUTENBHO XM~
MMOTepaIleBTUYeCKNM, B HaCTOsAIee BpeMsa KpoMe
Ha3HAuYeHU BHICOKO030BO XUMMOTEPATINY PATY
HaIMeHTOB IIpefi/laraeTcA POBeeHNe ayTOIornye-
CKOJI TpaHCIIaHTaL MM CTBONIOBBIX KIeToK (ATCK)
[15, 16]. B 3aBMCHMOCTU OT BO3MOYKHOCT BBITIOJTHEHU S
ATCK npepamonaraeTcs NCIONb30BaHME TBYX CXeM
JledeHN s, OCHOBAHHBIX Ha IIPUMEHeHUN JapaTyMy-
Maba, nuknodochamuga, 6opresomnbda, gekcame-
Ta3oHa ¢/ 6e3 [OIOMHUTENIbHOTO IpueMa MendiaHa.
Ienpto medeHmnst ABASETCS JOCTU KEHE IOTHOTO re-
MaTOJIOTMYECKOTO OTBETA, KOTOPBIN OIpe/ensaeTcs
KaK OTPUIIaTe/IbHbIE Pe3Y/IbTAThl MMMYHO(QUKCALUI
MOYM ¥ CBIBOPOTKM KPOBM, VIV XOPOILIEro TeMaTo-
JIOTMYeCKOTO OTBeTa, MO3UI[MOHNPYEMOTO KaK 3Ha-



yeHne dFLC menee 40 mr/n. IToMMMO KOHTPOJIA 32
reMaToIOTMYeCKMMY TT0Ka3aTeNAMY, YIUThIBAeTCS
OTBET OCHOBHBIX OPraHOB-MUIIEHEN: CepALa, mo-
4YeK U MedeHM; NOCAeqHNI onpenensercsa Kak 50%
cHmxenne yposHA II® nnm ymenbienue pasmepa
IeYeH! 0 JaHHBIM BU3Ya/lTM3UPYIOLINX UCCIIe/[OBa-
HIJ, MUHUMYM, Ha 2 CM [15,16].B paccMaTpuBaeMoOM
CIeIMaNnM3MPOBAHHOM PYKOBOZICTBE NMPUBOAATCA CO-
BpeMeHHbIE CXeMBI JledeH1s1 peppakTepHbIX Gpopm
AL-amunonzosa, a Tak>ke penu/juBoB 3a00/meBaHms
[15, 16], 0OCHOBOIT KOTOPBIX SIBIAETCS AapaTyMyMabd
[15, 16, 43, 44], npenapart, paspaboTaHHBIIl A5 Jie-
YeHU S MHOXKECTBEHHOI MMETOMBI U SABISAIOM[VMCS
MOHOKJIOHAJTbHBIM aHTUTEIOM IIPOTYB I/Ta3MaTirye-
CKMX K/1eTOK [43]. [ToMMMO MOHOK/TOHA/TbHBIX AHTUTENT
IJIA YMEHDIIEHNA CHHTe3a JIeTKUX LieTlell Ha3Ha4aloT
MHrH6UTOPHI IpoTeacoM (60Tpe3omubd, nkcasoMud
U [ip.), AJIsI TOPMOXKEHMSI CHTE3a aMUIOUHBIX Q-
OpW/UI NCTIONB3YIOT JOKCUIIMK/IVH, Pa3pabaTbiBaloOTCs
HOBBIE ITpeTIapaThl /i1 y/jaleHN A JIeTo IeTKIX IeTIeit
u3 opraHoB-muuieHei (puc. 10). B Toxxe BpeMsA mpu
00111eM Ts1>KeIOM COCTOSIHIM, CTapYeCKOM BO3pacTe
(60omee 70 neT), HAIMY MU BBIPA>KEHHBIX KITMHUYECKIX
IIPU3HAKOB ITOPaXkKeH! s CepAlja, OPTOCTATUYECKON

MporHos

AL-aMumonso3 xapakTepusyeTcs 6ecIpepbIBHO IPO-
IpecCUPYOIIMM TeYeHVeM, IIPY 9TOM IIPOrHO3 3a60-
JIeBaHMSA 3aBUCUT OT CTafUM 3a60/IeBaHMsA, CTETIEHN
BOBJIEYEHMsI OPIaHOB-MUIIIEHE, HA/IMYNA COMYTCTBY-
foueit maronoruu [11, 36].

