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[MommupeHicTs amMioino3y B CBiTi 3HAYHOIO Miporo reorpadidHo meTep-
MiHOBaHa: Tak, MepiogMYHa XBOpoOa YacTillle 3ycTpidaeTbesa B KpaiHax cepen-
36MHOMOpPCEKOTO OaceliHy; aminoinHa moimiHeBpomnartis — y SAmonii, Itamii,
IBemnii, ITopryramii Ta iH. CepenHs 9acToTa aMijoifo3y B HMOMYJIAMii CTaHO-
BuTh | Bumagok Ha 50 THC. HaceleHHSA. AMINOINO3 3a3BHYall PO3BHUBAETHCS
y oci6 crapmre 50-60 pokiB. BpaxoByroun Toii (akT, mo mpu aminoinosi Bpa-
JKAIOTHCSI IPAKTHYHO BCl CHCTEMH OPIaHiB, 3aXBOPIOBAHHS BUBYAETHCS PISHUMU
MEIUYHUMH JTUCLUILTIHAMU: PEBMATOJIOTIEI0, YPOJIOTI€0, KapAioJIOTi€r0, TacT-
POCHTEPOJIOTIER, HEBPOJIOTIEO TA 1H.

Aminoioo3 — rpyna 3aXBOpIOBaHb, OCHOBHOK O3HAKOIO SKHX € BiJKja-
JICHHS B TKQHWHAX 1 opranax (iOpHIspHOTo IIIIKONPOTEiny — aMinoiny.

[TomiTHOO BIACTUBICTIO aMiJIOiy NOPIBHSHO 3 IHIIKUMU (QiOpUISIPHUMEU
NpOTEiNaMHu CTPOMH € 3AaTHICTh IO MOJIBIHHOTO CBITIO3aJIOMJIEHHS B TOEN-
HaHHI 3 JUXPOI3MOM, IO TPOSBISETHCS CBITIHHAM Y IMOJIIPH30BAaHOMY CBITII
MoTIepeIHhO o(papOOBaHUX KOHTO-YEPBOHMM IIPEMapaTiB aMuIOIAy 31 3MiHOIO
YEpBOHOTO KOJNBOPY KOHTODUIPHUX aMiTOiTHUX BIIKIaJCHP Ha SOIYIHO-
3eneHuid (Auxpoi3zm). LI BIacTHBICTH CBITYHUTH MPO BHCOKY BHOPSIKOBAHICTH
CTPYKTYPH aMioiny, HOAiOHO 0 KOJIareHy, SIKIM TaK0XX BOJIOJI€ BIACTHBICTIO
MOZBIHHOTO MPOMEHE3IOMIICHHSI, OZIHAK HE 3JaTHHUI J0 JUXPOoi3My. YHIiKalbHI
BJIACTHUBOCTI aMiJIOiy TOB'SI3aHi 3 BEIMKOIO KIJBKICTIO TIISHOK Kpoc-P-ckia-
vacToi koH(popmalii B ckiaai aminoiguoi ¢pidpunu. 3abapsnenus TiodiaasiHom T,
NPHU SIKOMY BH3HAUYaIOTh CBITJIO-3€JICHY (DIIFOOPECLCHIIII0, OUIbII YYTIUBE, HiXK
3a0apBJICHHs] KOHIO-4E€PBOHUM, ajie MEHII crenugiuHe, TOMy PEKOMEHAYIOTh
3aCTOCOBYBATH OOHIIBA IIi METOIH ISl O1TIBII TOYHOI JIarHOCTUKHU aMiJIoio3y.

Haii0inpmr yacTo A1 TiCTONOTIYHOTO MiATBEPPKEHHS CHCTEMHOTO aMiJio-
in03y MPOBOAATE OIOTCIFO CIM30BOT 0OOJOHKU IPSMOI KHUIITKH, HUPKH, TICIIHKH.
Biormcist cam30BOro i MiACIM30BOTO MIAPIB MPSAMOi KHIIKH JO3BOJISIE BUSIBUTH
aminoig y 70 % xBopux, a Oiomncis HuUpKH — npakTHyHO B 100 % BHIamKis.
IIpocToro i 6e3MeYHO0 TIarHOCTHYHOIO MPOIEIyPOI0 BBAXKAKOThH ACIipaliiHy
Olomcito MiMMIKIPHOT KUPOBOI KIITKOBUHM, TPH SIKIH BHSBISIOTH amiioin
AL-tuny B 80 % Bunasxis. J{o nepesar i€l npoueaypu, KpiM iHGOPMaTUBHOCTI,
BiZTHOCSITH TAKOX PiJKICTh PO3BUTKY KPOBOTEHY, 1[0 JO3BOJISIE BHKOPHUCTOBYBATH
e MeTOJ y XBOPHX i3 MOPYIIEHHSIMH 3TOPTaHHS KPOBi (XBOpi 3 NEPBUHHUM
AL-aminoinozom Hepiako MaioTh aedinuT X ¢akTopa 3rOpTaHHA, MPU SKOMY
MOXYTh po3BHHYTHCA remoparii). I1pu mino3pi Ha AL-Tun aminoino3y pekomeH-
JIYIOTh TIPOBOJMTH TaKOoX TpeHnaHoOiomncio KicTkoBoro Mo3ky. IlimpaxyHok
IUIa3MaTUYHKUX KIITHH y ITyHKTaTi KICTKOBOrO MO3KY 1 3a0apBIIeHHS ITyHKTaTy
Ha aMiJI0i]] O3BOJSIOTh HE TUTBKU JMiarHOCTYBaTH aMiloino3, ane i audepeH-
IIIOBaTH TEPBUHHMH 1 acouiifoBaHmii 3 Miesomoro BapiaHTH AL-aminoinosy.
[o3uTHBHUIT pe3ynbTaT AOCIIHKEHHS KICTKOBOI'O MO3KY Ha aMiJIoi]] Bi3Hava-
10Thb y 60 % XBOpHX 13 UM THIIOM aMiJIOifo3Yy.



VY mami€eHTiB 3 CHHAPOMOM 3aIT'ICTHOTO KaHAITY JOCITIHKEHHIO HA aMiJIoif
HEOOXiHO IiIIaBaTH TKAaHWHY, BHJIYUEHY IIiJ] 4ac orepamii Aekommpecii 3a-
II'SICTHOTO KaHAIY.

Erionoris Ta natorenes

VY nmaHmil yac aminoino3 po3rAAaloTh SK IOMIETIONOTIYHHN TpoIiec,
BPaxOBYIOYH YHMCIICHHICTh MOJIEKYJIIPHUX MeXaHi3MiB aminoinorene3y. Haiiuac-
Tillle OCHOBHUM ()aKTOpPOM aMIJIOiOTeHe3y € HAKOIMYEHHs BEJIMKOI KiJIbKOCTi
HecTaOLIbHUX OUIKIB-TIOTNIEPEHUKIB, 10 YTBOPIOIOTh arperatd 3 YTBOPEHHSIM
aminoinaoi ¢idpunu. [Ipu bOMY OCHOBHE 3HAUCHHS HAJIAIOTh aMiJIOiJOr€HHOCTI
OCHOBHOTO OlJIKa-TonepeHnKa aMuIoiy, CenudiyHoro uisi KOXXHOi GpopMu
aMiI0in03y. AMIJIOIIOTeHHICTh BU3HAYAETHCS 3MiHAMU B MIEPBUHHIN CTPYKTYpi
OLTKIB-TIOTIEPEIHUKIB, 3aKPIIJICHUMH B TEHETHIHOMY KOJi a00 HaOyTHMH TIPO-
TATOM KUTTA. [ peanizamii aMiJIOifOT€HHOTO TOTEHIIANy OllKa-mornepen-
HUKa HEOOXITHUU BIUTHB psAAy (HaKTOPIiB, TAKUX, HATIPUKIIAJ, SIK 3allajeHHs, BiK
Ta iHmi. Tak, y JIOOMHA 1 TBApWH IPHU 3aNalBHUX HpoIlecax, MyXJIWHAX Kilb-
KicTh cHpOBaTKOBOTO aMinoiny A (SAA) minBumnyetbest B Oarato pa3sis. Po3Bu-
TOK aMiI0Oif03y TIbKH y YaCTHHH XBOPHX IOSCHIOIOTH IUPKYJIALIEI B KPOBi
aminoinorennux izopopm SAA. Ilpu dpopmyBaHHI B KICTKOBOMY MO3KY IMaTo-
JIOTIYHOTO KJIOHY IUIa3MaTHYHHMX KIITHH B KPOBI i, HEPIIKO, B ce4l y BEIHKIil
KIJIBKOCTI MOKYTh BUSIBIISITHCSI aHOMaJIbHI MOHOKJIOHAJIbHI aMiJIOIIOTeHHI iMy-
HOMJIOOYITIHY, 10 MOXE MPU3BOIMTH JI0 IHIIIOTO BapiaHTy aMilIoimno3y.

