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Abstract. According to current presentations, primary AL-amyloidosis (AL-A) and
multiple myeloma, associated and not associated with AL-A, are considered as a part
of uniform B-lymphocytic dislocation that is characterized by proliferation of abnormal
clone of plasma or [3-cells in the bone marrow with excess production of monoclonal
immunoglobulins.

Objective: to describe our own observations of patients with AL-A, which is an example
of complexity of the disease diagnostics, due to the polymorphism of clinical picture and
need for immunological verification.

It was presented 2 cases of late AL-A diagnostics. Amyloid depositing in different organs
determined the diversity of clinical manifestations. AL-A had a consistently progressive
character with the gradual involvement of various organs and systems. Results: case
1 demonstrated AL-A with damage of kidneys, heart, liver, spleen, lungs, pleura and
subsequent development of ischemic stroke. In the second case AL-amyloidosis with
damage of heart, kidneys, lungs, tongue and skin was diagnosed. The severity of the
patient’s condition was due to severe nephrotic syndrome. AL-A is a serious disease
that leads to a lethal end if treatment is not timely. Our observations demonstrate the
complexity of AL-A diagnostics, which requires the collaboration of doctors of various

les.
Article history: profiles

. Modern morphological diagnostics of amyloidosis involves not only detection but also
Recewe’fl Jan.uary _09’ 2019 mandatory amyloid typing, which determines further therapeutic tactics. Diagnostics of
Recelﬁi;ﬁ ;:;; l;gd%% AL-A diagnosis should be based on the morphological study results. The final diagnosis
Accepted February 20, 2019 of amyloidosis is established after congolic masses detecting. Biopsy of the affected
organ is the most effective diagnostic method. When there is a nephrotic syndrome,
kidney biopsy is most appropriate, because amyloid will be detected in 80% of AL-A.
The most effective method for AL-A typing is an immunohistological study using the

immunoglobulin light chains antisera.
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T. I'. IllexoBuesa, M. O. JloxinHa

AHaJji3 npox Bunajakis AL-aminoino3y (BjacHi cnocrepexkeHHs )
3anopi3bKuii Aep>XaBHUN MEAUYHUMN YHIBEPCUTET

Pe3stome. 3a cyuachumu ysearennamu nepeunnuii AL-aminoioos (AL-A) i mroxcunna mieroma, acoyiiiosana, max
i He acoyiiiosana 3 AL-A, poseasidaioms 6 pamkax €0unoi B-rimpoyumapnoi duckpasii, aKa xapakmepusyemoscs npo-
Aighepayiero aHOMAALHO20 KAOHY NAA3MAMUYHUX A00 B-KAIMUH 8 KiCMKOBOMY MO3KY 3 HAOAUUK0B0I0 NPOOYKUIEI0 MOHO-
KAOHAAbHUX IMYHO2A00YVAIHIG.

Mema pobomu: onucamu eaacti cnocmepedscenus navuienmie 3 AL-A, ski € npukaadom ckaadnocmi diacnocmuku
3AX80PHGAHHS, W0 00YMOBACHO NOAIMOPPIZMOM KATHIYHOI KapmuHU ma HeoOXiOHicmio IMyHOoA02TUHOI 6epuikayii.

B pobomi npedcmaeneno 2 eunadku niznwvoi diaenocmuxu AL-A. Biokaadenns aminoidy 6 pisHux opeanax eu3Ha-
YUA0 PIBHOMAHIMHICMb KAIHIYHUX nposgie. AL-A maeé HeykaiHHONpoepecyrouull xapaKkmep 3 NOCMYNO8UM YIMSAeHEHHAM
PDIBHUX Op2aHis i cucmem.

Bunadox 1 demoncmpye AL-A 3 ypaxceHHam HUPOK, cepuysi, NeYiHKU, Ceae3iHKU, AeeeHis, nieepu ma nodansb-
WUM PO36UMKOM [wemiunoeo incyabmy. Y opyeomy eunadxy diaenocmosano AL-aminoido3 3 ypaxcenHsm cepys, HUPoK,
Aecenie, azuka, wkipu. Taxckicms cmany nayienmku 0yaa 00ymognena maxjckum Heppomuunum cunopomom. AL-A €
MANCKUM 3AX80PIOGAHHAM, IKe Npu3600e 00 1eMAaNbHO20 KIHYs, AKWO0 AIKY8aHHs Nposodumbcs HeguacHo. Hawi cnocme-
PedceHHs: deMOHCmpYyomyb cKaadHicmb diaenocmuku AL-A, wo nompebye cnignpauyi aikapie pizHozo npoginio.

Cyuacna mopgonoeiuna diaznHocmuka aminoido3y nepedbauae He minbKu 8useaeHHs, ane i 00068 a3K08e muny-
BAHHA AMIN0IdY, OCKINbKU 1i020 MUN U3HAYAE NOJaAbULy mepaneemuury makmuky. Jliaenocmuxa AL-A 3 ypaxyeanuam
KAIHIKU NOBUHHA 0A3Y8AMUCH HA pe3yabmamax mMopgoaoeiunoeo docaioxcents. 3axarounuil diaeHo3 aminoidosy ycma-
HO611I0Mb NPU 8useAeHHI KoHeoginbHux mac. HatiechexmueHiuioro e bioncis ypaxcenoeo opeana. 3a nasenocmi HC naii-
doyinbHiwum € Oioncis HupKu, npu AKii aminoid eusessicmocs 6 80% AL-A. Haiieghexkmuenivuum memoodom munysanis

AL-A € imynoeicmonoeiune 00caiodiceH s i3 3aCMOCYBAHHAM AHMUCUPOBAMOK 00 Ne2KUX NAHUI02I6 IMYH02A00YAIHI6.
KnouoBi ciioBa: AL-aminoioos, Heghpomuunuii cundpom, Heghpobioncis.