B HacToOsi1ee BpeMst IIPOTHO3MPOBAHE TEYEHU St
AL-amuiongosa npoBOAAT PY IOMOILIM OFHON U3
JeThIpexX CIlelaqbHO Pa3paboTaHHBIX CUCTEM — MO-
nerneit Maito (2004 u 2012 rr.), EBpomneiickoit Mogenn
(2015), mogenu boctoHckoro yHuBepcurera (2019)
(puc. 8) [11, 36]. B otinune oT Tpex IMepBOHAYANILHO
paspaboTaHHBIX Mofiesieil, BocToHCcKast 1mKama 0CHO-
BaHa Ha OIpeJe/leHNIt BCETO ABYX IIOKa3aTeeil: Tpo-

runotensuy, guapen, KKK B anamHese, nposesieHne
BBICOKOJIO3HOI XMIMUOTEePAIINI He peKOMeHyeTcs [45].

CuMnromarnyeckas Tepanus Ha3dBaHa TPETbUM
cronnoM nedeHnua AL-ammaonjosa, ee Ha3HAYalOT
MCXOJsI U3 JOMUHUPYIOLIErO IOPaskeHNsI OPraHOB-
MIUILIEeHell OFHOBPEMEHHO C IIPefjOCTaBIeHNeM IICH-
XOCOIMa/IbHOI IIOMOIIM KaK CaMOMY HaIlMeHTy, TaK
U 4ieHaM ero cembnu [15, 16]. IIpu npeobnafanunu
racTPOMHTECTMHAIbHBIX IIPOSABIEHNUI 3a00/IeBaHN A
TOIOTHUTETbHO Ha3HAYAIOTCA CUMITOMATHYeCKIe
CpefcTBa, HaIlpaB/IeHHbIe Ha KyNUPOBaHIe Befylile-
ro CMMITOMA (MHIMOUTOPBI IPOTOHHOI IIOMIIBI, aH-
TUOMOTUKY, IPOTUBOTPUOKOBBIE IIpenaparhl); Ipu
ABJIEHMAX XOJIeCTa3a MOT'YT MCIONMb3YIOTCA I'elaTo-
MIPOTEKTOPBI C AHTUXONIECTATUYECKIIM fieficTBIeM [44].
Bbrpa>keHHbIIT reMOpparn4ecKuii CMUHAPOM ABJIAETCSA
[IOKa3aHMeM [/Is1 Ha3HadeHs TPAHeKCaMOBOI KICTIO-
THI ¥ JPYTUX KPOBEOCTaHABIMBAIOIINX CPEACTB [47].

ITerrecoo6pasHOCTD BBINOMTHEHN A TPAHCIIIAHTAIINI
ceppla, MoYeK PacCMaTPUBAETCA y NallMIeHTOB C XO-
POIINM VI IOJIHBIM T'eMaTOJIOTMYeCKIM OTBETOM Ha
¢done BorpaxxenHoit CH 1 moueyHOI HeOCTATOYHOCTH.
B Toxxe BpeMsI TpaHCIIAHTALIVI IIeYeH N IIPY CUCTEM-
HoM AL-ammnnonpose He mposoautcs [15, 16].

noHyHa T 1 MO3roBOro HaTPMITy peTUYECKOro MeN T A
(mabn. 2) [48].