Kuaacudikanis

MKB-10 6a3yeTscs Ha KIHIYHOMY MPUHIAII 1 HE BPaXOBY€E OCOOIMBOCTI
maToreHe3y pizHuX GopM aMinoino3y (mabz. 1). 3 miei mpuanHN Kiacupikamis
MKX-10 Hepigko He T03BOJSAE OOTPYHTYBATH a/IeKBAaTHE JIIKyBaHHSI.

Taoauna 1
Knacudikauis aminoinosy
3 MickHapoaHoi knacudikanii xeopod 10-ro neperasaay

Kop 3a MKX-10 [iarHo3

E85 Aminoinos
BukntoueHo: xBopoba AnbLrerimepa

E85.0 CnagkoBuii ciMerHui aminoigos 6es Heviponarii
E85.1 HenponatnyHui cnagkoBvmn aminoigos
E85.2 CnagKkoBuiA aminoigos HeyTOYHEHWUN
E85.3 BTOpUHHUI cUCTEMHMIN aminoigos
E85.4 QObmexeHun aminoigos
E85.8 IHWi popmun aminoigosy
E85.9 AMINoigo3 HeyToOYHEeHUM




B ocHoBy cyuacHoi kiacudikamii aminoizo3y (BcecBiTHS opranizamis
0X0poHH 370poB's, 2003) mokIaeHo MPHUHIIAM CIeNN(piTHOCTI OCHOBHOTO (ib-
prsipHOTOo Oinka aminoixy (B JaHUi yac Bigomo noHan 20 Takux OiKiB). 3TigHO
3 Ti€r0 KIacu(ikami€ro, CrIoJaTKy HaBOAWUTHCS THIT aMiJIOiLy, BKa3yeThCsl BITOMMUIA
O1TOK-TIOTIepEeTHAUK 1 BKE TOTIM — KIIiHIUHI (opMHu aMinoino3y 3 mepepaxyBaH-
HSM TIEPEBAKHUX OpraHiB-MimeHeW. Y BCiX Ha3Bax THUIIB aMilIoiny IMEpIIO0
JITEPOI0 € MPOIKCHA JIiTepa A, L0 O3HAYaE CIOBO "aMinoin”, 3a Hel MocTae
MO3HAYCHHS1 KOHKpeTHOro ¢idpuisipHoro Oinka aminoiny — A (aminoigHuit
A-nipotein), L (nerki nanmtoru (JIJI) imynornoOyninis), TTR (Tpanctuperun),
B2M (B2-mixpornoOynin), B (B-nporeinn), IAPP (octpiBueBuii aminoiguuit
HOJMINenTua). BUKOPUCTOBYIOTh TaKOX IOXiJHI HaiiMEHyBaHHS — IMyHOTJIO0Y-
JiHOBHIT aminoino3 (AL), tpanctuperuroBuii (ATTR) ta in. (ma6n. 2).

Taoéaunsa 2
CyuacHa kiaacugikanis aminoinosy
(BcecBiTHS opraHi3auisi 0OXOpOHH 310pOB'sl)

Binok Binok- . R

aminoiay nonepeaHnk Kniniyna cpopma aminoigo3sy

AA SAA-6inok BTOpyHHMI  aminoigo3 npu  XpOHIYHMX  3ananbHWX
3axXBOPIOBAHHAX, Yy TOMY 4MChi MNepioAnYHin XBOpOOi
i cuHgpomi Makna—Yennca

AL A-k-NJT imyHorno- | AMinoigo3 npy Nnas3MoKiTUHHKUX ANCKpasiax — igiona-

Oyninis TUYHUIA; MPU MIENOMHIN XBOpOLi i MakpornobyniHemii

BanbgeHcTpema

ATTR TpaHcTMpeTuH CimenHi hopmu noniHenponaTuyHoro, KapaionaTiyHoro
aminoigosy Ta iH., CACTEMHUIN CTapeyni aminoigos

AR2M R2-mikpornobyniH | fianisHui aminoigos

AGel [enconiH PiHCbKa ciMeHa aminoigHa noniHenMponaris

AApoAl | Anoninonpotein A-l | AminoigHa noniHenponaris (Il Tun, no van Allen, 1956)

AFib PibprHoreH AwminoigHa HedponaTis

AR R-Ginok XBopoba Anburevimepa; cuHgpoM [ayHa; cnagkosi

KPOBOBWIMBY Y MO30OK 3 aminoigosom, Monnaxais
APrPscr | lMpioHoBuiA Ginok XBopoba Kpeiitudenbaa—koba, xBopoba MepctmaHHa—
LWtpayccnepa—LlenHkepa

AANF MepencepaHnin I3o0nboBaHU aminoigo3 nepeacepab
HaTpinypeTU4HUA
dakTop
AIAPP AminiH I3onboBaHuin aminoifo3 B ocTpiBusx JlaHrepraHca npu
L0 2-ro Tuny, iHcyniHomum
ACal [MpoKanbLUMTOHIH Mpn MegynsapHOMy paky LMTONOAiIGHOI 3ano3u
ACys Lnctatud C CnafkoBi KPOBOBWNVBY B MO30K 3 aminoigo3omM, lcnangis

CyuacHa MopoJoriyHa J1iarHOCTHKa Tepeadadae He TUTBKN BUSBIICHHS,
asie 1 00OB'SI3KOBE THITYBAHHS aMijoif03y, OCKUJIBKH THIT aMiJ0il03y BU3HAYaE
TepaneBTHYHY TAKTHKY.



Jlnst THITyBaHHSA 9acTO 3aCTOCOBYIOTH NMPOOY 3 NMEPMaHIaHATOM Kallilo.
ITpu 06pobmi 3a0apBiIEHUX KOHTO-YEPBOHMM MpEMapatiB 5 % po3unHOM Tep-
MaHTaHaTy Kajifo AA-THI aMiJoigy BTpadae 3a0apBIIEHHS i BIACTHBICTH IIO-
IBITHOTO TpOMEHe3aIoOMIIeHHS, Toai Ik AL-Tun aminoiny 36epirae ix. Buko-
PHUCTaHHS JIY’)KHOTO TyaHIAWHY IO3BOJIs€ OinbII TOYHO AudepeHmiroBatn AA-
i AL-Trmm aminoinosy; micist JoAaBaHHs JIY)KHOTO TYaHIIUHY AA-aMiToil IIBHAKO
BTpayae KOHroQiito, B Toi 4ac sk koHrodiunis AL-aminoiny TprBaso 30epiraeTsest.

OnHak ¢apOyBajbHI METOAM HE 3aBXXIM JO3BOJISTIOTH BCTAHOBHTH THII
aminoiny.

Haiibinow egexmugnum memooom munysanusa aminoioy caysicumo imy-
HO2ICIOXIMiUHe 00CNiQNCEHHS 3 3ACMOCYSAHHAM AHMUCUPOBAMOK 00 OCHOGHUX
munis_aminoionoeo 6inka (cnemudiuni AT npotu AA-6inka, JIJI imyHOT100Y-
JIHIB, TPAHCTUPETHHY i B2-MiKpOTIOOYITiHY).