Beryn. 3a cyyacHUMM YSIBJICHHSIMM TEPBUHHUIA
AL-aminoino3 (AL-A) i MHOXHUHHA MienoMa (MM),
acouiiloBaHa, Tak i He acouiiioBaHa 3 AL-A, po3arisi-
JAI0Th B paMKax €IMHOI fB-1iMdorutapHoi 1ruckpasii,
sIKa XapaKTepHU3YEThCs Ipoitidepallielo aHOMalIbHO-
TO KJIOHY IMJa3MaTUYHUX ab0 B-KIITUH B KiCTKOBOMY
MO3KY 3 HaJUIMIIKOBOIO MPOAYKIi€I0 MOHOKJIOHATb-
HUX iMyHorIoOymiHiB [1, 2]. BinkoM-nonepeIHUKOM
npu AL-A BBaxaloTh MOHOKJIOHAJIbHI JIETKi JIaHI[IO-
ru imyHorno0yiHiB (JIJII), i3 Ha3Bu AKUX MOXOAUTH
abpesiaTypa L.

Harenep AL-A 3yctpivaetbcsa B 5-10 pasiB pia-
me, Hixk MM, ogHak 3aluIIaETbCs HAWPO3MOBCIO-
JDKEHIIIUM TUTIOM CUCTEMHOTO aMiJIoio3y B 3aXiTHUX
KpaiHax, y TO#l 4ac, sSIK 4aCTOTa PO3BUTKY BTOPUHHOTIO
aMisoigo3y 3HaYHO 3HU3MIACh 3aBISIKU KpalloMy Jii-
KYBaHHIO XpOHIYHUX 3anajabHuX XxBopob [1, 3].

YounoBiku xBopitoTh Ha AL-A JacrTilie XXiHOK B 1,8
pasu, cepelHiil Bik XBOPUX Ha MOMEHT YCTaHOBJICHHS
JiarHO3y cKiagae 65 pokKiB, MalieHTiB Mojioaie 50 po-
KiB HaymiuyoTh aume 10% [1].

PigkicTb 3axBOproBaHHS, IOJiOpPraHHICTb Yypa-
JK€HHSI Ta BiICYTHIiCTb ITaTOTHOMOHIUHUX CUMIITOMiB

Mapia Oaekcanapisna Jloninna
mdolinnaya@gmail.com

BUKJIMKAIOTh 3HayHi TPYAHOLUI B AiarHOCTHUL XBOPO-
0u, SIKi IEeMOHCTPYIOTb HACTYIIHI KJIiHiYHi BUITaJIKU.
BUIIAIOK 1. TTauientka b., 58 pokiB, mnpu
OTJISIIi CKApXXMThCSI Ha BUPaXKeHY 3aIMIIKY B CIIOKOT,
HaOpSIKM HIr, TepeBaXHO CYXMil Kallleslb, 3HWXKCHHS
afneTUTy, 3aralibHy cJ1a0KicTh. [TiBTOpu poKu TOMY I10-
yaja BiIUyyBaTH 3aJMIIKy NMPU HE3HAYHUX (Di3MUHUX
HaBaHTaXXEHHsIX, epedoi B poOOTi ceplid; B cevi pee-
CTpyBaJlach HU3bKa MpoTeiHypisd. Yepes pik 3’ IBUAKCH
HaOpSIKM HUXHIX KiHLiBOK, SIKi BIPOOOBX OCTaHHiX
JIBOX MicsliB 3Ha4YHO 30iMbIIMIKCL. B TeparneBTHY-
HOMY BiJliJIeHHi MicbhKOi JlikapHi aiarHoctoBaHo HC,
st yTouHeHHs aiarHo3y 10.01.18 p. xBopy nepeBenu
0 HedposoriyHOro BigdijeHHsI 00JacHOl JiKapHi M.
3anopixks. IIpu oOCTeXXeHHI 3arajJibHUI CTaH TSXK-
KW, IKipHUI NMOKpUB Omigumii, aHacapka. [1pu mep-
Kycii JlereHb YKOPOUEHHS 3BYKY HUxX4e V Mixpebdep-
HoOro NpoMixKy 3mpaBa Ta VI 3miBa. [1pu ayckynbraiii
IUXaHHS ocliabieHe, IyM TepTs IuieBpu. Catyparlis
02 — 84%. I1pu nepkycii ceplis JiBa MexXa BiTHOCHOI
TYIIOCTi 3MillleHa BJIiBO IO MepeJHbOi IaxXoBOi JiHii.
HisgnpHicTb cepusa putMmiuHa, YCC 100 3a XBUIUHY,
ToHM ocnabneHi, AT 105/60 mm pt. cr. Ileuinka +4
cM, cejiediHka +2 cM, WIiJIbHI, Oe30omicHi. 22.02.18
npoBeneHa Heppobiorcisa, 23.02.18 3’IBUBCS CUTbHUI
0iJb Ta OHIMiHHS TIpaBOi HUXXHBOI KiHIiBKU. CyauH-
HUM Xipyprom AiarHOCTOBAHO €MOOJIil0 CTErHOBO-ITiI-
KOJIiHHOTO cerMeHTy. UYepe3 moOy Ha TJi mpuiitMaHHS
HU3BKOMOJIEKYJISIPHUX TeapyHiB, Ie3arperaHTiB Kpo-
BOOOIT B KiHLIiBLIi KOMITIeHCOBaHO. 28.02.18 po3BUHYB-
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cs ileMiYHUI iHCYJbT MiJKOPKOBOI AUISTHKA MO3KY 3
JIIBOCTOPOHHBOIO TEMIILJIETi€0 3 MPUBOMLY SIKOTO Ta-
IliEHTKA OTpUMYBaJja JiKyBaHHS B YMOBaX BilHiI€HHS
IHTEHCUBHOI Tepamnii HeHpoXipypriYHOTo BiAAiIEHHS
3TiTHO MPOTOKOJY BeJEHHS MaIli€HTIiB 3 iIHCYJbTaMU. Y
3B 513Ky 3 TSXKKICTIO CTaHy MaTOTeHEeTUYHA Teparisi He
MPOBOAMIIACKH. 3a MPOXaHHSM JOYKM BUIIHCAHA i3 CTa-
LioOHapy JJIs MONAJIBIIOTO JIiIKYBaHHS 3a MiclleM Mpo-
KUBaHHS.

