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MHUHHUCTEPCTBO 3A 3JPABCTBO

Bp3 ocnoBa Ha unen 27 craB (1) ox 3akoHOT 3a 3apaBcTBeHaTa 3amrTuta (,,Ciry>)k0eH BECHHUK
Ha PemyOimka Maxkenonwmja™ Op. 43/12, 145/12, 87/13, 164/13, 39/14, 43/14, 132/14, 188/14,
10/15, 61/15, 154/15, 192/15, 17/16, 37/16 u 20/19 u ,,Cnyxx6eH BecHUK Ha PenmybOnuka CeBepHa
Maxkenonumja“ 6p. 101/19, 153/19, 180/19, 275/19, 77/21, 122/21, 178/21, 150/22, 236/22,
199/23, 236/23, 263/23, 30/24, 74/24 u 170/24), MUHUCTEPOT 3a 3APaBCTBO JIOHECE

YIHATCTBO 3A IPAKTUKYBAILE HA MEJUIIMHA 3ACHOBAHA HA JIOKA3H 3A
JANJATHO3A, JIEKYBAIGE U CJIEJEIBE HA TAHIUEHTU CO PAMUIINJAPHA
AMMWJIONIHA ITOJIMHEBPOITATHUJA

Yien 1
Co oBa ymarcTBO Ce IMPOMHIINYBa HAYMHOT HA JMJarHOCTUILIUPALE, JIEKYBAkhE U CIICICHE Ha
MaIUEeHTHTe co (pamMuiujapHa aMUIOUHA TOJIMHEBPOATH]a.

Yien 2
HaunHoT Ha nujarHOCTHIIMpame, JIEKyBalbe U CIEACHEC Ha NaIlMeHTUTE Cco (aMuiIrjapHa
aMIJIONTHA TTOJTMHEBPOIIaTHja € AaJIeH BO MPUIIOT, KOj € COCTAaBEH JIe Ha OBa YIaTCTBO.

Unen 3

31paBCTBEHUTE PaOOTHUIM U 3IPABCTBEHUTE COPAOOTHHUIIM ja BPIIAT 3/paBCTBEHATA JIEJHOCT
3a NUjarHOCTUIUpPAlkE, JIEKyBalke U CIeACHhe Ha MalMeHTuTe co (paMuaujapHa aMHUIOHWIHA
MOJIMHEBPOIIaTH]ja 110 TIPABUIIO COTJIACHO OBA YIAaTCTBO.

ITo uckimy4ok on ctaB 1 Ha OBOj UJieH, BO MOSUHEUHHU CIy4YaH MO OLEHKA Ha IOKTOPOT MOXKE
Jla ce OTCTamu O] OJpeA0UTe Ha OBa YMAaTCTBO, CO COOJBETHO NMHCMEHO O0pa3lioKeHHE 3a
MPUYMHUTE U ToTpebaTa 3a OTCTAallyBamke U CO MPOIEHKA 32 HATaMOIIHUOT T€K Ha TPETMAaHOT,
IpH MTO OJl CTpaHAa HAa JOKTOPOT TOA COOIBETHO CE€ JIOKyMEHTHpa BO MUCMeHa (opma BO
MEIUILMUHCKOTO JOCHUE Ha MAlUEHTOT.

Unen 4
OBa ymarcTBO BJIETYBa BO CHJIa HApEIHHOT JCH O] JEHOT Ha 00jaByBameTo BO ,,CIy:KOEH
BecHUK Ha Peny6iinka CeBepHa Makenonuja®.

bp. 10-8919/1
4 cenrempu 2025 roguHa Munucrep,
Ckorje Azup Ay, c.p.
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[Ipusor

JAHUJATHO3A, TEKYBAIBE U C/JIEJEIGE HA ITAIIMEHTH CO
PAMUIHJAPHA AMUTOUAHA ITIOJTUHEBPOIIATH]A

. BoBen

. Jlujaraoza

. [IponieHKa H eBa/Iyalnyja Ha TaHEHTHTe
. IIpenopaku 3a TpeTMaH

UL W N =

. llpornoza

QPaMuaMjapHa aMHJIoHJHa NoJjHHeBpomaTHja (PAIl) e peTka, HacjielHa HeBpoJereHepaTHBHa 6ojecT
npesH3BHKaHaA 04 MyTanuu Bo TTR (TpaHCTHpPeTHH) T€HOT, KO A0BeAyBaaT A0 HpojyKnuja Ha uamenetu TTP
NPOTEHHH BO IMPHHOT Apo6 (HOcAYH HA BUTAMHHOT A M THpOKCHH). Kako pesyjaTar Ha HHBHOTO TOTPELIHO
CBUTKyBamhe ce ¢opMupaar ¢ubpuan (IpoTeHMHCKH HUIIKH) KOH ce TajJokaT KaKo aMHJIONJHH JeNOo3HTH BO
pas/AMYHH TKHBa, MY/JITHCHCTEMCKH €O IOC/AeJAHYHO Haju3pa3eHO Tajdokeme Ha aMHJIONJAHH HacjJarl BO
nepudepHHTe HEPBH U CPLETO, IITO PE3yJATHPA CO IPOrpecHBHA HEBPONaTHja U KapAHOMHOIaTHja.

Bo 3aBHCHOCT 0] peHOTHICKATA IpeJOMHHANHja H JOMHHAHTHATA KIMHHYKA eKcIpecHja (Bepudunupana co
AWjarHOCTUYKHTE ajJaTKH) ce Hpello3HaBa KaKo NMOJHHeBpolaTHja (Io3HaTa Kako ¢aMH/IHjapHa aMHJIOMJHA
nosuHeBponarnja-ATTP-PAIl) wninm Kako KapJuoMHomnarhja (Ho3HaTa Kako ¢aMHIHjapHa aMHJI0HHA
kapguomuonaruja-ATTP-KM). Kaj norosieMuor 6poj Ha arHeHTH ce perHcTpHpaaT CHMITOMH U 3HANH Ha obeTe
Hapy1lIyBarba, 0JHOCHO HHBOJIBHPAHOCTA € Ha /[BaTa CHCTEMH.

TpaHCTHUPeTHH aMUJIOHJAHA HOJNHEBPONaTHja KINHHYKH ce MaHHpecTHUpa MOYeTHO co GujaTepaleH Kaphasl
TyHeJ M Toc/eJoBaTe/]Ha IporpecHBHA CeH30pHa M MOTOpHaA IoJHHEBpoIlaTHja H aBTOHOMHa HeBpolaTHja
(racTpoHHTeCTHHAIHY MaHH pecTari).

TpaHCTHpeTHH aMIJIOHJHA KapAHOMHONATHja KJAHHHIKH ce MaHH(ecTHpa cO KapaKTepHCTHKH Ha cpleBa
crabocT M codyyBaHa ejekIUOHA ¢pakiuja, xunepTpoduja Ha JeBaTa KOMOpa, APUTMHH, aBTOHOMHA
MaHHdecTanmuja (opTocTarcka XWMOTeH3Wja) OJAHOCHO cO 3HaW Ha xuneprpodudna/mHGUITpaTHBHA
Kap/JHOMHOIATHja.

damuanjapHaTa aMmiIonJHa nmoauHeBponaruja (PAII) e mporpecHBHA U MOTEHIHjATHO daTansHa 60JeCT, HO
NporHo3aTa 3HAUYMTEJHO BapHpa BO 3aBHUCHOCT O MyTallijaTa, Bo3pacTa Ha IOYeTOKOT Ha CHMITOMHTE U
JocTalHOCTa Ha TpeTMaHoT. Co BOBe/lyBamheTO Ha HOBH TepalliH, IPorHo3ara JieHec € MHOTY I0Z00pa OTKO/IKY

BO MHHATOTO.

- TeHeTCcKO TecTHpamwe: [lorBpaa Ha MyTanuja Bo TTP rexor. ['eHeTcKO TecTHpambe (CeKBEHIHOHUpAIhe Ha

TTP reHoT) U reHETCKO COBETYBaIbe ce H3Be/yBa Bo JabopaToprjara 3a reHeTcKo TecTHpaibe Bo MakegoHckaTa

aKaJeMHja Ha HayKH U yMeTHOcTH (MAHY), mpH 11T0 ce £061Ba NOTBpJa WK 0T dpJarke 3a TOcToeh e Ha MyTanyja

Ha TTP renot. /loKo/Ky e pe3yJaTaroT NO3UTHBEH 3a MPHCYCTBO Ha daMmuInjapHa HacieaHa ¢opma Ha ATTP ce

JAaBa coBeT 3a reHeT CKO TecTHpamhe Ha WICHOBHT e Ha paMuInjara.

Bo Peny6.mka CeBepra Makesonunja 1o cera ce JeTeKTHpaHH 2 THIIA HA AT OTeHA BapHjaHTa Ha reror 3a TTP:

v" Glu89GIn (MakeJOHCKa HATMOHAMHOCT, UMA €HAEMCKH KapaKkTep BO HCTOYHHOT Ael Ha PCM KOH rpaHunara
co Peny6sinika byrapmnja),

v' Phe33Val (an6ancka HAMUOHATHOCT, BO 3alla[HHOT JieJI Ha 3eMjaTa KoH rpanunara co Peny6anka KocoBo).

= Buoncuja (Ha HepB, cple, 5y6per): [loTBpa HA aMUJIOUJHH HACAATH (IOMA/IKY Ce IPUMEHYBA KaKO alaTKa
3apaJiil MOKHOCTHUTE €O I€HeTCKOTO TecTHpale H HHBa3UBHOCTA Ha IpolieJypara),

= HeBpo/OWKH Nperjie U HCUTYBamwa: Exnexktpomuorpaduja (EMI), TecT Ha cIpoBOAMIMBOCT HA HEPBHATE U
CYAOCKEH.