ITo maHHDBIM 3KCIEPTOB K/IMHMUKYI Mayio, 5-IeTHAA BbI-
JKIBAEMOCTD Y 60/IBHBIX AL-aMIIon1030M cocTasseT 7%,
10-71eTHAA — Bcero 1%; mpu 9TOM CaMyo0 HU3KYIO IIPOJION-
JKUTETIbHOCTD XKU3HU CIelyeT 0XKIaaTh mpu Tsixenoit CH
U OPTOCTATIYECKOII apTepyaIbHOl ruoToHnu (15, 16].
Heb6naronpusatHpiii IporHo3 npyu AL-aMuionzose MOKHO
O>KUJIATD ITPY IIOBBILIEHNY YPOBHA TPONIOHNMHA Bbie 0,07,
IIOBTOPHBIX 3MM30/]aX CUHKOIIE, YTOMILEHUI MEeXOKENy-
IOYKOBOJI IIeperoponku 6oree 15 MM, HU3KOM CUCTONN-
YeCKOM apTepyabHOM fiaBjieHun (MeHee 90 MM PT. CT.),
HEKOHTPO/IMpPyeMoM TedeHnu xponndeckoit CH [11].

MporHo3upyemasn
CymmapHoe
Kputepun Bannbl Crapua DANTENbHOCTb
3HayeHune
)KU3HU, MeAnaHa
1 6ann 0 1 He onpegenena
Tponouus T (20,1 Hr/m) PeR
1 6ann 11 9,4 mer
BNP >81 nr/mn 1 6ann 2 IIIa 4,3 roga
1 TOTIONTHMTENNbHBIIL
BNP >700 rir/mn 6as, ecnu ob1asn 3 IIIb 1rop

CcyMMa paBHa 2

3aKknwyeHune

IIepemensl, mpousomepmue B IOHMMaHNY OCHOB
(dbopMMpOBaHUA aMUION]A, TPOIOKVJ/IN ITY Th J/IA 110~
ABJIEHNSI MHBIX M3MEHeHMIT — TpaHCHOopMaLuy IIpef-
cTaB/IeHNUII 06 0OCHOBaX maroreHesa AL-amunonnosa,
COBEpPIIEHCTBOBAHMUM JUATHOCTUKY U TEYEHU .
3HaHMe 0COOEHHOCTEN CUCTEMHBIX ¥ TaCTPOIHTEPO-
JIOTMYeCKUX HPOABIEHMIT aMIIONZ032 HEOOXORNMO
IJIS1 CBOEBPEMEHHOTO BBIABICHMA TaKUX OOIbHBIX

1 Ha3HAYEHMA BBICOKOJ030BO XMMUOTEPAIINH, ay-
TOJIOTMYECKOI TPAHCIJITAHTALIMM CTBOIOBBIX K/IETOK.
AKTUBHOE ICII0/Ib30BaHIe MHITMOUTOPOB IPOTEACOM,
MOHOKJ/IOHA/IbHBIX AaHTUTE/I IIPOTUB IIJla3MaTUe-
CKUX KJIETOK I OT/IOKEHUA JIETKUX LeTeil aMUIonia
BHOCHUT II€pEMEHDI B IOKa3aTe/IN BbIXKMBAEMOCTI,
yBeIMYMBas JJIUTEIbHOCTD KU3HYU 60NbHBIX AL-
aMUTIOUIO30M.

0630p | review

Ta6numa 2.

Mopenb BocroHckoro yHuBep-
CUTeTa JIs OLIEHKM MPOTHO3a

y 60/mbHBIX AL-aMuIono3oM
(mo B. Lilleness et al., 2019 [48])

91



K crarpe

CoBpeMeHHbBIe IPECTaB/IeHN S O IEPBUYHOM CUCTeMHOM AL-aMmionzose: B3IIAL racTposHTepoora (cTp. 83-93)

To article

Modern concepts of primary systemic AL-amyloidosis: the viewpoint of a gastroenterologist (p. 83-93)

Pucynox 1.

0OCco6eHHOCTN CTPOEeHNA aMunonaHbIX Gubpunn

(o A. Ghahghaei et al., 2009 [3]). A - o Bceit uHe amu-
nouAHOI GUOPUIT IPOXOAAT MPOTODIIAMEHTHI, MMEIOLIVe
NpaBUJIbHBIE CIIMIPATbHbIE M3I‘]/I6b[; B- PpacCcTosAHME MEXTY TUCTa~-
My npotodunameHToB; C - MoMepevHOe CeYeHMe aMUTONFHOM
d)M6PM}I}IbI; D- PpacCTosAHME MEXTY HUTAMU HpOTO('l)MHaMeHTOB.