JlabopatopHi mociimKeHHs. 3araJbHMI aHai3
KkpoBi (12.01.18): remorno6in 145 1/1, epurpouuTH
4,88x10*12 r/m, netikouutn 5,5x10*9 r/m, TpoMbOLI-
™ 308x10%9 v/, LIHOE 32 mMm/T; 11/51 5%, ¢ /51 62%, €03
3%, mamd 23%, mou 2%; KI10,9.

3aranpHuii a”aniz ceui (12.01.18): pH c/x, nu-
toMma Bara 1030, b — 6,9 r/n, neiikouuru 15-20 B 11/3,
epUTPOIUTH 4-8 B I1/3, 3¢pH. HUINUH. 3-5 B 11/3.

Bioximiunuit anaini3 kposi (12.01.18): 3aranbHuit
oinok 51,7 v/n, ans0oymin 28 v/, o 4%, o2 18%, B 6%,
v 8%, kpeatunin 74,3 mxkmoib/a (ILK® 48 mu/xB.),
ceyoBMHa 5,1 MMoub/1, Kaniii 4,36 MMOJIb/J1, HATPi
140,7 mmonb/1, nyxHa docdarasa 620 On/i1, xonecTe-
puH 6,75 MMOJIb/II.

bioxiMiunuii aHaniz kposi (26.02.18): 3araib-
Huii 6inoxk 50 r/n, anpbymin 21 r/m, kpeaTtuHin 157
MkmoJib/in (LITK® 35 mn/xB.), ceqoBUHA 7,2 MMOJIB/JI,
KaJiit 4,1 Mmoib/1, HaTpiit 140 Mmoub/J1, Ty>kHa (oc-
¢arasza 780 Om/m, XxonmectepuH 8,1 MMOJIb/I.

HedpobionciitHe nocnimkeHHs. CBiTioBa MiKpo-
cKomisl: mpu 3a0apBJE€HHI CipiyCOM YEPBOHUM OCHO-
BHUM Y OiJIbLIOCTI KJyOOUKiB y ME3aHTrii peakilis mo-
3uTUBHA (puc. 1).

Puc. 1. lani HedpobiornciiiHoro nociimkeHHs (Bunanox 1). 30. x400. Kirydbouku: rmoMepyJsisipHasi 6azajibHa MeMOpaHa He
TTOTOBIIIEHA, TIPOCBIT KAMISPiB He 3BY>XKEHUI, HEPiNKO MIUTHHO 3aTIOBHEHUI €pUTPOIIUTAMU, 3piaKa He3HAUHE PO3IITUPEHHS
Me3aHrito. KaHamblli il iHTepCTHlii: BOTHUILEBA AMJIaTallis KaHabliiB. HeyacTo rianiHoBo-KparnenabHi 3MiHU eMiTeIito TPoK-
CUMAaJIbHUX 3BUBUCTUX KaHaIbIiB. YacTo Oi1koBi umniHapu. Audy3Ha moMipHa MOHOHYKJIeapHa iHdinbrpauis. TyOynsipHa
aTpodis it inTepcTuLiitnmii Gpi6po3 — 30%. CynuHu: iHTepa0OYIISIpHI apTepii MiCTATH eKCTpaLe oIsIpHuii MaTepian. [Ipu
3a0apBJIeHHI KOHTO YepPBOHUM OCHOBHMUM i CipiyCOM Y€pPBOHUM OCHOBHUM DPeaKilisl TO3UTUBHA.

KoHTOo-T1o3nTHBHMI MaTepia moKasye sSI0JydHOo-3¢eJIeHe CBITIHHS Y TTOJIIPMU30BaHOMY CBITIIi (puc. 2).

Puc. 2. lani HepobiomnciitHoro nocaimkeHHs (Bumanok 1). 36. x400. S161yyHo-3e1eHe CBITIHHS y TTOJISIPU30BaHOMY CBIT/Ii.