» Kapauoiowku mperjies U HUCOUTYyBawba: JlaGoparopucku aHaansmu, exokapguorpaduja (EXO), cpuera
cnuHTATpadHja co KockeH Tpacep?nTc-PYP 1 cpileBa MarHeTHa pe30HAHIIA.

BHcoKa cycleknujaTa 3a DanienT co GpaMuInjapHa aMIIo H/HA OJHHEBPOIIATHjA 3all09HYBA CO IeTEKTHPAbe Ha
CJIeIHATE HApaMaTPH:

[losuTHBHA QaMuidjapHa aHaMHe3a Kaj eJeH OJ POJAUTENHTEe €O NMO3MTHBHA MCTOpHja 3a CPUEBU
npo6yieMu IPHAPYKEHH CO TEIKOTHH IIPH O/lethe H/UJIH HHBAIHIHOCT;

IToTex/10 01 eHAeMCKHN pervoH Bo Peny6anka CeBepHa MakeJoHHja (JOMHHAHTHO OJf HCTOYHUOT JeI Ha
3emMjaTa);

O6GocTpaH Kapoal TYHeJ CHHJApOM (OHepHpaH HJH IOCTOCYKH), JyM6ajHa CHHHAJIHA CTEHO33,
XHIIOTEH3Uja WM XHIEPT eH3Hja BO MEHATOTO KOja CTAHAIA XUIIOT EH3H]a;
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CuMOTOMI: 3aMOp, ANCIHea, HETO/IepaHIlHja Ha HANop, cpuebierbe, BPTOIJIABHLA, HEBOJIEH TYGHTOK Ha
TeJecHa TeXHHA, BKOYAHETOCT, TPIHeHme W IyOHTOK HAa OCeTOT BO IPCTHTe Ha cromajtara (06ocTpaHo H
CHMETPHYHO CO BJ/IONIYBalke BO TeK Ha HOKTa). /loko/JKy oBa He ce Ipello3Hae GosecTa Oporpejnpa H ce
JOTO/MHYBa KJIHHAIKAaTa ¢JIHKa CO MyCKyJHa cJabocT JOMHHAHTHO BO JIOJHHTE €KCTPEMHTETH BO AHCTAJIHH
TapTHH U ceH30pHA JHUCoNHjalHja Il To JoBeAyBa 0 HOTEI KOTHH BO O/ipXKyBahe Ha paMHOTeXa H K0op/JHHalHja.
ABTOHOMHATa JHCOYHKIHja ce MaHH$ecTHpa €O CHMOTOMH OJ THIOT Ha OPTOCTaTCKa XUIOTEH3HWja, AMjapea
H/WJIH ONCTHIAIMja, YPHHAPHA peTeHIHja H epeKTH/AHA JucdyHRnnja. Bo JonHENTE cTaJuyMH Ha 6oaecTa BOXH
JI0 HHBa/JH/UTET €O MPEYKH BO 0/IeThe A0 CTelleH Ha caMOCTOjHO HEBO3MOMKHO.

KnuHnukn 3Haun: (HepBeH cucTeM) 060CTPaH Kapnal TYHeJ CHH/POM, PyNTypa Ha TETHBATa /BOIJIABHOT
(6urenc) Mycky/, 3HAM 32 NPHCYTHA NepudepHa HeBpomnaruja (oTexxHara QuiekcHja Bo WakuTe, 6OJKH CO
nmapecTe3HH W XUIECTE3UH BO NMPCTHTE Ha pameTe H HO3€Te, MIPCTHTE, PeJYIHPAHH HJIH OTCYTHH pedUiekcH,
IporpecHBHA MY CKYJIHA ¢1aboCT, CeH30pHA aTakcHja. Kako mTo 6osiecTa HanpeAyBa, ce pa3BHBaaT XHIOTPOGHH
Ha JUCTAJHHTE a MOJONHA M HA NPOKCHMaJHHTE MYCKYJHH TPYIH CO 3HANU HA HEBPOTeHa Je3Hja, PeTKo
dacuryranuy. 3adakameTo Ha KpaHHjA/JTHHT e HEPBH € HeBoo6HYaeHa KIHNHHYKA MaHH$ecTanuja; (KapJIHoreH
CHCTEM): XHIOTeH3Hja, OTONH Ha AOJHHTE eKCTpEeMHTETH, Opsa/6aBHa HJIH HelpaBHJIHA paboTa Ha CPIETO,
ay CKyJTaTopeH Hao/l 3a a0pTHA Ba/IByJIapHa CTeHo3a.

IIpy MO3UTHBHH 3HAOH H CHMOTOMH, AHeHTOT 3apaJd IOCTaBeHa cycneknnja 3a PaMuinjapHa aMIUIONAHA
IoJIHHeBpoNaTHja ce ynaTyBa Ha OperJjej Kaj JOKTOop cllelHjalucT 10 KapJuo/10ruja i JOKTOP CIelujaaHucT 1o
HeBpoJIorgja.

| HeBpoJioLIKa ersaMHHaLMja U eBajiyauuja |

JlujarHo3ara Ha ¢paMuIHjapHa aMUJION JHA OJHHEBPollaTHja ce cOCTOH 0/ KOMOUHAIHja Ha KJIHHWYKA IPOTleHKa

U HEBPOJOWKH JAUjarHOCTHYKH TeCTOBH CO IleJ Ja ce YTBPJU [OCTOEHkhe M H3pa3eHocT Ha nepudepHa

HeBpouarHja.

KnvuHHYKH HaoA: Bosecta HajuecTo 3amodHyBaarT cO AOMHHAHTHA HeBpolaTHja BO AHCTAJHHTE MApTHH Ha

pameTe H HO3€eTe cO MaHHGecTalja Ha ceH30pHa AHCOIHjantja, 60JKa BO MPCTUTE Ha cTalmasara U aBTOHOMHa

AuchyHKIHja Koja € 4eCTo paH 3HaK Ha MOCTOCH¢ Ha MOJHMHEBponarHja. [JJOKOJKY He ce AUjaTHOCTHIHDpA H

TpeTHPa BO 0BOj CTaANYM Ha 6o/1ecTa Taa 6p30 MporpeAupa Npu WTO ce MaH$pecTHpa co MporpecHBHA MYCKyJ/IHA

¢1a60CT BO JIOJHATE IOMAIKY BO TOPHHTE eKCTPEMHTETH, KOja BOJH 0 HHBAJIMAHOCT O/ TEHKOK CTEIEH.

HespoaollKaTa ersaMmHHalHja U eBadyaldjaTa r'd COAPAKHU CIeJHUBE UCTTHTYBakha:

1. EnextpomuoHeBporpaduja (EMHI) co Haos 3a aKCOHCKA MOJHHEBPOIIAaTHja TOHA3HAYEHO Ha JOJHUTE

eKCTPEMHTETH; Kaplial TyHe/ CHHApOM obocTpaHo (iypu n 6e3 KIMHHYKa MaHHQecTanuja), BO HOHAIpeHaTa

¢$asa 1 3HaIM 332 CCH30MOT OpHA IIOJHHEBPOoIaTHja.

Bo HeBporpasckuot e o EMHT MmoxcHY ce ciiefHITe KOMOHHAIUN HA HAOIH:

- HamaneHa aMmiauTyZa Ha akKIHCKAOT HNOTEHNHjaJ HAa CEeH3UTHBHHUTE HEPBH CO HOpMaJHa 6p3HHA Ha
COPOBOJIMBOCT M JUCTAIHH JATEHIHH.

- HopMmasiHa aMIIMTY ]a HAa aKI[MCKHOT IOTEHITHja/l HA CeH3SUTHBHUT € HEPBU M HOPMATHH JAUCTATHH JAT €HITHH
CO HaMaJsleHa 6p31HAa Ha CIIPOBO/IJTHBOCT.

- HamaneHa aMmianTyZa Ha aKIHCKAOT NMOTEHNHWjasI HA CEeH3HTHBHHTE HEPBHM €O HaMaseHAa Op3HHA Ha
COPOBOIMBOCT €O HOPMA/IHU JMCTATHH JIAT €HITHH.

JIucTaIHHATe JJaTeHITH PeTKO ce IPOJIOHTHPAHH, CO HCKJIYIOK Ha n. medianus, IITO MOXKe /A ce IPOJOMIKH JI0 2 TaTH

Ha/ TOpHATa I'PaHUIg, AYPU U 6e3 KIMHHYKA MaHHGeCTaHH Ha KaphaJ TYHeJ CHHIPOMOT.

2. CyJOCKaH-CYyJOMOTOPHMOT TECT € BHCOKO - CEH3UTHBEH, He - HHBA3UBEH TeCT 3a JIeTeKIHja Ha aBTOHOMHA

HeBpOIaTHja U HEBPOIATHja Ha Ma/IUTe BJakHa. CO 0BOj TECT Ce MEPH eJIeKTPOXeMHCKATA KOKHA CIIPOBO/IJIMBOCT

U ce IpoOLeHYBa CYyAoMoTOopHaa ¢yHKOHja (GyHKOHUja Ha IMOTHHTe Je3AH). KoplcHa e 3a AeTeKTHpaimbe Ha

ABTOHOMHA HeBpollaTHja Kaj cocToj0N Kako GpaMu/injapHa aMH/I0H/IHA TOJHHeBpolaTHja, AujabeTec WK APYTH

BH/IOBH Ha HEBPOIIAaTHH HAa MaJIUT e HPBHH BJ/aKHa. [locTalkara e AUpeKTHaA CTUMYy/IallHja cO HU30K HHTEH3UTEeT

U o6parTHa joHodOpe3a, KAKO HAUUH 3a Meperhe Ha JIOKaJHaTa cPOBO/JIMBOCT MoMely XJAOPHANUTE O MOTTa U

HHKEJCKHTE €JeKTpPOAH Ha caMHOT amnapaT. EJeKTpoxeMHcKara cIpOBOJJHBOCT Ha Koxara Ha

HeMHeJHHU3ApaHu C-BAaKHa, Ce IpecMeTyBa Bo microSiemens (puS). 3a HopmasiHa 60J1ka BO Ho3eT e ce mpudakaart

pe3yatatu oa 67 WS, a IPH eT3eM Ha KoKara moJ 66 uS. CeH3NTHBHOCTA Ha 0BOj MeTOoA MPH MOTBPAYBamhe Ha

HapylleHaTa aBTOHOMHA peryaarnija ¢ 80%, noaeka nak cnenudmanocrta e 85%. 2.