OpHaK IMYHOTICTOXIMIYHE JOCTIKCHHS HE BOJIOJi€ aO0COIOTHOIO eeK-
TUBHICTIO, 1 B PIIKICHUX BHITaJKaX JOIIFHO 3aCTOCYBAaHHS METOIIB MPOTEOM-
HOTO aHaJl3y aMiIoiny.

AA-amineioo3 HaltgacTilIe PO3BUBAETHCSA IPU PEBMATOINHOMY apTPHTI,
xBOpo0i bexTepea, a Takok IpH XPOHIYHUX HATHOEHHAX, TYOSPKYIIbO3i, ayTo-
3anajbHUX CMAJKOBHX MEPIOMYHUX JIMXOMAHKaX, B TOMY YHCII TP Hepioau-
YHIH XBOpOOI (Ceper3eMHOMOPCHKIi JIMXOMaHIlI — 3aXBOPIOBaHHI 3 PELECHB-
HUM THIIOM YCHaJKyBaHHS, IO XapaKTEePU3YEThCS JIMXOMAaHKOIO, PELUAUBYIO-
YUMHU OOJISIMM B KMBOTI, TPYJIHINA KIITLI, Cyrio0ax i3 po3BUTKOM aMilnoino3y
y 40 % XBOpUX; CIIOCTEPIraeThesl y BUXIALIB 3 paiioHy Cepea3zeMHOro Mopsi, Ha
teputopii komumakoro CPCP — cepen BipmeH i eBpeiB), cunapomi Makia—
VYenbca (ciMeiiHa HepomaTist 3 KPOIHB'THKOIO 1 TIIyXOTOI0).

AA-aminoio ymeopiocmoca 3 cupoeamrosozo_nonepeduuxa SAA-eocmpo-
@azosoeo binka, MO MPOIYKYEThCS B 3HAYHUX KUIBKOCTSX Y BiANOBiAb Ha 3a-
naneHHs. 3 miel npuunHu AA-aMinoino3 Ha3WBAIOTh TAKOXX PEAKTUBHHUM abo
BTOPUHHHMM. Byzp-sike XpOHIYHE 3amanbHE 3aXBOPIOBAHHS, IO CYNPOBOIKY-
€ThCSl AKTUBALIIEI0 MapKepiB rocTpol (as3u 3amaneHHs, MOXe PO3MIISAATHCS SIK
¢daxrop pusnky AA-aminoino3y. Cepen MapkepiB roctpoi ¢asu 3amaieHHs
HAWOUTBII MPAKTUYHO MPUHHATHUM ITOKA3HUKOM € piBeHb C-peakmusHno2o binka
(CPB), mponykiiisi SKOTO KOpeItoe 3 mpoAyKiiero SAA. OmHak AJisl OIIHKHA PH-
3WKY aMiJI0oiZlo3y ¥ iHTEHCUBHOCTI YTBOPEHHS aMUIOIAy MMepeBaKHO BH3HAYATH
piBeHp SAA. [lepeKOHIMBUM NOKAa3HUKOM XPOHIYHOTO XapaKTepy 3amaJieHHs €
TaKOX aHEMis, JUI JIarHOCTHKHU SKOT Ba)XKJIMBO BUSIBUTH HaJUIMIIKOBHUH PiBEHb
@epumuny xpoBi. Ockiabkn SAA aKTUBHO NMPOAYKYETHCS CHHOBIaJIbHOIO 000-
JIOHKOIO cyrJIo0iB, JOMATKOBUM (haKTOPOM PH3MKY aMijoino3y € mMaHidecraris
3anajJIbHOr0 3aXBOPIOBAHHS CYTJIOOOBUM CHHIPOMOM.

VYeci xniHiuHl Gopmu AL-amineioozy oOyMOBIIEHI €1MHNM €TiOIOTIYHUM
YUHHUKOM — B-miM¢ouurapHoo nucKpasi€lo, 1o XapakTepusyerbes (opmy-




BaHHSAM aHOMAJHLHOTO KJIOHY TUIa3MaTHIHHUX a00 B-KIIITHH B KiCTKOBOMY MO3KY,
SAKAH TPOAYKY€E IMYHOTTIOOYIIiHH, IO BOJIOAIIOTH aMiloigoreHHicTio. BimHocHO
OimpIn TOOpOsKicCHa TIpH TepBUHHOMY AL-aMinoimo3i, TTa3MOKITITHHHA JTHC-
Kpasis mpu B-remoOmacTo3zax (MHOXXKHMHHa MiesoMa, XBopoOa BampneHcTpema
Ta iH.) BOJIO/i€ O3HAKAMU 3JIOSKICHOI MyXJIMHH.

AHOMaJbHAN aMiOiMOTEeHHNH KIIOH IDIa3MAaTHIHHUX KIITHH MOXe (op-
MYBATHCS TaKOXK 13 TIa3MOIMTIB, 10 JOKAJII3yIOTHCS 11032 KICTKOBUM MO3KOM,
B IIbOMY BHIAJIKy MO€ PO3BUBATHUCS JIOKAIbHUE aMineioo3, Hatibinbu 6i0omi
Jokanvri popmu AL-aminoioosy — aminoioosz mpaxei, 6pouxis i copmani, a ma-
Kooic ceuosoeo mixypa. Ilonepednuxamu AL-aminoidosy cuyscame JUI (light

chains) MOHOKIOHAILHO20 IMYHO2ROOYNIKY, Yacmiwe A-, pidwe k-munis. Takum
YHMHOM, BHSBICHHS IDIa3MOKIITHHHOI TUCKpasii HEOOXITHO MM MiarHOCTHKH
AL-aMinoino3y, a TakoX 3 METOO OIIIHIOBaHHS HOTO PH3UKY Ta TU(epeHIIHHOT
nmiarHocTuKU. Ockineku it AL-aMinoino3y xapakTepHi OJroceKpeTopHi Mo-
HOKJIOHAJIbHI TamMmararii, HeoOXiJJHO 3aCTOCYBaHHS BHCOKOYYTJIMBHX METOZIB
BU3HAYCHHS MOHOKJIOHAJIBHUX IMYHOIJIOOYINiHIB. 32 OCTaHHI POKM OTpUMaHi
JIaHi 10J10 BUCOKOT MOIIMPEHOCT] OJIIr0CEKPETOPHUX MOHOKJIOHAJIBHUX TraMMa-
nariii cepes; oci6 crapiie 50 pokiB, sKi MO3HAYAIOTH SIK MOHOKJIOHAJIBHI raMMa-
narii HesICHOTO 3HAUCHHSI.

Kainiuni nposisu

Juist smopunnoeo aminoido3y XapakTepHUM € OUTBII paHHIA MOYATOK,
HDK Ui TiepBHHHOTO (cepenHiit Bik 6mm3bko 40 i 65 pokiB BiamoBimHO). [lpu
oMy 80 % XBOPHX 3BEpTAIOTHCS JIO JIIKaps B IIepio/l BAHUKHEHHS MPOTEiHypii
(ITY) i medpormanoro cuaapomy (HC), mo po3BHHYTHCS MICIsI TPHBAJIOTO
nepebiry XpOHIYHOIO 3amalbHOTO 3aXBOPIOBAHHS — PEBMATOIAHOIO apTPHTY,
OCTEOMIENITY, TYOePKY/Ib03y, OPOHXOEKTAaTHYHOI XBOPOOH, MEPIOJUYHOT XBO-
pobu Ta iH. OCHOBHOIO CKapror TakuX XBOPHUX € HAOPSKU Pi3HOT BUPaKEHOCTI
Ta CUMIITOMH, 1110 JAI0Th ITiJICTABH JJIsl BU3HAYECHHS [IbOI'0 3aXBOPIOBAHHS.