IIpssme iMyHOGTI00pECLIEHTHE AOCTIIKEHHS 3 Mi-
yeHMH PITL anTHTIIAMM 10 JIETKUX JIAHITIOTIB iMyHO-
mo0yiHiB k i A (DAKO). Cgitinasg ALC (2+) y cTiHLi
iHTepaoOynsipHuX aprepiit. [TatomopdonoriuHe moci-
mkeHHs: AL (ALC)-aMinoino3 HUPOK, MiHiMaJIbHI Me-
3aHTia/IbHI 1eno3uTtu aminoiny, kiac II, cragia 11; rio-

6anxpHO ckitepo3oBaHi 6/33 — 18%, TyOynsapHa aTpodist
Ta iHTepcTuiianbHuil Gidopo3 — 30%, aprepiockiepos;
3a pe3yjbTaTaMy iMYHOQMJIIOOPECLIEHTHOI MiKPOCKOITii
cBiTiHHsA ALC (2+) npotu xLC (0)

LluTonoriyHe AOCTiKEHHS TUIEBPAIBHOTO MYHKTATy
(14.02.18): b 6,6 /71, nimdouutu 96%, Heiitpodinu 4%.
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InctpymenTanbHi gochimxenHsa. EKT (25.02.18): BonbTax 3HuxeHuit, Taxikapaisg (HCC 100 3a xsunu-

Hy), rinepTpodis JiBoro miyHouka (puc. 3).

B dubn o e

e

Puc. 3. lani EKI (Bunamox 1).

Exo-KC (10.01.18): aunataiiss mepeacepib, Ti-
nepTpodis MiXIIITYHOUYKOBOI neperopoaku (1,73 cm),
3aJHbOI CTiHKM JiBoro uayHouka (1,42 cm). Cucro-
niyHa nuchyHkuis (dpaxuis Bukuny 38%). Jlerenena
rineptensis I ct. iagponepukap.

KT opraniB rpyaHoi Ta 4epeBHOI MOPOXHUHU
(18.01.2018): cepiie 30i7plIEHO 3a PaxyHOK PO3IIU-
PEeHHSI KaMep, IBOCTOPOHHIi rimporopakc. Iledinka
30i1blIeHA, IITBHICTh MMAPEHXUMU MOMipHO AUGY3HO
3HUXeHa. Hupku HopManbHUX pO3MipiB.

MPT ronosHoro Mo3ky (01.03.18): kapTuHa inre-
MiYHOTO iHCYJIBTY B IIJITHIII XBOCTATOTO SiApa 3MpaBa.

JymninekcHe CKaHyBaHHS apTepiii MpaBoi HUXKHBOL
KiHIiBKHU (23.03.18): 03HaKM OKIII03ii CTETHOBO-ITiIKO-
JIIHHOTO Ta CTETHEBOTO CETMEHTIB 3MpaBa.

TakuM YMHOM, BpaXOBYIOUH KJIiHiYHi 0COOIUBOC-
Ti 3aXBOPIOBaHHS i AaHi Hedpobiomncii, yCTaHOBJIEHO
niarHo3: AL-aminoigo3 3 ypaxXkeHHSIM HUPOK, cepls,
MeYiHKU, CeJIe3iHKU, JIETeHiB, MJIEBPU.

Ocobausocti nepebdiry AL-A y xBopoi b. AMiJioi-
03 ceplsl MPOSIBJISIBCS KapaioMerai€lo, 3HUXKEHHIM
BoJIbTaxXy Komrutekcy QRS, cucrosniyHowo muc@yHK-
i€, AWIaTalli€lo mepeacepab, rineprpodier Mix-
IIJTYHOYKOBOI MTePeropoaky Ta 3aAHbOI CTIHKHU JIiBOTO
IIJTyHOYKA.

AMLJIOi03 HUPOK MaHi(hecTyBaB HU3BKOIO MPO-
TeiHYpi€I0 3 HACTyMHUM PO3BUTKOM MEPCUCTYIOUOTO
HC 3 macuBHOIO NpOTEiHYpi€l0, TiMOaATbOYMiHEMIEIO,
rinepxoJjiecTepuHeMi€lo Ta aHacapkow 6e3 Al. IIpo-
TeiHypis 30iTbITyBaach HaBiTh Tpu 3HUXKeHHI LITK®D.

AM1JIOi103 TTEUiHKY CYTTPOBOIKYBABCSI TOMipHOIO
reraToMeraji€ero, sika nporpecysaina (+6 cm mpotu +4
CM), i30IbOBAaHUM MiABUILEHHSIM PiBHS JIyXKHO1 (poc-
dartasu, 1110 CBIiAYUIO MPO XOJIECTa3.

AMin0ig03 cee3iHKM CYMpOBOIXYBaBCs 11 301J1b-
meHHsAM (+4 cm npoTtu +2 cMm), (pyHKIIIOHATBHUM Ti-
TOCILJIEHI3MOM, 1110 MPU3BEJIO 10 TPOMOOIIUTO3Y.