Figure 1.

Structural features of amyloid fibrils (according to A. Ghah-
ghaei et al., 2009 [3]). A - protofilaments with regular spiral
bends run along the entire length of the amyloid fibrils; B - the
distance between the sheets of protofilaments; C - cross section
of the amyloid fibril; D - the distance between the filaments of
protofilaments.
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®A3A 3JIOHTALUN

BropuuHas
HyKneaums

Figure 2.
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sofnounwy
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OparmeHTauma

Bpema ——»

OcHoBHble ¢a3bl amunomngoreHesa (o T. Karamanos et al., 2015
[5]). O6pasoBanye aMnIONia HAYMHAETCSA C IPE/IIeCTBEHHNKA-
MOHOMeEpA, KOTOPBIII MOXKET MMETh HECTIOXKEHHYI0, YaCTHYHO
CII0XKEHHYIO VU TIOTTHOCTBIO CII0XKEHHYI0 CTPYKTYpy. Hapy-
IIeHVe PABHOBECH I MEX/IY 9TYMI COCTOSHVUSIMU IIPUBOJUT

K GOpMUPOBaHNIO Cy6CTaHLMIT ¢ BBICOKUM aMUIOUOTEHHBIM
TIOTEHIMAJIOM, CIIOCOOHBIMIY CBA3BIBATLCA MEXAY coboii (basa
Hykneanuu). DopMupoBaHue KPUTUIECKOTO AAPA CTUMYIUPYET

6bIcTpOE 06pasoBaHMe aMUIOMAHBIX GuOpuiT (hasa smoHraLmm).

BropuuHas HyKmeanus panee chopMmupoBaBmmxcsa pubpumn/
arperatoB u GpparmMeHTalusA GUOPUIII ONIPeSeNAI0T CKOPOCTh
o6pasoBanus amuaonsa. IlepBudHbIL Iy Th 06pasoBaHMs aMUJIO-
UJia IpefiCTaB/IeH YePHbIMU CTPEIKAMU, BTOPMYHBII — 3¢/IEHBIMM.

The main phases of amyloidogenesis (according to T. Kara-
manos et al., 2015 [5]). Amyloid formation begins with a monomer
precursor, which can be unfolded, partially folded or fully
folded. The imbalance between these states leads to the formation
of substances with a high amyloidogenic potential, capable of
binding with each other (nucleation phase). The formation of the
critical nucleus stimulates the rapid formation of amyloid fibrils
(elongation phase). Secondary nucleation of previously formed
fibrils/ aggregates and fibril fragmentation determine the rate of
amyloid formation. The primary pathway of amyloid formation is
represented by black arrows, the secondary - by green arrows.



Pucynox 3.

JNokanusauna GyHKLMOHaNIbHOTO 1 NaTONOrMYeCcKoro amnnoun-
Aa B opraHmame yenoseka (o E. Stroo et al., 2017 [6]).

(DopmupoBaHne HenpopereHe-
namAaTn paTuBHble
Figure 3. (CPEB) 3abonesaHuA
Localization of functional and pathological amyloid in the
human body (according to E. Stroo et al., 2017 [6]).
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Pucynox 4.

Figure 4.

Conditional scheme of the pathogenesis of AL-amyloidosis
(according to Cleveland Clinic website, 2018 [9]).

YcnoBHasa cxema natoreHesa AL-amunongosa (cailT KIMHUKI
Knusnenpma, 2018 [9]).
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Pucynox 5.
OTnnunA AL-amnnonpaosa n MHOXeCTBEHHOI MUESTIOMbl
(mo M. Nuvolone et al., 2015 [4]).

Figure 5.

Differences between AL-amyloidosis and multiple myeloma
(according to M. Nuvolone et al., 2015 [4]).
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IEPUOPBUTANIbHAA MYPNYPA Pucynox 6.

i ] KnuHunuyeckune npons-

a neHna AL-ammnnonposa

| (mo G. Merlini et al., 2018 [14]).
s »,
~  Figure6.
MEkRomosend Clinical manifestations of
AL-amyloidosis (according to
G. Merlini et al., 2018 [14]).
"

MeyeHb 2)
« [loBblLLEHNE LWeNoyHON

docdarasbl
- [enatomeranua
. J
{ Noukn w
. HeqépomquKaﬂ

anbbymMunHypus
« MoyeyHas

HeJ0CTaTOYHOCTb

3 Mepudepunueckne oTexu |



Pucynox 7.