Haii0inpm Bakka i pi3HOMaHITHA KIIIHIYHA KapTHHA CIOCTEPIraeThCs
Yy XBOpHUX Ha nepeunnuil AL-aminoidos, Ijs SKOTO XapaKTepHO reHepali3oBaHe
ypakeHHs. [IpOBITHUMH CKapraMi y TaKMX XBOPHX € 3aJMIIKa, SBHUIA OPTO-
CTaTU3My, CHHKOMAJIbHI CTaHH, 3yMOBJICHI TIO€IHAaHHAM aMijIoino3y cepl 1 opTo-
CTaTUYHOI TiIOTEH311, 0JHOYaCHO 3a3BHYAl y XBOPHX CIIOCTEPIraloTh HaOpSKH,
symosneri HC i, MeHIIOI Miporo, HEIOCTAaTHICTIO KpoBooOiry. XapakrepHa
BUpaXeHa BTpaTa Macu Tiya (9—18 kr) BHaciIOK NmopymeHHs: Tpohiku M'si31B
y XBOpHUX i3 Iepu(EepUIHOI0 aMiJIOIAHOIO ToliHeHponaTieo. [HII00 MPUYNHOI0
3HIKEHHS MacH Tij1a € MOTOPHA Jiapesi BHACIIIOK aMiJIOiTHOTO ypayKeHHS Hep-
BOBHX CIUICTiHb KHIIOK a00 iCTHHHOTO CHHAPOMY MOPYIIEHOTO BCMOKTYBAHHS.
IIpu ormsini XBopuX 3a3BHYAil BHSIBIIIOTH 301TBIICHHS NEUYIiHKH 1 CEIE3IHKH.




[euinka mrineHa, 6e300micHa, 3 PIBHUM KpaeM. YpakeHHS HUPOK — IMPOBiIHA
KIIiHIYHA o3HaKa AA i AL-aminoino3y.

Ipu AA-muni aminoioo3zy Hupku 3anyueni 00 NAMOIOSIUHO20 Hpoyecy
npakmuuHo y ecix xgopux, npu AL-muni neghpponamiio susgnaroms y 80-90 %.
Ypaoicenna nupox cnocmepiearoms i y x6opux iz bazamema gopmamu cimerinozo
aminoioosy.

Kniniuno aminoiona neghponamin manidecrye, sk npaBmio, 130JIb0Ba-
Hoto [TV 1 XxapakTepu3yeTbCsi HEYXHIBHO IPOrPECYIOYNM IepediroM 3 mocii-
JIOBHOIO 3MIHOIO CTaJIN:

— IPOTCIHYPUYHA;

— He(pOTUUHA;

— XpoHiuHa HApKOBa HemocTaTHicTs (XHH).

IHomi MoxxomBHi po3BuTok XHH 6e3 monepenasoro HC.

[pu AL-Tumi aminoino3y crafiifHicTh mepediry aminoigHoi Hedpomarii
BUSIBJISIETHCS] MEHII BUPA3HO.

o ocobrusocmetl aminoioozy HUpoK 6iOHOCAMb piOKicmb cemamypii,
Jeukoyumypii, a maxodxc apmepianvhoi cinepmonii (AI), axy nasime npu XHH
giosnauaroms auwe y 20 % npu AA-muni aminoioosy i we piowe npu AL-muni
aminoioosy. HC i eenuxi po3mipu HUpok 36epicalomvcs HAGIMb Npu pO3GUMK)
i npoepecyeanni XHH.

MexaHi3MHU TporpecyBaHHst aminoinHoi Hedponarii 10 TenepilHbOTo
Yacy MOBHICTIO HE BUBUeHi. BioMo, 1110 (yHKIIiS HUPOK MPH aMilnoino3i kope-
JIFOE 3 BUPAXKEHICTIO TYOYJIOIHTEPCTUIIIAIBHOTO YITKOKESHHS, 1[0 BEE 0 PO3-
BHUTKY IHTepCTHIIANEHOTO (hiOpo3y (BUABICHA 3aJIEKHICTH MiX BIIHOCHOIO
IUTOIICIO 1HTEPCTHIIIO, IO KOPEIIoE 31 CTyneHeM (iOpo3y, i KOHICHTPAIi€I0
KpeaTuHiHy B KPOBi, a TaKOX 3BOPOTHIHM 3B'I30K MIX IUIOIICIO IHTEPCTHIIIIO
1 BETMIMHOKO KITyOOUKOBOI (pLIBTpAIlii).

Bupaxenicts (iOpo3y HHPKOBOTO IHTEPCTHUIIIO, B CBOIO UYepry, Kope-
moe 3 BenmuuuHOW [1Y 1 OUIBIIOI MipOIO 3aIeKHUTh B KIJIBKOCTI aMilloimy
B KIyOOYKax, HiX B iHTepcTHIil. 1Ii 1aHi JO3BOISIOTH NPUITYCTHUTH CIUIBHICTH
JIeKUX MEXaHI3MIB IpPOrpecyBaHHs aMijoiiHOi HedpomaTii Ta XpPOHIYHOTO
romepyinoHedputy (XI'H). IleBHuit BHecok y mporpecyBanus XHH y xBopux
Ha aMinoino3 pobutsh i Al', M0 MOCWIOE HasBHE MOIIKOKEHHS KIIyOOUKiB
YHACJIITIOK PO3BUTKY iIIEMIYHUX 3MiH.

Ypasicenna cepysn BiI3HAUAIOTH Yy TIEPEBaXXKHOI OUIBIIOCTI XBOpHX i3
AL-tunom aminoino3y i y yactuau nanieHTiB 3 ATTR-Tumom aminoino3y, mis
AA-Tury aminoinosy 1ei CUMITOM HE XapakTepHHU. Y pe3ynbTati 3aMilleHHs
MiOKapJia aMiTOITHUMH MacaMH pPO3BUBAETHCS PECTPUKTHUBHA KapJiomaris.
KniniyHo BU3HA4aloTh KapAiOMerasiio, paHO PO3BUBAETHCS CEpIieBa HENOCTAT-
HicTb (y 22 % XBOpHX BKe B JIeOI0TI XBOPOOM), sIKa IIBUAKO TPOTPECYE i Maiike
y 50 % marieHTiB, mopsAx 3 apUTMiAMH, OyBae IpUIHHOIO cMepTi. OcobIHMBICTIO



CepIeBOi HEAOCTATHOCTI TPU MEPBUHHOMY aMiIOino3i CIry>XuTh ii pedpakrep-
HicTh 0 Tepamii. [lopymenHs putMy i npoBinHOCTi pr AL-Thmi aminoinosy
PI3HOMaHITHI: MUTOTIMBA apUTMisl, HAANUTYHOUKOBI TaxXikap[ii, CHHIPOM IIe-
pergacHOro 30yMKeHHS IUTYHOUKIB, pi3HI OJOKaaW i CHHOPOM CIabKOCTI CH-
HYCOBOTO By3/1a. BHacmiIoK BIAKIAQACHHS aMiloOigy B KOPOHApHUX apTepisx
MOJKJIMBUH PO3BUTOK iH(ApPKTy MioKapHa, Mo BUABIAETHCSA Ha ayToricii y 6 %
XBOpUX. AMIIOIHI BiIKJIaJCHHS B KIAallaHHUX CTPYKTYpax CHMYJIOIOTH Kap-
TUHY KJanaHHoi Baju. OCHOBHOIO O3HAKOIO aMiJIoifo3y ceplsl Ha eNeKTPOKap-
niorpami (EKI') € 3HmKeHHS BonbTaxy 3yOuiB komrmiekcy QRS. Yacto BusiB-
JSFOTH 1H(papKTONOAIOHMH THI eJeKTpokapaiorpamu. HaiOinpl anekBaTHUM
METOJIOM BHSBJICHHS O3HaK aMiIOIMHOI Kapmaiomionarii BBaxkaroTh ExoKI', 3a
JIOTIOMOTOI0 SIKOT MOKHA J1IarHOCTYBAaTH CUMETPUYHE MOTOBLICHHS CTIHOK IILTY-
HOYKIB, JUJIATALI0 TTepeCcepab, MOTOBIICHHS KIIANIaHIB 3 PErypriTalielo KPoBi,
BUIIIT Y MOPOKHUHI ITEpUKap/Ia, O3HAKU MIACTONIYHOI AUCHYHKIIIT MioKapza.