AMiN0ig03 JIereHiB KIIiHIYHO MpOSIBJISIBCS Kalll-
JIeM, 3HaYHUM 3HUXKEHHAM caTypalii O, 6e3 xapakrep-

Hux 3MiH Ha KT. Yka3zaHHSIM Ha aMioino3 rieBpu 0yB
MEPCUCTYIOUMI TBOCTOPOHHIN BEJIWMKUN BUINT, SIKUIA
IIBUIKO 301TbIITYBaBCS MiCIsI HEOMHOPA30BUX MYHKITIN
(>3 n 3npaBa, >4 11 371iBa), JiM@POLIUTO30M ITYHKTATY.

HaiiiMOBipHIilIMMYU TpUYUHAMU TPOMOO3iB CYAUH
Y XBOPOI CTajv TiMepKOoAaryJsilisi, SKka XapakKTepHa I
HC, a TakoxX TpoMOOLIMTO3.

BUIIAJIOK 2. XBopa C., 63 pokiB, CKap>K1TbCS Ha
BUpPAXKEHY 33JUIIKY, HAOPSKW HiT, MaJIOTTPOTYKTUBHUI
KallleJib, OXPUILTICTh TOJIOCY, TEeYiHHS $3MKa, BTpaTy
Baru (12 xr 3a 1,5 poku), cyodeOpuabHy TeMnepaTypy
TiJla, 3arajibHy cJlabKicTb. 3 TpaBHs 2013 p. 3’IBUIIOCH
MEeYiHHS $3UKa, SK€ 3HAYHO IiJCUIIOBAIOCH ITiCs
npuitMaHHs ixi. JlikyBajach y cToMaroJjiora 3 MpuBoOIy
aTpoiyHOTrO TJIOCUTY, ajie 06e3 CYTTEBOTO MOKpAIleH-
Hs. 3 BepecHs 2013 p. 3’sIBuach 3aaullKa MpU XOAb0i,
siKa TMOCTYIOBO 3pocTtaia. JlikyBajgach y Kapaiojora 3
niarHo3oM IXC: nudy3Huil Kapaiockjiepo3. 3 KOBTHS
2014 p. BinuyJaa OXpUILTICTh TOJIOCY, a 4epe3 ACeKibKa
TUXKHIB 3’SIBUBCS Kalllesib. 3 6epe3Hs 2015 p. nomituia
HaOpsSKU Hir, 30iAblIeHHS 3anuInku. [Ipu o6cTexXeHHi
BUSIBJIEHA MPOTEIHYPisi HEPPOTUUHOTO PiBHS, y 3B’ SI3KY
3 yum 12.05.2018 p. xBopy rocmitanizoBaHo A0 Hedpo-
JIOTIYHOTO BiJIJIEHHS 00JIaCHOI JIiKapHi M. 3amOpixoKs.
ITpu ornisiai cTaH TSKKWMA, IIKipHUIA TOKPUB OTinuii, Ha
pyKax, MoBiKax ApiOHi KpamyacTi BACUMNAHHS, HAOPSKU
HWKHIX KiHIiBOK. [Ipy mepkycii JiereHiB YKOPOUEHHS
3ByKy H1xk4e VIII MixxpebepHOro mpomixky 3rmpaBa Ta
VII 37iBa, ripu aycKyJibTallii AMXaHHS ocjiabjieHe, caTy-
pauia O, 88%. Ipu nepkycii cepus JiBa MexXa BiTHOC-
HOI1 TynocTi 3MileHa Ha 4,5 cM BiBoO. disIbHICTh ceplLis
putmiuyHa, YCC 80 3a xBUJIMHY, TOHU ocjabaeHi, AT
120/80 MM pT. cT. Makpomiocis, TirepeMisl CIM30BOL
000JIOHKHM $ICEH, SI3MKa, MHOXWHHI epo3ii si3uka (2-4
MM B miameTpi). [lediHka, cene3iHka He 30iabieHi. o-
6oBuit miypes 600 my. CUCTEMHUI MPOLEC 3 TIEBHUMU
0OCOOJIMBOCTSIMM KJIiHIYHOTO Mepebiry 3aXBOPIOBaHHS
CIIOHYKaB Hac, MepIl 3a BCe, AyMaTU MPO MEPBUHHUNA
AL-aminoinos. 21.05.15 p. xBopiii BUKOHaHa Oiorcis
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sicHu, a 10.06.15 p. — mimgmKipHOT KJIITKOBUHM YepeBa.

Jlabopamopni docaioncenns. 3araJbHUIN aHai3
KkpoBi (20.05.15): remorno6in 115 r/1, epurpouuTn
4,12x10*12 r/na, neiikouutu 9,6x10*9 r/n, TpoMOOLIK-
i 238x10*9 r/n, HOE 56 mm/1; 11/ 3%, ¢/ 54%, €03
1%, mamd 40%, mon 2%; KI1 0,87.

3aranbpHuii aHaini3 ceui (18.06.15): pH ¢/k, muTo-
ma Bara 1010, b — 3,5 r/xn, neiikouurtu 5-10 B 11/3, epu-
tpouutu 1-2 B 11/3. lo6oBa nporeinypis 3,96 r/n00y.

Bioximiunuit anami3 kposi (18.06.15): 3aranpHuUi

Oi0K 48 1/, anpbymin 28 r/mn, o 6%, a2 27%, B 11%,
v 8%, xpeatuHin 82 mkmonb/n (ILIK® 64 mu/xB.),
ceyoBuHa 4,2 MMOJIb/J, Kaiil 4,2 MMOJIb/JI, HaTpil
139 MmMob/11, nyxHa hocdartaza 680 On/1, xonecTepuH
8,66 MMOJIb/II.