3. CHMNAaTHKYC KOXEH 0AroBOP ro o/pa3yBa aKTHBUPAKHETO Ha MOTHUTE X131 (Ha JJaHKHTE U cTanajara)

KakKo OATOBOP Ha NpHMeHara Ha eJeKTpHYeH HUMIYJC HWIH ciieH myM. Kaj mammenTn co Hacaeana ATTP,

aMILUIATYAaTa € HaMaJeHa WJIH ce 3abesexyBa OTCYCTBO Ha 0/ 0BOP.

4. Ilopasgm MoXxHOCTA 3a eHeTCKa HOTBpJAa Ha 6oJiecTa, BOOOMYAeHO He ce MOTPeGHU JONOJHHTEIHH

HCIHTYBaka o/ THIOT Ha: OGHOICHja Ha KOXa (CeH3HTHBEH U cneluduyeH TecT 3a JAMjarHo3a Ha aMIJIOHIHA

HeBponaruja); 6HoIcuja Ha HepB (3a NpolleHKa Ha JelI03UIMja Ha aMUJI0H Jl BO HEPBHO TKHBO) K0ja ce IpaBu caMo

aKO0 JIPYTHTe METOJH 3a JOKaKyBaihe Ha leprd epHa HeBpollaTHja ce WHKOHK/TY3UBHU;
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* JiyM6a/iHa MyHKIHja co aHa/IU3a Ha NepObpOoCHIHHATHA TeYHOCT Koja € HHAMIUPAHa caMo BO C/Iydyal Kora e
notpe6Ha JudepeHnnjasHa JHjarHo3a Ha HeBPOJIOWKH G0/IecTH H/H/AH HHOEKIHA YHH I TO CHMOTOMH MOXe Ja
' aMuTHpaar oHle Ha ATTP HeBponarnrjara.

MMo3MTHBHM HEBPOJIOINKH 3HAUW U CUMITOMM, NO3MTHUBEH HaoJ Ha EMT, mo3WTHEeH HaoJ HA CVIOCKEH 'O
YNATYBAAT NMANMEHTOT HAa TeHeTCKO TecTHpaibe 3a ATTP (Bo MakeAoHCKAaTa akKaJleHHja 33 HAVKH W
YMeTHOCTH - MAHY).

| Kapauosolrka er3saMMHaLUja ¥ eBajIyanuja |

1. Enexkrpokapauorpaduja (EKT). Haogor ke 3aBucH off cTaAHyMOT W H3pa3eHOCTa Ha 6oJjecta
(kapanoMHoONIaTHjaTa).

- Bo mouernnre CTauyMH Ha 6osiecTa MO¥Ke Aa IMMOCTOU CHHYCEH pUTaM 6€3 0CO6EHOCTH a €O rlporpecn]'a Ha
6osecta u Hej3I/IHa morojeMa H3pa3eHocT ce jaByBa THIOWYHO HecoBmalame Mer'y IIOCTOEHETO Ha JIEBOKOMOPHA

xunepTpodHja perucTpupaHa co exokapAuorpadmja U OTCYCTBOTO HA BOJAT&ZKHH KPUTEPUYMH 3a HEj3HHO
nocroetbe Ha EKT 3anucoT (BoATakaTa e HUcKa, Lyon-Sokolow index e mo g 35 mm).

- Co mporpecuja Ha 6oJecTa MOXKe Ja ce jaBu npeTkoMopHa Gubpuranuja (IIPP) u/mwin HapyuryBama BO
NPeTKOMOPHO-KOMOPHO CIIPOBE/YBalbe.

2. Exoxapaunorpadwuja. Ce n3Be/yBa cTaHjapAHa ABO JHMeH3HOHa HA (2/]) exokapanorpaduja co ynorpeba Ha
JoILTep, TKHBEH Jolljep H MeTojara Ha “speckletracking” 3a nmpolieHka Ha MHOKapAHa Aedopmanuja. Haogor of
exokapAHorpagujaTa BO IOYEeTHHTE CTaJHYMH Ha 6oJjiecTa MOXe Ja OujJe ypeJeH 3a Bo3pacTa WIH Ja ce
JeTeKTHpa NMPHTHCOYHO ONTOBapyBake Ha CpIeTo, HO NPH MOJHA Pa3BHEHOCT Ha 6ojecTa ce JeTeKTHpaar
NpoMeHH KOH oJaT BO IPHJIOT Ha [IOCTOEIbE Ha cpleBa c/1abocT co codyBaHa JIeBOKOMOPHaA ejeKIHoHa ¢ppakija
(CCcED) xoja o1 o/, c/IMKa Ha XUNepTpodHIHa KapJHoMHOoTATHja. Bo KpajHHOT 1 H3pa3eH cTaJuyM Ha 6oJecTa
eBEeHTYaJHO MOKe JIa ce jaBH ollarambhe Ha ejeknmnoHaTa ¢paknmja (EQP) kora moxe ga ce paboTH 3a cplieBa c1aboct
co yMepeHo peaynupana EQ (E® og 40-50%), ofHOCHO 3a cpleBa cjaabocr co pegynupada EQ (EQ < 40%).
HaraMmy, Bo KpajHHOT cTajdyM Ha O©ojecTa HaoJOT JAo06HMBa KapaKTEpUCTHKH Ha HHQHJITpaTHBHa
KapJAHOMHONATHja cO peCTPUKTHBEH THII Ha JHjacTOMHO HapylIyBambe.

Co mea Ja ce TocTaBU cOMHeBame 3a HocToemhe Ha ATTP mocrojaT W T.H. ,IpBeHH 3HaAMHEBa“ W BO
eXOKapAHOTpad CKUOT HAOJ;

- couyBaHa JKE® (> 50%)

- xuneptpoduja Ha MefyKoMopHaTa nmperpaga >12 mm)

- JujacTo/Ha JucyHKHja (IceBAoOHOpMaNu3alyja HiIH pecCTPHKTUBEH THIT)

- srosieMmeH JeBokoMopeH (JIK) npurncok Ha nosiHemse (E/e">14)

- XUI epTpoduja Ha c1060IHUOT SHJ Ha JAecHaTa KoMopa

- JujaTanyja Ha obeTe IpeJKOMOPH

- NIpocBeT/IyBatbe U rpaly ialuja Ha Mel' yKoMopHaTa Iperpaja

- 3aze6eyBarbe Ha MUTpa/IHaTa H 0c06EeHO aopTHA BaJIBy/1a

- sagebe/yBatbe Ha MelypeTKOMOpHaTa Iperpaja

- H3paseHa NapajoKcalHa a0pTHA Ba/JBYJIapHa CTEHO3a €O HU30K IPAJUEHT H IPOT 0K

- nepukap/JHa epysuja

- H3BECEH CTeleH Ha Iy IMOHA/IHA XA epT eH3Hja

- Hn3paseHa pejyKIHja Ha Op3HHaTa Ha JBIXEIbe Ha MEUTPa/JHUOT IPCTEH Ha ob6aTa sHJj JAeTeKTHPaHU co
TKHBEH JOILIep

- peJyKiHja Ha rjo6GajHaTa U CerMEHTHA JAeBOKOMOpPHA JIOHTHTYJAHHaJHa MHOKapjAHa JedopManuja
(GLS%) merexTupana co Merogara Ha “speckletracking” co kapakTepHcTHYHO codyBaHa JedopMaryja BO BpBOT
Ha JIK (“apical sparing” nim “charry on the top”).

Corsacuo Ilpenopaknre og 2021 roguna Ha PaboTHara rpyma 3a MHOKap/JHH H IepHKapAHH 6GoJecTH Ha
EBponckoTo 3apy:KeHHe 3a KapAHOJ0IHja, exoKapAuorpadpckH KpUTepUYMH 3a BOCTAHOBYBarbe Ha COMHEX 3a
IOCTOEE: ¢ Ha aMHJIOH/103a ce CJeHUBE:

- Heob6jacHeTra ieBokoMopHa Aebeanna ( > 12 mm) mwiyc:

KapakTepHcTHIEH HaoJ Ha eXxoKap/Horpaduja > 2 KpHTepHMH AaJleHH 110/] a,6 H B Mopa Jia 6HAaT IPHCY THH:

a. /lmjacTonHa JcOYHKITHjA Off THIIOT Ha IIceBJOHOpMaIH3alja HIH pecTPHKTHBEH THII

6. Peynipany 6p3uHi Ha s',e’ 1 @’ peTHCTPHPAHH c0 TKHBeH jgomiep (<5 cm/s)

B. PesyninpaHa riio6a/iHa JieBOKOMOPHA JIOHTUTY AHHAIHA JepopMaruja (< -15%)

JaGopaTopHcKH HaoAH. 3aJo/NKHTEJHO INOKpaj cTaHJapAHHTe JjJabopaTOPHCKH aHaIH3H ce INpoBepyBaaT
cJle JHHBe MapKepH BO KpBTa:

- €O meJ Ja ce HCKJAYIH MOCTOerhe Ha JApYyr THIO Ha aMuiongo3a (Ha secuu cuHimpu-‘light chain
amyloidosis”) u/uan MyJTHIIEH MHeJIOM, ce IpoBepyBaar:
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1. CepyMcKOTO HHBO Ha Kala H JJaM6/la CHHITHPHTE, TOTO0YHO HUBHHUOT cO0AHOC (pedepeHTHATA BPEAHOCT € 0]
0,26-1,65) u

2. CepyMcka u ypHHapHa IpoTenHcKa ejgekTpodopesa co umyHodukcamnuja (IFE), koja e maToJionika J0KOJAKY €
npucyTeH M-nporenH. Hako noc/ieHHOB TecT e 3aJ0/DKUTe/eH, Iopajl HeropaTa INOTellKa JOCTAIHOCT BO
HallaTa 3eMja, MOXe Ja Ce MPAaBH KOr'a e AT /IO KK COO/HOCOT HA JIECHUTE CHHITUPH.