Cepif03HOI0 MTATOJOTITHOI0 03HAKOIO Mpu AL-THITi aMi0ino3y CITy>KUTh
opmocmamuuna apmepianvha 2inomensis, siKy crocrepiraiots y 11 % xBo-
pUX Ha MOMCHT BCTAHOBIJICHHS [liarHO3y. 3a3BHYaif Ielf CHMITTOM MOB'SI3aHAH 13
JUC(YHKIIIEIO BEreTaTHBHOI HEPBOBOI CHCTEMH (aMiI0i03 HEPBOBHX CIUIETEHB
CYAMH) 1 B B&)XKHUX BHIAJKaX CYINPOBO/DKYETHCS CHHKONAJbHUMH CTaHAMHU.
AprepianpHa rinoTeH3is 0yBae TaKoX y XBOpPHX 3 AA-TUIIOM amijioino3y (Bif-
KJIA/ICHHS aMiJIo1Ny B HATHUPKOBHUX 3aJ7103aX).

Ypasicennsn ouxanvnoi cucmemu vacrime BinzHauaroTh npu AL-tumi,
0COOJIMBO TPH JIOKAJBHOMY TpaxeoOpoHxXialbHOMY BapianTi AL-aminoimosy.
Y OuLIBIIOCTI BHMAIKIB BiH MPOTIKae OE€3CHMITOMHO a00 3 Mi3epPHOIO KIIIHIYHOO
cumnroMatukor. [Ipu AL-Tumi aminoino3y OJHIEIO 3 paHHIX O3HAK XBOPOOH
MOJKe OyTH OXpHILTICTH a00 3MiHa TEMOpY TOJI0CY BHACIHIIOK BiIKIIaJCHHS aMi-
JI0iy B TOJIOCOBHX 3B'SI3KaX, BUIEPEIKAIOUOT0 HOTO MOSBY B TUCTAJIILHUX Bill-
Jinax IUXaJlbHUX NUIXIB. Y JIET€HAX aMiIoi]] BiIKIIQIa€ThCS IEPEBasKHO B aJb-
BEOJIIPHUX TIEPEropojkax (0 MPU3BOAMUTH A0 PO3BUTKY KAILIIO 1 33 HIIKH)
i crinkax cyauH. OnucaHi Takox aTejeKkrasu il iHQIIbTpaTH, 1HOJI MyXJIMHO-
noziOHi, B JereHsx. PeHTreHosoriuHa KapTuHa HecnienuudiyHa, cMepTh Bil
MPOTPECYIOUO0] TUXaTbHOI HEAOCTATHOCTI HACTAE PiKO.

Ypasicenna opeanie mpasnenns cnocrepiraloTsh npu aminoigosi B8 70 %
BUMAJIKIB, MPHYIOMY Y XBOpHX i3 AL- i AA-Tumamu 9acToTa ypakeHHS THX 200
IHIIMX BIUILTIB NTyHKOBO-KHIIKOBOro TpakTy (LLKT) pisna. ¥V 25 % xBopux i3
NEPBUHHUM aMUIOIZ030M BIJI3HAYAIOTH aMIJIOIHE YpPaKeHHsS CTPaBOXOMY, IO
BUSIBIISIETHCSI IEPEBAYKHO UCRATi€r0, sIKa MOXKE OYTH OTHMM 3 PaHHIX CHMITOMIB
3aXBOPIOBaHHS. YPaKEHHS LUIYHKA 1 KUIIEYHUKY MOXKE MPOSBIISITHCS BUPA3-
Kamu 1 nep¢oparii€ero iX CTIHOK 3 MOMKJIMBOIO KPOBOTEUEIO, a TAKOXK IPEIiIopHy-
HOIO OOCTpYKIIi€I0 MITyHKa 200 MEXaHIYHOIO KUIIKOBOIO HEMPOXIIHICTIO Yepes



BIAKJIaACHHS aMiJIOITHUX Mac. Y XBOPHUX 3 NEPEBAXKHHM yPaKCHHSAM TOBCTOT
KAIIKA MO>KJIMBA T0s1Ba KIIHIYHUX CHMIITOMIB, IIIO iIMITYIOTh BUPA3KOBHH KOJIIT.
Haii0inpm yacTiM MITYHKOBO-KHAIIIKOBHM TIposiBoM AL-aminoino3y, mo Big3Ha-
qaeThesl Maixke y 25 % marieHTiB, OyBae Ba)kKKa MOTOpHA Jiapesi 31 BTOPUHHUM
MOPYIICHHAM BCMOKTYBaHHS. MOIIMBOO MMPUIMHOIO TSHKKOI iapel mpu HbOMY,
mopsiA 3 1HQUIBTpAIli€0 KHUITKOBOi CTIHKH, B TOMY YHCIi BOPCHH, € aMiJIOif
y XBOpHX 3 AL-THIIOM aMinoino3y BHaCIiIOK AMCHYHKIIT BEreTaTHBHUX HEPBOBHX
cruieTeHb KuiedHUKy. CripaBxHiH CHHIPOM HOPYLIEHOTO BCMOKTYBAHHS PO3-
BUBA€ThCs NpUOIN3HO y 4-5 % xBopux. [Ipu AA-aminoino3i i cCMMITOMH iHO-
JIi TAKO’K MOJKJIMBI, B TOMY YHCIIi SIK €TUHUIA KIIHIYHUIA POSB aMiJIOi03Yy.

Ypasicennn neuinku npu AA- i AL-Tunax aminoinosy crioctepirarotb mpak-
Tiyao B 100 % BHMaAKiB, MpH FOMY 3a3BHYAll Bi3HAYAIOTH HEBEIHKE 301716~
IICHHS TEYiHKHM 1 3—4-KpaTHe MiIBUINCHHSA Y-TIIOTAMUIIENTHIA3N Ta JIy>KHOL
¢docdarazu (JID). Baxkke ypakeHHS NEUIHKHA 3 BHPAKCHOIO TeIaTOMETAIIEI0
1 pO3TOPHYTUMH O3HaKaMH Ba)KKOTO XOJIECTa3y BIA3HAYAETHCS 3HAYHO piJie
(15-25 % xBopux) i Oimbm xapaktepHo a1 AL-aminoinosy. HesBaxaroun Ha
BHpa)KCHY TeIaTOMETaNifo, (QYHKIiS ITeUiHKH JacTille 3aJMIIAEThes 30epeiKeHOIO.
PinxicHOIO 03HAKOIO aMiOiNO3y MEYIHKH € BHYTPIIIHBOIEYIHKOBA MOPTaIbHA
rinepTeHsis, ska MOXKe MOEIHYBATUCS 3 BUPAKECHOIO YKOBTSHHLICIO, XOJIECTa30M,
nieyinkoBoto HenoctaTHicTio (ITH) 1 cBiguuTh Mpo 3aJaBHEHE YpaXKeHHS MEUiHKH
3 PU3UKOM CTPaBOXiJHOT KPOBOTEUi, MEYIHKOBOI KOMU. [IpH jeskux BapiaHTax
cimeriHoro ACys-amiJioizo3y orMcaHi BaXKKi CIIOHTaHHI BHYTPIIIHbONEYIHKOBI
KpOBOTEUi.

3binvuenns cenesinku, 0OyMOBJICHE aMiJIOITHIM YpaKCHHSIM, BHHAKAE
y OLIBIIOCTI XBOPHUX 1 3a3BUYAil CYNMpPOBODKYE 30ibIIeHHS MediHKH. CIUIeHo-
Merajisi MOXe CYIPOBOKYBAaTHCS (QYHKIIOHATHHUM TiMOCIUICHI3MOM, IO
MPU3BOANTE 10 TPOMOONHTO3Y, PIIKICHUM IPOSBOM AaMiJIOigO3y CeJe3iHKH
OyBae ii CIOHTaHHUIT PO3PUB.