Incmpymenmanwui docaioxwcenns. EKT (22.06.15):
BoJIbTaX KoMIuiekcy QRS 3HuMKeHMId, pUTM CUHYCO-
Buit, YCC 82 3a xBunuHy, AV I cT., 6i10Kaga nepeaHboi
TiJIKM JiBOi HiXKu M. Tica Ta moBHa OjoKaja MpaBoi
Hixku 11. T'ica (puc. 4).

Puc. 4. lani EKTI (Bumamox 2).

Exo-KC (23.06.15): KanpLiHO3 aopTaJbHOTO Ta
MiTpaJIbHOTO KJalaHiB, 301JIbIIEHHS MOPOXHUHMU JIi-
BOT0 Tiepeacepis, 3aIHbOI CTiHKM JIiBOrO IIIYHOYKA
(1,3 cM), MiXIUIYHOYKOBOI Teperoponku (1,4 mm).
Jlerenesa rinepteHsis I cT.

V3 (14.06.15): meuiHka mNpaBWIbHOI (QopMHU
Ta po3mipiB. KoHTypu 4iTKi, piBHi, Karncyna 0,25 cMm,
yiliibHeHa. EXoCTpyKTypa MiABMIIEHHOI €XOiHTEH-
CUBHOCTi, MiJKo3epHUCTa, HeomHopinmHa. [lo xomy
CYIMH JliHe}iHa TinepexoreHHa TSKUCTiCTb. 2KOBUHU T
MiXyp 3 MEpEeroHoM B OMSHUI IMUMKU. B mopoxxHWHi
rirnepexoreHHa 3aBMCh 3 piBHeM a0 1/3 o6’emy. ITia-

IIJIYHKOBa 3aj103a HOPMAaJbHUX PO3MipiB, KOHTYpHU
yiTKi, piBHi. Exocpykrypa rinmepexoreHHa. Cele3iH-
Ka HOpMaJIbHUX PO3MipiB, Karcyna He 3MiHeHa, €X0-
cTpyKTypa 36epexkeHa. Hupku: npasa 8,93/4,6/5,6 cm,
napeHxiMa 1,4 cM, eXOoCTpyKTypa MiJBUILEHHOI €XO-
reHHocri; jgisa — 10,0/4,3/4,8 cMm, mapenxima 1,7 cm,
€XOCTPYKTYypa MiABUILIEHHOI €XOT€HHOCTI.

PenrtreHorpadig nerenis (22.06.2015): nereHeBuii
MaJIIOHOK 30arayeHuit B HUXKHix Bigainax. KopeHi po3-
IIMpeHi, piOpo3HO 3MiHEHi.

Hawni 6ioncii (15.06.15): 3a pe3yiapTaTaMy CBITJIO-
BOI Ta JIIOMiHECIEHTHOI MiKpOCKOTIii ricTonpenaparis
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MiAWKipHOI XXMPOBOI KJIIITKOBUHY Ta apXiBHOMY Mapa-
(hiHOBOMY 0JIOKY CIM30BOI OOOJIOHKU LIOKU BUSIBJIE-
HUI KOHTO- i Tio(h1aBiH-TTO3UTUBHUI MaTepiall 3 TUX-
pOi3MOM B TMOJISIPU30BAHOMY CBIT/i. 3a JAaHUMU iMy-
HodmoopecuieHTHOI Mikpockomii — ALC- 3+, ALC-
3+. 3a maHUMU iIMYHOIEPOKCUAA3HOTO AOCiIKEHHS
AA-TIpoOTeiH y CKJIafi IeNO3UTiB HE BUSIBICHUN.

TakvM YMHOM, YCTaHOBJIEHO AiarHo3: AL-aMinoino3
3 ypaXKEHHSIM Ceplsi, HUPOK, JIETeHiB, sSI31Ka, LIKipH.

ITicns Bepudikaii giarHo3y 6ys10 MPoBeAEHO 2 Kyp-
CU MAaTOTeHETUYHOI Teparil (aikepaH + JAeKCaMeTa30H),
sIKa YCKJIaIHWIIACh JIEMKOIIEHI€ETO, 1110 CITOHYKAJO 1i BiiMi-
Hy. CTaH XBOpPOI MOCTYITOBO MOTiPILyBaBCs, 301IbLININCH
HaOpSIKK, 3pociia mpoteinypid (9,9 r/mody), mincmimiachk
3aMIIIKa, KallleJib, 30UIbIIMINCH TlediHKa (+4 ¢M) Ta ce-
JiesiHka (+2 cm). 3 ypaxyBaHHsM TskkocTi HC (aHacapka
3 HAKOMMUYEHHSM PiIMHU B TIEPUKAP/i, YEPEBHI MOPOX-
HUHI, BUpaXeHa Tinoans0yMiHeMist — 22 1/J1, 3HIKEHHS
LITK®), BincyrHOCTI edeKTy Bif JIiKyBaHHS PO3IIOYaTi ce-
aHCH TeMofianizy 3 yabrpacdinerpamnico (YD) uepes Kare-
tep. Ha i Y® HaOpsikoBUii CMHAPOM 3MEHIITMBCS, OHAK
30epirajgach 3HauHa CJIaOKiCTb, 3alMIlIKA, 3alTaMOPOYEH-
Hs. 25.01.16 p. piBeHb reMoJ100iHy cTaHoBMB 111 /11, Kpe-
atuHiny — 270 Mxmornb/n, IIIK® 25 mn/xB. 3a naHumu
V31 3agHs criHka JiBoro uutyHodka 1,8 cm. 03.02.16 p.
XBOpa noMepia yepe3 hidpusLio NUTyHOUKiB. PeaHiMa-
LiitHi 3axoau Oyau Hee(PeKTUBHUMMU.