JOKOAKY OJHOCOT Ha JIECHUTE CHHIHPH € HOPMaJICH H JIOKOJKY He ce HJCHTHOHKYBa IOCTOCHE Ha
MOHOKJIOHAJIEH IPOTEUH, TOrall MOXe co 99% CHTYPHOCT Jia ce OTQpAN MOCTOeHhe Ha aMHJION/03a Ha JIeCHH
CHHIIHPH.

JoKoJKY ce Jo6He IO3UTHBEH OATOBOD 0/l e/leH HJIH 06aTa TecTa, NAalHeHTOT ce Ipellpaka Kaj coelHjaJlucT
110 XeMaTO0JIOr'Mja 32 HATAMOINI HA eBaIyalija i TpeTMaH.

- Co 1mes Aa ce yTBPAHM HOCTOCHE Ha CPIEBO 3acerame H Ja ce BOCTAHOBAT IMPOTrHOCTHYKHU acleKTH Ha
6oJsiecTa, 33JI0JPKATEIHA € IPOBePKa Ha cepyMCKO HUBO Ha TponoHuH | (pedpepeHTHA BpeJHOCT: 3a MaXH 0J 0-
34,2 ng/L u 3axenn ox 0-15,6 ng/L) u cepyMcko HUBO Ha HaTpuypeTHIHUOT nentua Nt-proBNP (pedepentrHa
BpeaHoct oJ 0-125 pg/ml).

- Hako 6y6pexnara ¢pyHknuja He e 3acerHara upu ATTP, cemak, mopajyi MOXHOCTA 3a MellaH THI Ha
aMuJI0H 033, Tpeba Ja ce IMpolleHaT AerpaJalluoOHHTe NPOAYKTH, HIPOTEeHHypHja BO 24-9acoBHA MOYKa H Jia ce
npecMera rjaoMmepyaoduiarpanuonara pata (GFR).

- Ce mpoBepyBa W HHBO Ha aj0yMHH BO CepyM 3apaju KajlKyJanHja Ha MOAHQUIMPAHHOT HHJACKC Ha
TesiecHa Maca (mBMI) 3a mamHeHTHT € €O AMIJTON103a.

3. CpueBa cuuHTHrpaduja co KockeH Tpacep939mTc-PYP. CpueBa cuuHTHrpaduja co nupodocdar obeerxan
€0 TEeXHHIHYM KaKo pajHoTpacep. JJoKoIy ce peTrHCTpHPa HeroBa JeNO3HIHja BO CPLETO O H3Pa3eHOCT o 2-3
ciopes Ilepynunn (Perugini) ckopoT Ha BH3yenmsanmyja (yMepeHa HJIH BHCOKA JeNO3HIHja HCTO KOJKY WM
ImoroJjieMa o/] OHaa Bo KOCKHTe), AnjarHo3ara Ha ATTP mMoxe co rojeMa curypHocT Ja ce BOCTaHOBH (IIO3HTHBHA
NpeJUKTHBHA BpeAHOCT 0 100% Bo ycaoBH Ha oTdp/eHa MOXKHOCT 3a IOCTOeHe Ha aMHJIOH/03a Ha JecHH
cunnupu). Ho, mopa aa ce ynorpe6u u SPECT ananusa (single photon emission computed tomography) co nen ga
ce HalpaBH pas/HKa Mely peajHaTa /JAelNO3HIHja Ha paAHOTpacepoT BO MHOKAapJOT H Ha CHTHAIOT O
paguoTpacepot Bo kpBTa (myocard vs. bloodpool).

IlorBpaaTta Ha nmoctoebe Ha ATTP Kako W3BecHa, cemak He MOXe jJa pasrpannid Mefy apara tuma: ATTPv u
ATTPw, 3a11TO € IOTpebHO I'eHeTCKO TecTHPaIbe.

4. PYHKINHOHAIHO TecTHpamhe 33 JOoKAa3 33 NPUCYTHA ABTOHOMHA JHCOYHKIHIA - TecTHpameTo Moxe JAa
ondaru:

- mpomeHKa Ha BapHjabIJIATeTOT Ha cphmeBara ¢pekBeHIa (OpoleHKa Ha CYKIleCHBHO pacrojaHrHe Ha RR
HHTepBalAd BO 3 HJAH NoBeKe IHKIYCH-OTCYCTBO Ha BapHjaGHJIHOCT yKakyBa Ha NPHCYCTBO Ha aBTOHOMHa
nHchyHKIHja 6e3 Aa AaBa 04T OBOD 3a eTHOJIOTHjaTa Ha IpoMeHaTa)

- Jl0Ka3 3a IocToerbe Ha OpTocTaTcka XHNOTeH3Hja Koja ce fJepHUHMpa Kako MojaBa Ha onalrambe Ha CHCTOJIHHOT
KpBeH IpHTHCOK 3a 20 mmHg u/Han JujacT 0JIHHOT KpBeH NPUTHCOK 3a 10 mmHg Kora HCIHTaHUKOT 0/] cejledka
nmosunuja Ke ce HCIpaBH, a MepemkeTo Ke ce U3Beje Mocae 3 MAHYTH cToele. AKO ce paboTH 3a IalHeHTH co
IIPHCYTHA XHIIePTeH3Hja, onarame o 30 mmHg Ha cHCTONHHOT KPBeH NPHTHCOK ce cMeTa 3a HO3HTHBHO.

5. Cpuega MarHeTHa pe3oHaHna. Ce npenopadyBa ja 6Hje H3BeJeHa BO cIydaH Kora:

1. IlocToH ¢cAAHO KAHHHIKO COMHeBalbe 3a MOCToelhe Ha aMHIOHA03a IPH HeTaTHBEH HIH HeyGeIHB HAaok Of
KkockeHarta couaTHrpaduja (Ilepynpuan ckop 1) co oryies Ha Toa UITO MoXe Jja ce paGoTH 3a JPyTH MyTallHH U/ MK
THINOBH Ha aMHJION/103a;

2Ilpu HeraTHBeH MJIH HeyGeJ/IMB HaoJ 0J KockeHaTa cuuHTHrpaduja (Ilepypunm ckop 1), a mpucyren
MOHOKJ/IOHaJIEH IIPOTEHH.

HeraruBHHOT Haoj o7 cplleBaTa MarHeTHa pe30HAHNA ja oT$p/ayBa JHjarHo3aTa Ha cplieBa aMH/JIOHJ03a €O
MOXHOCT 3a H36eTHyBale Ha TKHBHA cpIleBa 6HOICH]a.

CeHeTcka anann3a. [lepuautuBHara JgujarHosa 3a ATTP ce mocraByBa cO TeHETCKO TecTHpambe. [ eHeTcKo
TecTHpame (cekBeHIHOHHpamwe Ha TTP reHoT) H reHeTCKO coBeTyBambe ce H3BeJyBa BoO JlabopaTopHjara 3a
TreHeTCKO TecTHpamke Bo MAHY, npu mito ce fo6uBa NOTBpAA WIH OTdpJame 3a HocToele Ha MyTanuja Ha TTP
reHoT. JIOKOJIKy € pe3y/ITaTOT NO3HTHBEH 3a IPHCY cTBO Ha ceMejHa ¢dopma Ha ATTP ce gaBa coBeT 3a KackagHO
TecTHpal-€ Ha YWIeHOBUTe Ha pamunjara. Camo oaa popma Ha ATTP e peTka 6oJ1ecT.

3. MMPOLIEHKA M EBAJIYALIUJA HATIAUMEHTHUTE

ITo mocraByBameTo Ha AHMjarHo3aTra, HIOTPeOHO € Ja ce HpOIleHH cTaJHyMOT Ha 6ojiecTa ¢O KOpHCTelhe Ha
HEBPOJIOWIKH H KApAHOJOUIKH HHBecTHrannu. KoMmnjieTHa eBajiyalHja Ha NaljMeHTOT ce H3BeAyBa Ha 3-6-12
MeceljH, ONTUMAHO 2 NaTH F'OJHIIHO CO IieJI Aa NPOLeHH epHKAHOCTA O/ TepanujaTa.
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PoaHuHHTE, OHOCHO acCHMITOMATCKHTE HOCHUTEAN Ha MyTalujata Ha reHoT 3a TTP, ce cmera Jieka ce Bo Hy/lTa
(0) craguym. U xaj HUB ce mpenopadyBa eBajdyanuja Ha 12 MecellH co mejJ HaBpeMe /la ce MPOIleHH KJIHHIIKA
MaHHecTanyja Ha 6osiecTa | J1a ce OTIOYHE CO TPeTMaH.

HEBPOJIOIIKA ITPOIIEHKA:

1. TIlpomenka Ha craguymu Ha BpojgeHa ATTP mosmueBpomarmja Ha Coutinho m copaboTHHIATE AajeHa HA
Ta6ena

1. Coutinho ctraguymu

I CeH30pHA M MOTOpHA HEeBpONaTHja Ha JJOJIHH €K CTpeMHUTeTH. JIeCHO MOTOpHO HapyllyBamk e. [[Bimk eme 6e3
KakBO GHJIO IOMAarasio 3a ofiethe.