Ypasicennn nepeoeoi cucmemu, npencraBieHe CUMIITOMAMHU rnepude-
pudHOi HelpomaTii Ta BereTaTUBHOI TUc(yHKIT, Biq3HadatoTs ¥ 17 % XxBopux
3 AL-Tumnom aMinoino3y i y mari€eHTiB i3 CIMEHHOIO aMiJIOifHOI0 HeWpomaTiero
pizaux tumiB (ATTR, AApoAl Ta in.). Kiiniuyna xkapTuHa HeliponaTii npu BCixX
TUIAX aMiJIoiZo3y NPaKTHYHO OJIHAKOBA, OCKUIBKM 3yMOBJIEHa MOJIOHMMHU
mporecaMu: B TEPIIy Yepry ICTCHEpAIli€l0 MI€NIiHOBOI OOOJIOHKHA HEPBIB,
a TaKO)K KOMIIPECI€I0 HEPBOBUX CTOBOYPIB, BIIKIAJICHHIMHU aMUIOIy Ta ilIeMi€lo
B PE3yJIbTATI aMUIOIMHUX NEMO3UTIB y CTIHKAaX CYIOWH. Y OUIBIIOCTI BUIAIKIB
BUHMKAE JMCTAaJIbHA CUMETPUYHA HEBPONATISl 3 HEYXWIBHUM IPOTPECYBaHHSM.
VY nebroTi ypakeHHs HEpPBOBOT CHCTEMH CIIOCTEPIraloTh TOJIOBHUM YHHOM CEH-
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COpHI TIOPYIIEHHS, B IIEPIIy 4epry OOIBOBOI i TeMIIepaTypHOi Yy TIMBOCTI, ITi3-
Hilre BiOparmiifHoi i MO3MMiIHHOI YyTIMBOCTI, IPUETHYIOTHCS PYXOBi MOPYIICH-
Hi. Tpodidni po3maan HpOSBIIOTECS 3HIDKCHHIM MacH Tija. PaHHIMH cumm-
ToMaMHu Helpomatii OyBaroTk mapectesii abo OomicHi Am3ecrtesii (OHIMIHHS).
HwkHi KiHIIBKY BTATYIOTHCS B TIATOJIOTIYHUHN MPOIIEC YacTille, HiXK BEPXHi.

uchynkuyii sezemamuenoi nepeoeoi cucteMu 4YacTo MaHI(ECTYIOTh
OPTOCTAaTHYHOIO TIMOTEH31€r0, 1HOJ1 3 HEMPUTOMHHUMH CTaHAMH, Jliapeero, Mo-
pYLIEHHSM (QYHKIIi CEYOBOr0 MiXypa, IMIOTEHIIEIO Y YOJIOBIKIB.

VY 20 % xBopuX i3 AL-TUIIOM amiJIoino3y BUSBISIOTE CUHOPOM 3an'ach-
H020 Kanasy, 0OyMOBJICHOTO 3/1aBIIOBAaHHSIM CEPEIUHHOTO HEpBa B 3aIl'SICTHOMY
KaHaJl aMiJIoiZloM, 110 BifKiIaBcs y 3B'si3kax 3am'scts. KuiHiuHO niel cuHapom
TPOSIBIIIEThCS IHTCHCUBHUMH OosiMu 1 mapecte3ismu B [-III manmpmax xucti
3 IOCTYIOBOKO aTpodiero M's13iB TeHapa. [0 0coOIHMBOCTEl CHHIPOMY 3aIl'ICTHOTO
KaHay TIPH TiaTi3HOMY aMiJI0ino3i BITHOCATH HOTO IepeBaKHUI PO3BUTOK HA Tii
pyui, ne chopMoBaHa QicTyna, a TAKOXK MOCWICHHS OO0 i Yac Mpoueaypu
remomianizy (I'J]), MOXIHBO, B pe3yibTaTi pO3BUTKY (PCHOMEHY OOKpagaHHS,
IHAYKOBaHOTO (PicTyIIOk0, IO MPU3BOAUTS JIO iMIeMii CepeJMHHOTO HEpPBA.

Ypascennn wkipu cnoctepiratots maibke y 40 % xBopux 3 AL-ami-
noino3oM. [ HBOTO XapakTepHa pi3HOMaHITHICTH IPOSIBIB, BKJIIOYAIOYH T1a-
paopOiTtansHi remoparii (maroraoMoniuHi st AL-aminioino3y), o BUHHKAIOTh
Npu HalMeHIIid Harpy3i (Kamenb, HaTyXyBaHHs). OnucaHi TakoX Marmyiy,
OnsIky, By37H, Oyne0anIkoBi BucuaHHsa. Hepifko croctepiraroTh iHAypario
MIKipH, aHAJOTIYHY CKIIEpOAepMiuHiil. PinkicHIM BapiaHTOM ypaskeHHS MIKipH
npu AL-Tumi aminoigo3y ciry:kaTh HOPYIICHHS HMirMeHTamii (BiJ BUPaKEHOTO
MOCWJICHHS JT0 TOTAJIBHOTO ANb0iHI3MY), aJomelist, TpO(iuHi MOPYIIECHHS.

Ypaswcenna onopno-pyxosozo anapamy pinko (y 5-10 % Bumankis)
BUHHKA€E Y XBOPHX 13 AL-Tunom aminoino3y (BUKIIOYa0YH KiCTKOBI 3MiHH NPU
MiesoMHil XBopoOi). [Ipy koMY XapakTep TKaHHHHOT'O BiJIKJIaJCHHS aMiloiny
CXOXHH TIpr 000X IMX THIAX aMiJIOIN03y: aMiJoil BiAKIaNa€eThCs B KiCTKaXx,
cyryio00BOMY XpsIIli, CHHOBI, 3B'sI3Kax 1 M'sI3ax.

AMinoioni eioknadennsa é m'azax dactiiie criocTepiraroTb npu AL-ami-
noino3i. Bonu nposiBisroTecs nceBporineprpodieto (rineprpodoBaHuii M's130-
BUI1 penbed Npu 3HAYHOMY 3HIDKEHHI M'30BOi CHIIN) a00 aTpodieto M's3iB, 0
YTPYAHSIOTH PYXH, M'SI30BUMH OOJISIMH.

Makpoznocia — aTOrHOMOHIUYHMK cuMnToM AL-Tuny aminoinosy, mo
Bij3Ha4aeThCs MprOIM3HO y 20 % malieHTiB, 3yMOBICHUH BUPa)KEHOIO 1H(1Ib-
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Tpamiero M'A3iB aMinoimoM. Y BaKKMX BHIMAAKaX MAKPOTJIOCiS YCKIATHIOE HE
TIIBKH TIPUHOM TKi 1 MOBJICHHA (SI3MK MOJKE HE 3MEHIITYBATHCS B POTOBiil 1mO-
POKHHHI, XBOpPi 9acTO IOTEPXYIOTHCS, MOBa CTa€ HEWICHOPO3AUIBHOIO), aje
1 IPU3BOIUTH 10 OOCTPYKLii AuXxanpHUX nULiXiB. [lpm AA-aMinoinosi BoHa He
PO3BUBAETHCA.

Cepen iHIIMX OpPraHHHMX YypaXKeHb NPHU aMiJOifo31 BIIOMI ypasceHus
wumonooionot 3a103u 3 PO3BUTKOM KIIHIYHOI KapTHHH Tinotupeosy (mpu
AL-THni aminoinosy), HaOHUPKOGUX 34103 3 TIOSBOIO CUMIITOMIB HEZOCTATHOC-
Ti (vacrime npu AA-TUMI aMinoino3y), eK30KPUHHUX 3A103, IO IPUBOAUTH 110
BUHHMKHEHHSI CyXOTr'0 CHHJIPOMY, JiMghadenonamin. PinKicCHUM, ONIMCAaHUM NIpU
AL- ta ATTR-Tunax nposiBoM aMiioizio3y OyBae ypascents oueil.