PesynbraTu TiCTOJIOTIYHOTO JMOCTiIXKEHHS
(04.02.16): cepue — B iHTUMi CyAuH, B KjanaHax ITif
€HIOKapJOM MHOXWHHI TOMOT€HHI €03UHOMIIbHI
riubku aminoiny. JlereHi — BUpaXeHe MOTOBIUEHHS
aJIbBEOJISIPHO-KAMiJIIpHUX MeMOpaH uepe3 audy3He
BigkiaageHHs1 aminoiny. Hupku — BigkjaaeHHS aMi-
JIOiLy B CTiHII KPYMHUX CyIUH KOPKOBOI, MEAYISIPHOT
PEYOBUHU, B €HAOTENil NpiOHUX apTepiit GazanbHOI
MeMOpaHu KaHasblliB. ToTalbHE ypaXXeHHS CyTIUHHUX
neTenb KJIyOOuKiB i 3aMillleHHSI iX TOMOTEHHUMHU €0-
3nHO(DiITbHUMU MacaMu aMijoify. [lediHka — Bigkia-
JIeHHsI aMiJloiny y mopTajibHUX apTepionax. Cene3iHKa
— noMipHe audy3He BiIKIAAEHHS aMiloily B3IOBX
PETUKYJIMHOBUX BOJIOKOH BCi€l MyJabnu. TOHKUNA KM-
IIIEYHUK — aMijioin B CJIM3O0Bil MJIACTMHI, 3aJ103aX i
JNPpiOHUX CyIMHAaX CIM30BO1 OOOTOHKH.

Oco6auBocti nepediry AL-A y xBopoi C. Opra-
HaMU-MILIEHIMW y MNali€HTKU OyJIu HUPKU, ceple,
neviHka, cejie3iHKa, JereHi, MiAlluTyHKoBa 3aj03a,
KMILIEYHMK, IIKipa, B 1e010Ti 3aXBOPIOBAHHS — MaKpO-
miocisi. YpaxkeHHS HUPOK MPOSBISIOCH MEPCUCTYIO-
yuMm HC, sgxkuii nporpecyBaB NMpu 3HUXEHHI (DyHKIIiT
HUPOK, 3 HOpMaibHUM piBHeM AT. Aminoino3 cepus
MPOSIBJISIBCSL KapAioMerasi€o, MmocjabJeHHsIM ceplie-
BUX TOHIB, 3HUXXEHHSIM BOJIbTaxy Komiuiekca QRS,
OipacuuKyIsIpHOIO OJIOKAA0l0 JAMCTAIbLHOTO THUITY,
JIUaTali€elo JiBOro nepencepasi, 3Hauyllolo rirnepTpo-
(iero miBOrO NUTYHOUKA, SIKA 3 4aCOM 301JIbIITyBaIaCh,
JiaCTOJIYHOI0 IUCHYHKIIIEIO.

OXpUIIiCTh rojiocy, SIK MpOsIB aMiloigo3y rop-
TaHi, MepeayBaB ypaKeHHIO JIETeHIB y BUTJISAI Kalll-
o, 3HMXeHHd catypauii O,. CretudiyHnx 3MiH Ha

peHTreHorpami JiereHiB He Oyyo. AMiloifo3 MediHKU
Ta ceJe3iHKU JEMOHCTpYBajia 3pocTaroya remnaTocruie-
HOMeranis.

KniniyHO He Oynu po3MiZHaHUMU aMUTOiN03 Mifl-
IIJTYHKOBOI 3271031 Ta KUIIIEYHUKA.

ITpuuuHo cMmepTi y xBopoi Oyna didpuisiis
LIJTYHOYKIB.

OOroBopeHHs. YpaxeHHs cepls BiIMiYaloThb y
nepeBaxHoi 0inbocTi xBopux Ha AL-A. B pesynbrati
3aMiHM MioKapay aMiJlOiTHUMKU MacaMu PO3BUBAETh-
Csl PeCTPUKTHUBHA KapJioMiomarisi, MpU SKiil IIBUMI-
KO HacTa€e ceplieBa HEAOCTaTHICTh Ta Pi3HOMAaHITHi
apuTMii, 110 OyBa€ MpUUMHOIO cMepTi y 50% nalieH-
TiB. HallyacTililuM ykKa3zaHHSIM Ha aMijloino3 cepls €
MOTOBIIEHHSI MiXIIUTYHOUYKOBOI IT€peropoIKu Ta/abo
3aJHbO1 CTIHKU JIiBOTO LILTyHOYKa >12 MM mpu Y3/,
0COOJIMBO KOJIM 11i 3MiHU MOEAHYIOTHCS 3 HU3bKOAMII-
aitynaoto EKT [2].