II. HMa nmoTpeba oj moMarajo 3a JBIDKeme. HeBponaTHja Koja Iporpe/iipa KOH TOpHUTEe €KCTPEeMHUTETH H
TpynoT. AMEOTpOodHja BO TOpPHATE H J0JHH €KCTPEMHTETH. YMepeHO MOTOPHO HapyllyBambe.

III. TepmuHasHa ¢asa, Bp3aH 3a KpeBeT IJIH HHBaIHJACKA KOJHIKa. M3paseHa ceH30pHa, MOTOpHA U

aBTOHOMHA JucYHKIHja BO CHTe eKCTPEMUTETH.

2. IlpomeHKa Ha MOJHPHUIUPAHHIOT CKOp Ha OHecmoco6eHOCT Bo ojeme (modified Peripheral neuropathy
disability score-mPND) kako pe3y./Tar Ha nepudepHa HeBpolaTHja Ja/leHa Ha

TaGesa 2. MogUPHLMPaH CKOP Ha OHecnnocoGeHocT- Mpnd

I. CeH30pHH HapyLIyBama, HO COUyBaHa CIOCOGHOCT 3a o/lehe (HeMa MOTOPHO HapylIyBamhe)

II. TloTemkoTHH BO O/ielbe, HO HeMa oTpeba o moMarasio (IT04eTHO MOTOPHO HapyllyBakhe)

Illa. KopucTH efleH 6acTyH WIH eJHAa HITAKA 32 OJleibe

[IIb. KopucTH 0fa/IKa UK MOTIHPAE 0/] IBETe CTPAHU 33 O ICH:e

Iv. HaHI/IeHTOT € Bp3aH 3a HHBaJIH JICKa KOJIHYKa /1IN KPEBET

OBHe /IBe CKATH Ce KOPUCTAT 34 MPOIeHKa Ha GYHKITHOHATATA OHECIOCO6EHOCT HA MAlHeHTHUTE ¢O Nephd epHa
HeBpoNaTHja BKAYYHTE/IHO U paMU/INjapHa aMiJI Ol JHA OJNHEeBPOIaTHja.

3. Kako MepJ/inBa cKajia Kafie CTeIIEHOT Ha HEBPONaTHjaTa ce N3pa3yBa co 60/J0BH € CKa/laTa 3a HEBPOILAT CKO
3acerame (Neuropathy Impairement Score-NIS). CkanaTta npukaxana Bo Ta6esa 3. e oceT/IHBa cKajla H ce KOPUCTH
3a cJe/lerhe Ha IIporpectja Ha 6 ostecTa, H eBajIyanija Ha epHKacHOCTa OJf TepanyjaTa H HoTpebara o IpoMeHa Ha
THHOT a Tepanmjata. Co NIS ckasara ja kBaHTH(HpaMe TeXXHHaTa Ha NepHpepHaTa HeBpolaTHja IpeKy
eBajyarliiija Ha My cKyJHaTa ¢J1aboCT, CEH30PHUOT I'YBUTOK U pedieKCHITe aGHOPMa/THOCTH. CKOPOT ce JABIDKHI Of,
0 (Hopmanen) zo 244 (Temka HeBpoaTHja), a IOBUCOKHUTE CKOPOBH YKa&KyBaal HA HCK/JIYYHTE/NHO TEUIKO
ourreryBarse. [loeHedHO ce JobuBaaT cJAcJHNBE CKOPOBH: 3a KpPaHMja/IHA HEPBH rpajgupamero e o 0-40, 3a
MycKyaHa craboct e oa 0-152, 3a ry6uTok Ha ceHsanuja o o4 0-32 u 3a Hamasenn pediexcu ox 0-20. [Torosem
NIS BKymeH CKop 3HaiM M Mon3pa3eHa HeBpomatuja. Kora cramyBa 360p 3a mporpecuja Ha 6oJiecTa, Toraur
WHAAKATOPOT Ha Iporpecujata Ha NIS ckopoT e mpoMeHa o 7 -16 moedn 3a 12 MeceIy UJIA BJAOIYBamkhe HA CKOPOT
3a 2 Ha JIBe IMOCJeJ0BaTeNHH KOHCYJITAIMI BO mepHoja o 6 Mecenu. EBanayarujara Tpeba jga ce mpaBu Ha 6-12
Mecelu.

TaGesa 3. CkaJyia 3a HeBponaTcko 3acerate (Neuropathy Impairement Score-NIS).

Kateropuja MakxkcuMyM CKop HcreayBame

1.Mycky mma craocr ITportenka Ha ¢1a60CT Ha 12 MYCKYJIHU TPYIIH
192 6op0Bu (moce6Ho 3a iBeTe cTpaHu), rpagayupanu oj 0-4

(oTopxa byminuja) 60Ja o My CKy/IHA Tpyna

2.CeH30peH ucnaj (GuH Jgonup, 326 EBajiyaryja Ha ceH30pHaTa GpYHKIIMja Ha paneTe
0/l0BH

60.IKa, BHGpAlHH, TeMIIepaTypa Ho3eTe, cTonaiara, 0-2 6oja cope/ MOJaAHTeT

Peduiexcn (6UIENIC, TPHIIENIC, NATENAPEH, AXHIOB
3.PediexcHa aBHOPMaTHOCT 20 6op0BH ¢ ( » TP ’ e,

utH) 0-2 mo pedirekc.

4. Moaundpunuparnuor mNIS+7 kaunnaku u HeBpodusuosomkn ckop (Modified Neuropathy Impairment Score,
mNIS+7) tabesa 4. TecToT € HalpaBeH 3a MpolieHKa Ha Tepanrcka epHKacHOCT U € KOPHCTEeH BO KAMHUIKHA
cryau Ha ATTP HeBponaruja (APOLLO, NEURO-TTR) 3a oljeHKa Ha edeKTH Ha Tepanuja (1ajeH e Ha Tabesia
2). BoBesen e kako MojuduKkanuja Ha ckopoT NIS+7 3apaju Toa IITO HOJ06po T'M KapakTepH3Hpa U
KBAaHTH)HKYyBa CeH3UOMJHMTETOT, aBTOHOMHAaTa JUc)yYHKIHUja H MOTOpDHATa CIPOBO/JJIHBOCT HAa HepBHUTE.
BrynmHHOT cKop H3HecyBa 304. PeTko alinkabu/eH 0cBeH 3a KJMHUIKH CTY JHUH.

Ta6ena 4. Modified Neuropathy Impairment Score, mNIS+7
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Karteropuja MaKcUMyM cKOp JeTasru Ha Hcie AyBambeTo

IIporleHKa Ha ciabocT Ha 12 MYCKYJAHH TIpynn
1.MoTopHa QyHKIIja 192 6o10BH (moce6HO 3a JABeTe cTpaHHU), IrpaayupadHu ox 0-4
60/a 110 MyCKyJIHa Ipyna

Pedsexcu (6uiellc, TpHIlelc, naTejapeH, axHIoB

2.Pedaexcu-HUC 20 600Bu JTH) 0-2 0 pediekc.

EBasyanuja Ha ceH30opHaTa QYHKIOHja Ha pamere

3.Cersubuanter-HAC 32 6010B1
HoO3eTe, croanara, 0-2 6o/1a ciope/| MOJATHTET

4.Enextpodusuosornja .
MOTOpPHH W CE€H30PHHA aMILIUTYJAH, KOHJAYKIHja H

(ctpoBOAIHBOCT HA HEPBUTE) 28 6040BH
JIaT eHIH
-4 TectoBH
5.KBaHTHTaATHBEH CEH30pEH 146 Bu6pannona nepnennuja (roJieMu HEPBHH BJIAaKHA)
0JI0BH .
TecT- 2 TECTOBH M TepMaHJIaH lepleniyja (Majn HEpBHH B/IaKHa)

6.0aT0BOp Ha P pekBeHIa Ha .
ABTOHOpPMaH JAHcpery/ianja IpeKy IPOMeHH Ha

CpIIETO Ha JJIab0KO0 JAUIIEHE — 14 6o010BHU .
¢ pexBeHIIHja Ha CPIETO
1Tect
5. TecT Ha oAemwe (10-MWT) - ce mponeHyBa 6p3uHaTa BO MeTpH BO ceKyHJAa (m/s) Ha H3oJyBarmbe Ha

aucraHna oj 10 MeTpu. Boo6udaeHo ce IpaKTHKYBA AUCTAHIIA HA aKIlesiepanuja v fele/lepalija Koja H3HecyBa
o/l 2-5 MeTpH, a BpeMeTo ce MepH caMo Ha MOoYeTOK U Kpaj o 10-Te Merpu. TecToT ce mpenopadysa Aa 6uje
H3BeJCH [0 TPHU IIATH H IIOTOa Ja e 3¢Me NPOCeYHOTO BpeMe O] CHTe TPH. [lanHeHTOoT Moxe Aa KOPHCTH
nmoMara/o (ce HOTHpa), HO He H IOMOLI OJ APYTo JIHIe BO KOj ¢/ydaj TeCTOT He ce H3BeJyBa. 10j ja n3bupa
6p3uHaTa co Koja Ke ce ABIKH COIJIACHO CONCTBEHHOT PHUTAM HJIH COIJIACHO OHA LITO Io cMeTa 3a 6e36eHO
ogeme. Cpeana 6p3una 3a obara mosa usuecysa 1,49 m/s. [lponenkara ce npaBu Ha 12 Meceni 4 nporpecuja Ha
6oJiecTa ce 03HadyBa JOKOJIKY ce HaMaayBa 6p3nHara Ha ojembe 3a 0,05-0,10 m/s.