KriniuHa xapTHHA HITUX THITIB aMiJIOif03y Bapiroe 3aJeKHO Bil OCHOB-
HOI JTOKaJTi3amii i HOMHUPEHOCTI aMiJIOiTHUX JETIO3UTIB, SKi 1HOMI MOXYTh OyTH
3HAYHUMU 1 HaraxyBaTH npossu AL-aminoinosy.

JlikyBaHHS

3a cydyaCHHMU YSBICHHSAMH, MeMOw mepanii 6y0b-s1K020 muny aminoi-
003y € 3MeHULeHH s (A00, AKWO MONCIUBO, BUOANICHHS) KIIbKOCI DLIKIG-nonepeo-
HUKI@ 0711 M020, wjob ynogirehumu ado 3YNUHUMU NPOSPeCcY8aHHA X80POOU.
HecripusitnuBuii NporHo3 npu MpupoaHOMY nepebiry aminoinosy BUIIPaBAOBYE
3aCTOCYBAHHS arpeCUBHUX METO/IIB JTIKyBaHHS.

KiiHiYHE MOJNIMIIEHHS, IO JOCATA€ThCS 3a JONOMOIOK JIIKYBaHHS,
BKITIOYa€ cTabimizalfiro ab0 BiTHOBICHHS (YHKIIIT )KUTTEBO BaXKJIMBHUX OPTaHIB,
a TaKoXX 3armo0iraHds (PyHKIIOHANEHAM TOPYIICHHSIM 31 301TbIIEHHSIM TpHUBa-
JIOCTI )KUTTS XBOPHX.

MopdomnoriuauM KpuTepieM eQeKTHBHOCTI JIIKyBaHHS BBaXKarOTh 3MEH-
LIEHHS BIJKJIAJICHHS aMiJIoiqy B TKaHWHAX, IO B JAHWH Yac MOKHA OLIHHTH,
3aCTOCOBYIOYH PAaJiOi30TONMHY CHUHTHTPadit0 3 CHPOBATKOBHM aMiJIOiTHUM
P-koMnoneHTOM.

KpiM OCHOBHHMX aHTHaMIIOIIHMX TEPANEBTHYHHUX PEXHUMIB, JIKyBaHHSI
MOBUHHO BKJIIOYATH CHMIITOMATHYHI METOJH, CIPSMOBaHI Ha 3MEHIICHHS BH-
PaXEHOCTI 3aCTiHHOI HETOCTATHOCTI KPOBOOOITY, apuTMii, HaOPSAKOBOTO CHHJ-
pomy, Kopekuito Al i rimoreHsii.

JlikyBaHHA AA-THITy aMiJI0ig03y

Memoro mepanii 6mopunH020 aminoioosy Ciyicums NPUSHIYEHHs NpOo-
Oykyii binka-nonepeonuxa SAA, MO NOCATAIOTH JIIKyBaHHIM XPOHIYHOTO 3ara-
JICHHS, B TOMY YHMCJI XIpYpriYHUM IUIIXOM (CEKBECTPEKTOMIs IPU OCTEOMIENIT],
BU/IQJICHHS YacCTKH JIET€Hi MpH OPOHXOEKTaTHUHIM XBOp0oOi), MyXJInuHH, TyOep-
Kynb03y. Oco0iBe 3HaYeHHS B JaHUH 4ac HaJaloTh JIIKYBaHHIO PEBMATOiJHOTO
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apTPUTY, BPaxXOBYIOUH HOTO JIIUPYyIOUe MOJOKEHHS cepel NIPUYMH BTOPHHHOTO
aminoino3y. basnucHa Teparris peBMaToOiTHOTO apTPUTY IUTOCTaTHIHUMH JIiKap-
CBKUMH 3aC00aMH — MemompeKcamom, Yukiogocghamioom, X1opamoyyuiom, mo
MPU3HAYAETHCS HA TPUBAIWH TepMiH (Olpime 12 Mic), cipuste O6ibm piaKicCHOMY
PO3BHUTKY aminoino3y. Y MamieHTiB 3 yKe PO3BUHCHHM aMiJIOiZJ030M JIiKyBaHHS
IUTOCTATHKAMH JIO3BOJISIE B OLUTBIIOCTI BHUITAIKIB 3MEHIIINTH KJIiHIYHI TIPOSBH aMiJIo-
innoi Hepponarii — 3un3uty [1Y, kynipysaru HC, crabinizyBary ¢yHKIi HUPOK.
VY yacTHHM NalieHTiB BAAEThCS 3anodirtu po3sutky XHH abo crioBinbHuTH 11
MPOTPECYBaHHs, 10 CYTTEBO MOJiNuIye nporuo3. [Ipo edekTUBHICTH JiKyBaHHS
IUTOCTATUKAMU CBITUUTH TAKOX HOopMalizailis konueHrpaiii CPB B kpogi.

3aco0om BUOOpPY s JTiKyBaHHS AA-aMijioino3y Mpu NMepioguyHiid XBo-
pobi € xoaxiyun. Ilpu fioro mocriitHOMy MpuUiioMi MOKHA TOBHICTIO PUITMHUTH
PEIHINBY HamaiB y OUTBIIOCTI XBOPHX 1 3arallbMyBaTH PO3BUTOK aMiJOiH03y.
[Ipu po3BHHEHOMY aMiIOIN031 TPUBAINH, MOKINBO, JOBIYHHNA MPUHOM KOJIXi-
UHY B 1031 1,8—2 Mr/mo0y mpu3BOIUTE A0 peMicii, 0 BUPAXKAETHCS B JIKBi-
nmamii HC, 3smeHmmenHi abo 3auKkHEHHI [1Y y XBopuX 3 HOPMalIbHOIO (DYHKITIE0
Hupok. [Ipu HasBHOCTI XHH nouaTkoBy 103y JKapChKHX 3ac00iB 3MEHIIYIOTh
3aJICKHO BiJ BEIMIMHU KITyOOUKOBOI (pibTpallii, Xo4a Mpy 3HIKCHHI KOHIICH-
Tpauii KpeaTHHIHY B KPOBI MOXKJIMBE IiJIBHLICHHS 103U 10 craHgapTHoi. Koi-
XIIMH TaKOX 3amo0irae peruIuBy amiloino3y B TPaHCILUIAHTOBAHIA HHPII.
XBopi m00pe mepeHocaTh AaHuii Jikapcbkuid 3aci6. [Ipu po3BuTky amcnerncii
(HaitOinpI yacTHi NOOIYHUN eeKT KOJXIIMHY) HEMae HeOOXIIHOCTI y BiAMIHI
JKapChKHX 3ac00iB, OCKIJIbKM BOHA, SIK IPABUIIO, 3HUKAE CAaMOCTIHHO abo npu
3aCTOCYBaHHI (DEPMEHTHHX TNpenapaTiB. AHTHAMITIOITHHN e(pEeKT KOJMXiIUHY
3aCHOBaHHMI Ha HOT0 31aTHOCTI B eKCIIEPUMEHTI MPUTHIYYBATH TOCTPOha30BUi
cuHTe3 Oinka-monepeanuka SAA, OJOKyBaTH yTBOPEHHS aMilIOiAIPHCKOPIOKO-
yoro (akropa i rambMyBaTH YTBOpPeHHS (hiOpmi aminoingy. Skmio edhekTHBHICTD
KOJIXIIIMHY TIPY aMiJIoifio3i B paMKaX MepioJrnyHOi XBOpOoOH HE BUKIIUKAE CyM-
HIBiB, TO pe3yJbTaTH HOro 3aCTOCYBAaHHs Y XBOPUX 31 BTOPHHHUM aMilIOiZ030M
HE OJHO3HAYHI.

Kpim konxiuuny, npu AA-THI aMmisioio3y 3aCTOCOBYIOTb OUMEMUICY b~
¢hokcuo, BiH BUKJIHMKAE pe30opOIlit0 aMUTOITHUX BiJKIaJeHb. BUKOpUCTOBYBaTH
Horo HeoOXiTHO y BUCOKHUX n03ax (He meHie 10 r/moly), mo oOMexeHo yepes
BKpail HEIIPUEMHUH 3anax.