HaiiTumnosiliuM TNposIBOM amiioifo3y HUPOK €
nporeinypis 6inpmre 0,5 T/000y, Jactinie HeppoTHU-
Horo piBHA. [lo ocobGnuBoCTell ypakeHHSI HUPOK Bifl-
HOCSATb PiAKICTh reMaTypii Ta JeMKOUUTYpii, a TaKOX
BiICYTHICTb apTepianibHOi rinepTeH3sii (Al') mpu po3Bu-
TKY XpOHiYHO1 HUpKOBOi HegocTaTHOocTi (XHH). He-
dpotnunuii cunapom (HC) i Benuki po3Mipy HUPOK
30epiraloTbCcsl HaBiTh MPU MPOTPECYBaHHI 3HUXKEHHS
IBUIKOCTI KIy00uKoBoi GiabTparii (LLIK®D) [1, 3].

VYpaxenHsa nediHku npu AL-A cnocrepiraeTbcest
B 100% BUManKiB i MPOSIBASIETLCSI TOMIpHUM 11 36Gi/Tb-
IIEHHSIM Ta MiABUIIEHHSIM DPiBHS JIy>KHO1 (ocdaraszu
[1]. 36iabLIeHHS MTEYiHKK 3a3BHUYAll CYITPOBOIKYEThCS
HEBEJIMKUM 30iJbIIEHHSIM CEJIE3iHKHU.

VYpaxkeHHs AUXaJbHOI CUCTEMU BUHUKAE y TO-
JIOBUHU XBOPHUX, B OIIBIIOCTI BUIAJAKiB MPOXOIUTh
0e3CMMIITOMHO a00 3 0iAHOI0 KJIiHIYHOI CUMIITOMA-
TUKO0. OJHUM i3 paHHIX O3HaK 3aXBOPIOBAHHS MOXE
OyTU OXpUILTICTh a00 3MiHA TeMOpPY TOJI0CY BHACIA0OK
BiIKJTaneHHS aMiJIOiqy B TOJOCOBUX 3B’sI3Kax, 10 Me-
penye Horo mosiBi B IMCTaJAbHUX Bifjainax IUXaJbHUX
HUISIXiB. B ereHsix aMinoin BiaKJagaeTbCsl epeBaxKHO
B aJbBEOJISIDHUX MEperopoakax, 1o MpU3BOAUTH A0
PO3BUTKY KallUTIO Ta 3aAUIIKUA. PEHTreHooriyHa Kap-
THUHA He creuudivyHa.

YpaxkeHHs mKipu crioctepiraetbes y 40% XBopux.
ITatrorHoMoHiYHOIO 03HaKO0 AL-A € mapaopbitanbHi
reMoparii, fIKi 3ycTpivyaioTbcst Haitgacrinie [1].

Makporiocis 0o0yMOBJieHa BUPaXEHOI iHQiIb-
Tpali€lo M’43iB aminoinom. Lle TakoxX maTorHoMoHiu-
HUl cumntoMm AL-A, sikuii 3ycTtpiyaeTbes B 20% matii-
€HTiB. Makporiocis He TUTbKU YTPYIHIOE MPUMaHHS
iXi i MOBY, ajle MOXe MPU3BECTU N0 OOCTPYKIii AU-
XaJIbHUX LUISIXiB.

VYpaxeHHs oOpraHiB-MillleHel MOporpecye ayxe
IIBUAKO, OLTBLIICTh MalliEHTIB BMUPAE BOPOAOBX POKY
[1-3]. Ckmagnicte miarHocTuku AL-A 00ymoBieHa
noygiMopdi3MOM KJIiHIYHOI KAPTUHU Ta HEOOXiMHICTIO
iMyHOJIOTiUHOI Bepudikaitii.

Hamu npencraBiaeHo 2 BUMTAAKU Mi3HBO1 AiarHOC-
Tuku AL-A. BinkiaaeHHs amiioiny B pi3HUX opra-
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Hax BU3HAYUJIO Pi3HOMAHITHICTh KJIIHIYHUX MPOSIBIB.
AL-A MaB HEyKJIIHHOTIPOTPECYIOUMI XapakTep 3 IMo-
CTYIOBUM YTSITHEHHSIM Pi3HUX OpraHiB i cucteM. AL-A
€ TSKKUAM 3aXBOPIOBAHHSAM, SIKE€ MPU3BOJE 0 JIETANIb-
HOTO KiHIIf, SIKIIO JiKyBaHHS TPOBOAUTHCS HEBYACHO.
Hami cnoctepexeHHsT 1eMOHCTPYIOTh CKJIAAHICTh dia-
rHocTuku AL-A, 1o notpedye criBmpaltii JikapiB pi3-
HOTro npodiio.

BucHoBku. JliarHoctuka AL-A 3 ypaxyBaHHSM
KJIiHiKM MOBUHHA 0a3yBaTUCh Ha pe3yjJbTaTaXx MOp-
(onoriyHoro gocnimxeHHs. JliarHo3 aminoigo3y ycTa-
HOBJIIOIOTh MPU BUSIBJIEHHI KOHTO(DinbHUX Mac. Haile-
(exTuBHIIIOWO € Giorncisa ypaxkeHoro opraHa. CydacHa
MopdoJIoriyHa MiarTHOCTMKA aMiJoino3y mnependavae
He TiIbKW BUSIBJAEHHS, aje i 00O0B’SI3KOBE TUITyBaH-
Hsl aMiJIOily, OCKUJIbKY MOTO TUM BU3HAYAE MOAAIbITY
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