6. Norfolk Quality of Life - Diabetic Neuropathy (Norfolk QoL-DN) e BajiujgupaH mpaliajHHK KOj ce
KOPHCTH 3a NpolleHKa Ha BJAHjaHHETO Ha AHjabeTHukara neprudepHa HeBponarmja ([IITH) Ha KBaJIUTETOT Ha
XUBOTOT Ha NallueHTHUTe. Mako e ciennjaJHo JHU3ajHUpaH 3a JujabeTUIHa HEBponaTyja, MoXe Ja ce Ipu/iaroJu
U 3a OIleHyBak € Ha HeBpollaTHH Kako gaMuinjapHa aMIJIONAHA Io/HHeBponarnja, ATTP aMuiono3a u Apyru
HeBponaruiu. [Ipalla/IHUKOT ce cocTon of 33 Npallama nojJesleHd Bo 4 061acTu:

- Cumnmomu: Ilpamama KOH ce ojJHecyBaaT Ha OPUCYCTBOTO M CEPHO3HOCTA Ha 00JIKaTa, IPeeme, TPHEH:E U
aMGHUEeHTHOCT.

- @ynkyuja: Ilpalrama KoH ce oJHecy BaaT Ha QU3HYIKATa CHOCOGHOCT, KAKO LITO ce 0JeH:e, CTOeH e H H3BPIIYyBatbhe
Ha JHEeBHU aKTHBHOCTH KaKo jaJlele WIH 06/1eKyBabe.

- Cnuewe: OneHyBa BJHjaHHeTO Ha HeBpollaTHjaTa Ha CHHEHeTO, BKJAYYYBajKH MOTElIKOTHH BO 3aclHBaimbe,
ocTaHyBale BO COH U BKYIIHATa KBJIUTET HA COH.

- Coyujanen xcueom: IpoleHyBa Kako HeBpoNaTHjaTa BjiUjae Ha CONMjaIHUTe HHTepaKIuH, paboTa U cJ10601HH
AKTHBHOCTH.

OnenyBameTo Ha Norfolk QoL-DN e o 0-4 6040BH. BKYITHHOT pe3yJTar ce cyMHpa3a /ia ce IPoIleHH KBaJIHTeToT
Ha *KHBOTOT. Iloro/ieMH CKOpOBHU YKaXyBaaT Ha IOJION KBAJHTET Ha XUBOT [IOPaJU NOU3pa3eHH CHMITOMH Ha
HeBpollaTHja H QYHKIHOHAJIHU OrpaHHdyBama. KimHnukara ynorpe6a Ha Norfolk QoL-DN e 3a ciefeme Ha
HalpeJOKOT Ha O6oJecTa BO YCJAOBH KaKo JAMjabeTHYHAa HeBponaTHja, ¢(aMHAHjapHa aMHJIOHJAHA
mo/JHHeBpollaTHja U JApPYrH HeBponaTHH. Ce KOPHCTH ce 3a OpOINEHKA HAa BAHjaHHETO Ha JIEKYBaWkeTo BO
KJIHMHHIKHTe HCIHTYBatba (Ha up. 3a Tapamuauc, [larucupan, UHoTepcen Bo ATTP amuiongo3za).

06jeKTUBHOTO KJIMHUYK O HEBPOJIONIKO BJIOIIYBakbe Ha 60JjiecTa ce MpoIleHyBa IpeKy eBaayalyja Ha HanueHTuTe
CO CYJOCKEH U eJIeKTPOMHUOHeBporpaduja.

KAPJAWOJIOIIKA MMPOLIEHKA:

CpmeBoTO 3acerame ce NOTBPAYBa CaMo €O MOCTOeHhE Ha KapJuoMHuonaruja (xuneprpoduja Ha MelyKoMopHaA
mperpaja, JUjacToJHa AUCPYHKIHja 0/ HajMaJKy BTOpP CTEIEH CO 3roJeMeH JAE€BOKOMOPEH IPHTHCOK Ha
moJIHEHhE U HapylIeHa JeBoKoMopHa Aedopmanuja). Ctaauymu Ha GosecT GopMasHO He IOCTOjaT, TYKY ce
mpoleHyBa Aajiu 60/ecTa Iporpenpasnia.

CorJlacHO KOHCEH3YCOT Ha eKcliepTH Ha EBpornckoTo 3apyxenne mo kapauaosaornja (ESC) 3a MoHHTOpHpame Ha
TTP-kapaunomuonatuja o4 2021 rognta, KpUTEPHYMHTE 3a Mporpecuja Ha 60/ecTa, JaJeHd ce KaKo:

A. KBantndukanuja Ha QyHKIHOHAIHO BJIONIYBabe (KINHIIKH B GYHKITHOHAIHA MapKepH)

b. KBarTH)HKaNMja Ha H3pa3eHOCT Ha HoJiecTa co GoMapKepH 1 JIabopaTOPHCKNA MapKepy 1

B. KBanTHHKaNNja Ha H3pa3eHOCT Ha 60sIecTa co CGIMKOBHHU H e/leKTpoKapAHorpadcku mapameTpru
HcnosHyBame caMo Ha eJleH MapKep O CeKOj off TPHTe IOHY/CHU 3HAYH JeKa ce UCIOJHEeTH MUHHMAaJIHH
MOTPEGHH KPUT EPHYMH Jia Ce MPONEeHH MOCTOelbe Ha mporpecuja Ha ATTP-kaparoMHonaTHjara.
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A. KnauHHYKHM M PYHKIIMOHA/JIHHU MapKepH:

1. 3roseMyBalbe Ila €YecToTaTa Ila XOCIHHTa/JHS3AIHH HIopalH cpleBa ciaabocT. Ce cMera Jngexa 1-2
XOCOHTAJIU3AIUMH BO 6 MecedeH MePHOJ, € 3HAK Ha JecTabminsalHja Ha 6o0JlecTa, JofeKa OTCYCTBO Ha
XOCHHTHAMSEAUH]A ce cMeTd 3d crabuansaunja na 6oaecra. Hero raka, ako Bo 6-Mece'led 1eprao/l ce 3rojiemu
Jo03aTa H/HAIN 9cCTOTATA HA yIHoTpebaTa Ha JHYPCTHIIN 603 OIJICH JAadH CC JaBaaT AMOY/IAHT CKU HAH HC ¢ 3HAK
3a gecrabmiansanuja Ha 6oJiecTa.

2. 3roseMyBame Ha OGyHKOHOHA/IHATa kaaca mo NYHA, Ho camo mocie 30-aHepHaA cTrabHaHzanHja Ha
cumonToMure. [locTojaT MOTENIKOTHH BO oIlpege/yBalhbe Ha oBaa ¢GYHKIHOHAAHA OHECTIOCOB eHOCT Kaj HanueHTH
KOH HMaaT UCTOBPEMEHO H MAaHH$ECTHH IMOTEMKOTHHA OPH OJC€Ehe 3apaJH HOJHHEeBpolaTHja, Taka MITO KaKo
moeHITedell KPHTEPHYM ITe Tpeba jla ce 3eMe MpeJiniJl, TYKY caM0 DO KOIITeKCT W ITa JPYTUTe MapKepH Ira
CcTabUJIHOCT HJIH IIpOorpecuja Ha 6oJslecTa.

3. HamanyBambe HA KBaAWTerorT Ha kuBoT npoueder co: KCCQ* (5-10 woeHu), upu wro HaMmasyBatbe 3a 5
TOCHW 3HAYH BJAOTTYRAmC, a 3a 10 MOCHW 3HAYHW YMCPCHO ROy Bamhe. OBOj mapaMcTap 3a KBAJTHTCT Ha *KHBCCERC
€ KOPHCTEeH BO PaH/JOMH3HpPAaHU CTYAHH 34 OPOIeHKa Ha epeKTUTe Ha Tepamnnja. Kako caMocToeH mapameTtap e
noAaoKell IIa cyGjeKTHDIIa IpoIlellka, 3aToa Mopa Aa ce 3eMa 3aeAIlo cO APYTHTe MepKH KOH IIOoKaKyDaaT
CcTaBIJIHOCT HJIH IIpOoTrpecHja Ha 6oJjecTa.

4. CkparyBame 3a 30-40 MeTpH Ha MaToT KOj ce H30AyBa (H3paseH BO MeTPH) OHpH 6-MUHYTHHOT TeCcT Ha
oJelLe cexkoj 6-12 Mecenn.

IlecT MHHYTHHOT TeCT Ha OJeEe ce KOPHCTH 3a IPOIeHKA Ha aepobeH KallauTeT U U3APK/IHBOCT. BoobudaeHo
Ce M3BeAYyBd TUKA WTO BO XOAHHK BO Ao/DKHHA 04 30-40 Merpy nduudedTure ce ABHMAT U HA Kpdj ce MepH
U304eHHOT AT 3a 6 MUHYTH.

*KCCQ=Kansas City Cardiomyopathy Questionnaire. ZlageH e npeBeJeH kako IIpusaor 1.
** [IpoIeHKATA HA KJIHHHYKHUT e U QYHKIHIOHAIHUTe IapaMeTpH Tpheba Ja ce IpaBu Ha 6-12 Mecenu.

B. /TaG6opaTOPHCKH GHOMApKepH:

1. llopacT 3a 30% Ha Nt-ProBNP oa mnperxoaHo m3MepeHaTra BpeJHocT (man nopact of 300 pg/ml kako
aco/IyTHa 6pojKa ol IPeTXOoAHO H3M epeHaTa Bpe THOCT) BO TeK Ha 6 MecenH. Mopa Ja ce MepH Bo BpeMe o 30-
JAHeBHA KJINHHYKA cTabmansanuja (HAeHTHYHA J03a HAa JUYPeTHIH ) U IPU YC/JI0BU HA HASHTHIeH IPeTKOMOpPeH
puTaM H cTabmiaHa OyopexxkHa ¢$yHKIHja (BpeJHOCTH ce 3roJeMyBaaT aKo BO MelyBpeMe ce IojaBHJIa
npeTKoMopIia ubpuaarniija HiaH 6y6pekiia cJabocT).