Figure 7.

Pucynox 8.
[narHocTnyeckuii anropuTm
npu nofo3peHun Ha AL-amu-
nougos (o R. Al Hamed et al.,
2021 [36]).

Figure 8.

Diagnostic algorithm for
suspected AL-amyloidosis
(according to R. Al Hamed
etal., 2021 [36]).

FacTpouHTecTUHaNbHble NposBaeHna AL-amunonposa. A -
maHndecranus 3a60/1eBaHNA Y 65-IETHETO MY>KYMHBI OCTPBIM
JKKK: crycTku KpoBM, aKTMBHOE MAaCCHBHOE KPOBOTeUYeHIE U3
JHA ¥ KapAuaabHOTO OT/eNa XenyyKa, B - mogcnmusucras rema-
TOMa IMIeBOAA y TOro e manuenTa (o Y. Tanaka et al., 2020
[22]). C - cy6bmyxKo3HBIEe Oy XONMeBUHbIe 06pasoBanus B JITK
y 87-nerueit manuentku ¢ CH, caxapusim guaberom. D - oteu-
Hoctb cnmsuctoit IITK u yronuienne cknagox Kepkpunra y Toit
sxe manuenTtku (o Y. Shiratori et al., 2019 [21]).
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[22]). C - submucous tumor-like formations in the duodenum in
an 87-year-old female patient with heart failure, diabetes mellitus.
D - edema of the duodenal mucosa and thickening of the Kerkring
folds in the same patient (according to Y. Shiratori et al., 2019 [21]).
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NNA3MATUYECKOI O KJTOHA OAAERMEA O e TEFATIHA Cronnbl ynyyweHuns
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YNNEHOB CEMbW
S .

Figure 9.

Pillars of improving the

survival of patients with

J systemic AL-amyloidosis

KOPPEKLWA OTEYHOTO CMHAPOMA (according to E. Muchtar et al.,
[orpaHquHme CO/n, Ha3Ha4vyeHne 2020 [15])

[ANYPETUKOB, KOMMPECCUOHHOE 6es1be)

o

IASMATUYECKNX
KIIETOK S TNeueHve
HesponaTun }f

PAHHAA KOPPEKLIMA

TEPANUN
NP HEALEKBATHOM HyTputneHas
OTBETE noaAepxka
AHTWBaKTepuanbHas
npounakTuka
— -

YMEHbLUEHWE CUHTESA NIEFKUX LLENEN

YIOANEHWE OTNOXEHWI ‘ I

. . . JIEFKUX LLEMEN Msrkue TKaHu
0pTE30MMU! eHanmgomMua
e 11-1F4 NEODOOI* Cebaie
apaTtymymat BeHeToknakc
AT Vsatykcumat GSK2398852+

— I g [
N36bITOYHas MIMMyHOrno6yinH a
o NPOAYKLMSA Nerkux i
" . uenei \ ,\,
—_—

—
ATUNNYHbIE Kg':g:;:gnsm
nnasMaTu4yeckue
T dlegRElieny nerkux uenem
. WNHITMBUPOBAHUE Mepuchepuyeckas/
Kogg::'“ CMHTE3A AMUIOUIHBIX aBTOHOMHas
DUBPUIT MeyeHb HepBHas cuctema

JLOKCULMKINH
OTnoxeHue
amunonga
B OpraHax
AmMunongHble thnépunnbl

Pucynoxk 10. Figure 10.
MexaHu13Mbl AeICTBMA HOBbIX NPenapaToB AN neyeHns Mechanisms of action of new drugs for the treatment
AL-amunounposa (o K. Zhang et al., 2019 [46]). of AL-amyloidosis (according to K. Zhang et al., 2019 [46]).
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