CydacHUM MperapaToM, CIPSMOBaHUM Ha Pe30pOIliio aMinoiny, € ¢io-
puaexc, HOT0 3aCTOCYBaHHS BHUIIPAaBJaHE B SIKOCTI JOIOBHEHHS JI0 OCHOBHOI
Tepartii nepeyo4oro 3aXBOpIOBaHHS a00 JIiKyBaHHS KOJIXII[THOM.

JlikyBannsa AL-Tuny aminoinosy

IIpu AL-Tuni aminoinosy, sk i Ipu Mi€JIOMHIH XBOpoOi, MeTa JTiKyBaHHS
HOJIATaE y NpUTHIYeHHI npoiideparii KJIOHy MIa3MaTHYHUX KIITHH JUIsS 3MEH-
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mIeHHS npoxykuii serkux janmioriB (JUI) imyHormoOymniHiB. L{poro mocsraroTs
IUIIXOM TIPH3HAYCHHS Menghanany B TIOETHAHHI 3 MPEAHI30I0HOM, OUIBII edek-
THUBHO TIO€AHAHHS Men(aliaHy 3 JeKCaMeTa30HOM Y BEeNHKil 1o3i. OmgHak TprBaie
(me meHm 12 mic) mikyBaHHS MO)KHA MPH3HAYATH HE BCIM XBOPHM, OCKUIBKH
HPOTpecyBaHHs XBOPOOU MOXKE BUIIEPEIKATH TOCSATHEHHS IIO3UTUBHOTO e(EeKTy
Mendanany, KA Mae MICTOTOKCHYHI BIACTUBOCTI, IPUBOJUTH JO PO3BUTKY
TOCTPOTo JeliKo3y abo MienoaucIuiasii.

B ocraHHI poKH HiITBEPIUB CBOIO €(EKTUBHICTH IHTIOITOp NIpoTEacoM
bopmesomi6 (Benkeiin). OcHOBHA mepeBara 60pTe30MiOy MOB'sI3aHA 3 MOXKITHU-
BICTIO JIOCSTHCHHS IIBHKOI FeMATOJOTIYHOT peMicii.

ITo Mipi HocsITHEHHs peMicii y JAeSKUX XBOPUX 3aCTOCOBYIOTH XiMiOTe-
pamito (XT) BUCOKHX 1103 i3 HIATPUMKOIO AYMOAOSIMHUMU CIMOBOYPOSUMU KIli-
munamu. XBOPEM BHYTPIITHBOBEHHO BIMBAIOTh MendamaH y 1031 200 mr/m?
MMOBEPXHI TiNla 3 MOJAJBIINM BBEJCHHAM ayTOJOTIYHUX CTOBOYPOBUX KJIITHH
(CI 34+) xpoBi. AyTonoriuHi cToBOYypOBi KIITHHH OTPHUMYIOTH METOIOM JICHKO-
(epe3y KpoBi XBOPOTO MICIs MOIMEPeaHbOl IX MoOumi3amii 3 KiICTKOBOTO MO3KY
IiJ BIUIMBOM BBEICHOTO 330BHI I'PAHYJIOLHUTAPHOTO KOJOHIECTHMYIIOIOYOTO
¢akropa. [Ipu pereapHOMY MigOOpi XBOPUX 3 BUKIIOUCHHSIM IPOTHUIIOKA3aHb
1o 11i€ei Teparii edekt oTpumMyroTh y 60 %.

XBOpHM 13 KIIHIYHUMH CUMITOMaMH aMiJIOif03y Ceplisi, OPTOCTATUIHOO
rinoTeHsi€lo, Aiapeero, HassBHICTIO IUTYHKOBO-KHIIKOBUX KPOBOTEY B aHAMHE31,
a Takok 0cobaM BikoM 70 POKIB 3 aMiJIOIIHUM ypakKeHHsIM JBOX 1 OUIbILIE CUCTEM
opranizmy npoBezieHHs1 X T BUCOKHX 103 HE PEKOMEHIyeThesl. Baxkkuii arpany-
JIOITUTO3 Ta iHIII YCKJIQTHCHHS IIi€] Teparlii CyTTEBO OOMEXKYIOTB 11 3aCTOCYBaHHSI.

[IpoBoAATE TaKOX JKYBaHHS manioomioom abo aenanioomioom. bescym-
HIBHIMH O3HaKaMHU €(QEeKTHBHOCTI Teparrii depe3 12 mic € 3MeHIIeHHs MpoTei-
nypii (ITY) na 50 % 6e3 nopymenus (yHKIINH HAPOK, HOpMai3alis/cTadimizarmis
KOHIICHTpAIlil KpeaTHHIHY B KPOBI, MiABUIICHOTO JI0 TIOYATKY JIIKYBaHHS, 3HUK-
HEHHS CHUMIITOMIB HEJIOCTAaTHOCTI KpOBOOOITY, a Takok 3MeHIIeHHS Ha 50 %
PIBHS MOHOKJIOHAJILHOTO IMYHOTJIOOYJIIHY B KPOBIi Ta cedi. 3aCTOCYBaHHS KOJI-
XIIMHY [UIs JIiKyBaHHsE AL-THIy amisioino3y Hee(heKTHBHO.

3amicHa HUpPKOBa Tepamnist

Ockinpkn XHH € oani€ero 3 OCHOBHHMX MPHYUH CMEPTI XBOPHUX Ha CHC-
TeMHUH aMinoino3, nposeneHHs remoxianizy (I'/]) abo mocriitHOTO aMmOynaTop-
Horo nepuroneansHoro giamizy (ITAITJ]) mo3BoJIste MOMIMIIMTH TPOTHO3 Y LIUX
namieHTiB. BmwkuBaHicTs npu npoBeaeHHI [/, He3aJIe)KHO BiI THITY aMijoino3y,
MOPIBHSAHA 3 BIDKUBAHICTIO MAIIE€HTIB 3 IHITUMH CUCTEMHUMU 3aXBOPIOBAHHIMH
Ta nykposum aiaderom (LII). ITpu 1poMy xopouly i 3a70BiIbHY peadiiTamito
Bi3Ha4a0Th Y 60 % marrieHTiB 3 AA- Ta AL-THnamMu XBOpoOH.
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YpaxeHHs cepus i cyauH OyBa€ OCHOBHOIO NMPUYHHOI CMEPTI XBOPUX
Ha aminoino3 npu nposexeHHi ['J]. TIAII/] mae meski mepesaru mepexn I'/], oc-
KiJTbKH HEeMa€e HeOOXiIHOCTI B MOCTIHHOMY CyOMHHOMY IOCTYII, MEHIIE PU3UK
apTepiaibHOI TIMOTEH3il Mg Yac MpomexypH niamsy, a y xBopux 3 AL-tumom
aminoino3y minx yac mpouenypu MoxiauBe BumaneHHs JIJI imyHormoOymiHiB.
Tpancmnmanranis aHupku (TH) omHakoBo edekTHBHA MPH 000X THIIAX CHCTEM-
HOTO aMioino3y: S-piuHa BH)KMBAHICTh XBOPHX 1 TPAHCIIAHTAaTa CTAHOBUTH 65
Ta 62 % BIAMOBIJHO 1 MOPIBHSAHA 3 TAKUMH MOKa3HUKaMH iHIIUX TPYN XBOPHX
3 XHH. TH mokazaHa XBOpHUM 3 MOBUIBHUM NPOTPECyBaHHAM amisioizo3y Oe3
ypakennst cepus 1 IIIKT. Aminoino3 y TpaHCIsIaHTOBaHiM HUPILI BHHUKAE, 32
pi3HUMH HaHuMH, npuOau3HO y 30 % XBOpHUX, OJHAK BiH € MPUYMHOIO BTPATH
TpaHCIUIaHTaTa Juiie y 2—3 % Naui€HTiB.
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