2. ITopacT 3a 30% Ha TPOHNOHHMHOT BO TE€K Ha 6 MeceOHu o] NPeTXOoJHO H3MepeHaTa BpeJdHocT. Mopa jga ce
BHHMABA LPOLEHKATA HA TPOUOHMHOT JMd Ce OABHBA UPpH crabuiada 6yb6pexua ¢ynkuuja (Bpeanocru ce
3ToJICMyBaaT aKo BO MCIYBPCMC cC IIojaBH/IA ByBpexHA €j1abocT).

3. llopact Ha NAC (UK National Amyloidosis Centre) cucTeMmoT Ha rpajganuja Bo TeK Ha 6 Mecell ce cMeTa 3a
nporpecrja Ha 6oaecra. COrJIacHO IPENOPAKHT e Ha KOHCEH2YCOT Ha ekcneprHd Ha ESC 2a MmouuTopupaike Ha TTP-
KapaumoMuonarmja og 2021 roanHAa, ce IpenopadyBa KopHcTerme Ha Gillmore i cop., 2018 (NAC) cucTeMoT Ha
TPagHpamkeBo NPOrHOCTHYKH KaTeropHH 6asupaH BpP3 JBa YHHBepP3aJIHO MepeHH OmoMmapkepH (Nt-proBNP u
eGFR) 1mrTo ri ctparvHGUKyna nanmielITHTe, 6 e orjaesa aan ce pa6oTH 3a dammarjapria (ATTRv) nan crexmnara
(ATTRwW) kapaHoMuonarHja.

IMapamerpu Ha I'pasgupamse:

cGFR< 45 ml/min (rromcpymapradmaTpaninona para)

Nt-proBNP> 3000 pg/mL

CTraguyMHu:

CraguyMm I (0 mapaMeTpH 3rojieMeHH) = CpeJHO IpPeXKHUBYBaibe o 69,2 MeceIllH,

Craguywm II (1 3arosremeH mapaMeTap)= cpeJHO NpeXuByBambe o4 46,7 mecenu,

Craguywm III (2 mapaMeTpH 3roJieMelll) = CpeAIlo NpeXXHByBaILe o4 24,1 Mmecenn.

** [Ipomernkara 11a Jia6 0paTOpPHCKHTE MapaM eTpH NapaMeTpH Tpeba Ja ce mpanH 11a & MecenH.

B.EKI' 1 CIMKOBHH MEeTOJH:
Exokaprorpadckara MPOTNCcHKa Tpeha Jila cc MpaBH Ha 6-12 Mccerni TIpH MTO KaKo 3HANF 3a Mporpccija Ha
GoJsiecTa Ke ce cMeTaar cJIeJHuBe:

1. 3roscMyBamkC Ha JicHCAMHaTa Ha SHJIOT Ha JicRaTta kKomMopa (> 2 mm).
2. 3roseMyBaibe Ha CTEIIEHOT Ha gUjacToIHa aucdyaknuja (E/e’).
3. TTpoMcHI BO CHCTOJTHHTC MapaMcTph: >5% HaManyRamhc Ha JICROKOMOPHA cjekTimorHa dpaktija (JIKE®D);

= 5 ml HaManayBame Ha yaJapHHoT BoayMeH (YB); = 1% nopacTt Ha riaoGa/sHaTa JOHTHTYJHHa/JAHA JI€BOKOMODHA
nmedopmarnija (G1.S); mojana rma mepukap/iIia epyanja.

4. Hop mpuncran Ha HapyllyBaka BO CIOpPOBEAYBAKETO pPEerHcTpHpaHH Ha 12Z2-xkaHamHo EKI: HOB
HIPeTKOMOPHO-KOMOPEeH 610K 0J Koj 6H/I0 cTelleH (BKAY'IHTEe/JHO H IpoJo/sKyBamke Ha PR mHTepBasor 3a > 0,20
S), CHHYCHH mnay3H, aucyHKIHja HAa CHHYCEH jazoJ, IpeTKoMopHa ¢ubpuaanuja (IIPP) co BaBeH KoMopeH
oAropop 6e3 MeJUKaMeEeHTO3HO BaHjaHHe (<50 ymapn/MmHHYTa), KaKo H HHJAHKaIlHja 3a HMIJIaHTaAOHja Ha
CHAICKTPOCTHMYJIATOP. Kaj] HCKOW MaTrHCHTH Kaj KOW MOCT0]aT CHMIITOMH KOW OW 0JIc/ic BO TIPHJOT Ha CRCHTYA/THO
HapyllyBalhe Ha PHTAMOT, MO)Ke Ja ce IMOCTAaBU U 24 9acOBHO aM6yJ/JIaHTCKO XoJITep CHUMAambe.

Ymorpebara Ha cpoeBaTa MarHeTHa pe3OHaHIa 3a NPOIleHKa Ha IporpecHja Ha GoJecTa mopaju Hej3sHHaTa
IOoTellKa JOCTAIHOCT BO MOMEHTOB He ce IpenopatiyBa 0J KOHCEeH3yCcOoT Ha eKcNepTH. FcTo Taka, HeMa IoJaTOmH
3a KOPHCHOCTA Ha cplicRaTa CTIHHTHTpadHja co KOCKCHHW ThaccpPH BO cJIC/ACHC Ha TporpcecHjaTa Ha 6oJiccra.

** [IpoyeHkara Ha exokapauorpadckure napamerpu rpeéa Jga ce upasu Ha 12 meceun, a EKD na 6 meceyu

OnIITH Ipenopaku 3a MOHUTOPpHUpalhe Ha MalUeHTUT e:

- On HCKIYIHTE/JAHO 3HaUYEIhe € Jla Ce U3Be/gyBaaT IPEeU3HH H TOYHH Mepekha NpH ynorpeGa Ha C/IMKOBHUTE
MeTOAH,

- Bo cranmyanHOHHOT TCPHOT OJ1 6-12 MceceTii la cc 3cMe TPCJIRA/T CRCHTYA/THOT O JIOTIHCERC Ha 3aTOYHYRahC
co Tepamnujara.
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4. IIPEIIOPAKH 3A TPETMAH HA XEPE/IHTAPHA ATTP HEBPOIIATHJA H KAPJJHOMHOIIATHJA

CoBpeMeHHTe Tepallku ce GOoKycHpaaT HAa TPU IIaBHH MeXaHHM3MH 3a JIa I'0 3aIpaT WK 3a6aBaT IporecoT:
1. Cratuauzuparse Ha TTP npoTeHHOT
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2. Tepanmja Koja ro cupedyBa IpoH3BOACTBOTO Ha MyTHpadnuort TTP
3. TpascmiaHTal#ja Ha OpH Apo6 - e JHMHHAIHja Ha H3BOPOT Ha MyTHupaH TTP

1.Cradunuszupawe Ha TTP nporeuHoT (Tadpamuauc)

Mexanuzam Ha fgejcrBo: TabamMmamc e ceJleKTHBeH cTabH/AM3aTOp Ha TpaHCTHPeTHHOT. Toj ce Bp3yBa 3a
THPOKCHH-CBp3yBadkoTo MecTo Ha TTP TeTpaMepoT (deTHpHKpaTHATa CTPYKTypa Ha mpoTeHHoT). Co oBa ce
cIIpedyBa HeT 0BO pa3rpajyBaihe BO MOHOMEPH, KOH HHAKY OU ce akyMyJIHpaJie Kako aMHJIOHJHH Hacsard. Iloctoun
Bo gBe dopmMysanmun - o4 20 mg 1 o4 61 mg KoM ce opJHHHpaaT efHall JHeBHO, opaiHo. O6eTe popMyranHu ce
oJ06peHH 3a HpHMeHa OJ cTpaHa Ha EBpomckara arennmja 3a JjekoBu (European Medicines Agency, EMA).
AmMmepukaHckaTa areHnnnja 3aaexou (Food and Drug Administration, FDA) gage o gjo6penune camo 3a ¢ opMmyianuja
61 mg 3a kapAHOMHONIIATHja KaKo HHAHKaNHja. JIeKkoT HMa IOTBpJieH Jo6ap 6e36eaH0ceH MpodHII 3a Koja 6HJIO o]
ABeTe GpopMyIaniii U eJHOCTABHO ce OpIHHHDA.
dopmynanujara ox 20 mg nMa 3aJa4a Ja ja cupevr nporpecujata Ha ATTP nmoanHeBponarujara. UHAMMpaHa e
3a JHeBHaA NMpHMEHA Kaj CHMOTOMATCKH OalmdeHTH co craguyMm 1 (kKoMiieTHO akTHBHH) Ha cemejua ATTP
TMOJHHEBPONaTHja IpeAU3BHKaHa 0/ Koja 6110 MyTanHja.
Dopmynanujata ox 61 mg uMa 3ajada Jaja cpedn nporpecrjara Ha ATTP kapgnoMHonaTHjaTa H ce penopadyBa
H Kaj nanueHTH co kom6uHupaHa ATTRv-kapguomuonaruja (NYHA I-III)+ATTR-noanHeBponaruja (ctaguym I).
Ce IpenopavdyBa Ja ce H30eTrHYBa JlaBamkhe Ha Tadamuanuc kaj manmedTn co ATTP kapamoMionaruja Bo NYHA IV,
co 3Ha4YajHa pyHKIHOHA/HA OHECTOCO6EeHOCT, HeMOYKHOCT Ja u3ogar 100 MeTpH Bo Tek HA 6-MHUHYTHHOT TeCT Ha
ojembe U Kaj oHHe co eGFR< 25 ml/min/1.73 m2.
Edexrn:

- 3abaByBa Iporpecuja Ha HeBponaTHjarta

- HamasnyBa KapgnoMHoIlaTHja Kaj MalfHeHTH cO cpIleBa HHBOJBHPAHOCT

- HajedexkTuBeH ako ce 3anmo4ie Bo paHa ¢pa3a Ha 6oJiecta
JIuMuTaIHH:

- HeruyncTH BeKe co3aaJeHUTe aMH/I0N/JHH HACAark

- He e epukacen ako 6o/iecra e Bo HanpegHa dpas3a

2. Tepanuja Koja ro cnpeyyBa NMPOUZBOJACTBOTO HA MYTUPAHUOT TTP (RNA-CHJIeHTHpPaYKH Tepanuu -
MMaTucupaH, ByTpucupaH u HHOTepceH.):

Co HaMasTyBam e Ha KoJHpurHaTta Ha TTP Bo KpBTa, ce HaMa/IyBa H pU3HKOT O/ aMHJIOHJHH HacJIary.
MexaHH3aM Ha AejcTBO:
OBHe JIEKOBH Je/yBaaT Ha HaMa/IyBarbe I'o NPpor3BoAcTBoTo Ha TTP:
 MatucupaH e siRNA Tepannja xoja ro wmaxubupa TTR mRNK Bo mpumor apo6. IlpercraByBa Maja
unrepdpepentHa PHK mosekya koja ce Bp3yBa 3a kogupadku peruoau og TTP marpukcaara PHK, coennduano
MOTHCHYBAjKH ja XelaTaJHaTa CHHTe3a Ha TPAaHCTHPETHHOT. Biierypa Bo rpynara Ha JekoBH HapedeHu TTP
npuryuyBad (silencer). /lapamkeTo Ha JIeKOT e HHTpaBeHCKH Bo HHy3Hja Bo HHTepBaJIH oj 3 HeJeaH. OMHIIaHI
ce peJaTHBHO JIeCHH HecakaHH eQeKTH (Ha MecTOTO Ha allJIHKanHdjaTa Ha JIEKOT, NnepudepHH eJeMH,
racTpOMHTECTHHAJHH TOTEIKOTHH W MYCKYJHH cnasmu). IlaTucHpad e MHAMIMpaH 3a TpeTmaH Ha ATTP
MoJIHHEBpoIlaTHja BO IPB H BTOP CTaAHyM Ha NoJHHeBponatyja. [laTHcHpaH He e IpenopadaH 3a TpeTMaH Ha
ATTP-kapAamoMuonarija o cTpaHa Ha HpodecHOHATHHTe 3JpY:KeHHja 3a cple, HaKO TeKOBHHUTE MOJATOIH
cyrepHupaar JleKa HaTHCHpaH He ja B/JOIIYyBa KapAHoMHoIaTHjaTa Kaj alueHTH co XepeaurapHa TTP u Mmoxe Ja
nMa KopucHH epekTH. Cenak, HOTpe6HH ce JONMOJHHTETHHU HCTpakyBabha 3a /ia ce yTBPJH HeropaTa epHKacHOCT
BO TPETMAHOT Ha KapauoMmuonaruja kaj ATTP amusongosa.
» ByrpucupaH e siRNA Tepanmnja xoja ro maxubupa TTR mRNK Bo 1npHHOT Apo6, cAHIYHA MOJEKYJAA KaKo
INaTucupan, HO co cy6kyTaHa agMuHHcTpanuja. Toa e maaa nHTepdepentrHa PHK Mosexysa Koja ce Bp3yBa 3a
Koaupadkd peruoHH oj TTP marpukcHara PHK, cunenndmyHo IOTHCHYBAjKH ja XemaTa/jHaTa CHHTe3a Ha
TpaHCTHPeTHHOT. EQeKkTHTe Ha JIeKOT ce MoKaale MHOTY 000 pH IIPH JaBaibe Bo TodyeTHaTa pasa Ha GojecTta
(PND I-11). laBatbeTo Ha JIEKOT € cCy6KyTaHOo eaHall Ha 3 Mecenu. [lopa/ i HaManyBamke Ha BUTAMHUH A IoTpeGHA e
HCTOBpEMEHa CyIJeMeHTalHja co 0Boj BUTaMuH. ONUIIaHH ce PeJIATHBHO JIECHH HecakaHHU edekTH (apTpanruja,
AUCIHea, AePUIUT HA BHTAMHUH A H HOKHO C/IENIJIO).
+» HHOTepCeH e aHTHCEHC OJIUTOHYK/IeoTH (ASO) HITO HCTO Taka ja HHXHO6Hpa npoAyknHjaTa Ha TTP. Toa e jek
co aHTHceHcoJAUToHyKJIeoTH (ACO) TexHoJIorHja KoOj ja HaMalyBa cHHTe3ara Ha XenaratHuoTr TTP ammiong
npeKypcop nporenH. Bierysa Bo rpymnara Ha JekoBH HapedeHH TTP npurymysBaun (silencer). MaauImmpan e 3a
TperMad Ha ATTP mosnHeBpomarHja a JaBambeTo Ha JEKOT e cy6KyTaHo egHam HezaeaHo. Bo NEURO-TTR
paHAZOMH3HpaHa KOHTpOJHpaHa cTyJHja Ha 172 DamueHTH yTBpJAeHO € BO TIpyllaTa coO MNpPHApPYXKHa
KapJHOMHONATHja OTCYCTBO Ha HEj3MHO BAOIIYBAabe.
Edexrn:

- T'oHamasyBaaT HHBOTO Ha HHpKyaupadku TTP 3a 80%

- OBOo3MOXYBaaT HaMaslyBam e Ha Beke pOpMHUpaHUTe aMJIOHHU HacAaru
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- T'o3abaByBaaT ONIITeTyBameTo Ha HEPBUTE H OPTAaHUTE
JlumMuranun:
- bapa pegosan ngjeknnd (IlaTucupas - HHTpaBeHO3HO; ByTpHcHpaH NOTKoXkHO, UHOTEpceH - IOTKOXKHO)
- IloTpeGeH e KOHTHHYHpaH MOHHTOPHHI 3a MOKHH HecakaHH edpekTH (HHCKO HHBO Ha TPOMOOIHTH,
olITeTyBarbe Ha 6y6pe3nTe)

3. TpaHcnaaHTAallMja Ha PH APod — eNUMHUHALM]a HA U3BOPOT HA MYTUPaH TTP
MexaHH3aM Ha /JIejcTBO:

e buaejkn 95% o TTP ce mpousBegyBa Bo OPHHUOT Apo6, TpaHCIJIAaHTaNHjaTa Ha 3/ipaB IIpH Apo6 oJ JOHOD ja
eJHMHUHHAPA Tpo/IyKiujarta Ha mytupasd TTP.
e Opaa MeToJa ¢ eJHAa OJ NPBHTe KOH OHJe KODHCTCHH 3a JeKyBamhe Ha ¢aMHIHjapHAa aMHJIOHJHA
noJIMHeBponaruja.
Edexru:

- CnopedyBa MOHATaMOIHO aKy My /THpambe Ha aMH/I0H],

- Moke fa ja3anpe nporpecujata Ha 60JecTa, 0cO6€HO aKo ce HallpaBH BO paHa ¢asa
JlumMuranum:

- HernorcrpanyBa BeKe GOpMHUpaHHUTeE aMIJIOHJHI HacJIaru

- TIorpe6Ha e JOXHWBOTHA HMYHOCYIpeCHBHA Tepanyja

e He e cexoram edpekTHBHA Kaj HocTapy NAMHEHTH HJIM OHHE O HanpegHata ¢opma Ha Gosecra

JOonoTHUTENHH TPeTMaHH:

Hako r1aBHHTe Tepannu ce poKycHpaaT Ha cTabminsupaibe Ha TTP, HaMasyBame Ha HET0BOTO MIPOHU3BOJCTBO
HJIH OTCTpaHyBah e Ha H3BOPOT (IpH Apo6), HoCTojaT U AOMOJTHUTeJTHH eKcllepHMeHTaTHH HpHUCTallH:

* Antuatesa npotuB ammaouja (PRX004, NTLA-2001 - reHcka Tepanmuja). OBHe TepamuH ro aKTHBHpaaT
HMYHOJIOUIKHOT CHCTEM 3a Jia I'H 0T CTpaHH aM WJIOHHHAT ¢ Hac/aru, CeyuiTe BO KJIMHAYKH HCIHTYBamba.

CHMNTOMATCKH TPETMaH
- JlexoBu 3a HeBponarcka 6o/1ka
- KoHTpoJa Ha KpBeH IPUTHCOK (aK0 HMa aBTOHOMHA JHC)YHKIHja)
- Juyperunu, AKE unxu6utopu u 6eta aJpeHeprudHu 6JJ0KaTOpH BO MaJ/Id J03a
- Cpresa apHTMHja (aHTHKOAry/aHTHA, aHTHAPATMHIHA TepalHja)
- Ilejcmejkep Kaj manmHeHTH €O CPIIEeBH TPOOIEMHA

IpaHcTHUpeTUHCKA amuaouao3a (ATTP) co MeNiaHy CHUMNOTOMM, KaJe WITO ce 3adpaTeHH H CPHETO H
nepudepHHTEe HEepBH, 6apa HHAMBUAYAIU3HpaH U MYyJTHAHCIHIJIHHAPEH NpHCcTal 3a TpeTMaH. M36opoTr Ha
Tepalnuja 3aBUCH O/ TeXXIHATA Ha Kap/IHjalHHTEe 1 HEBPOJIOM KIUTE CUMIITOMH, KaKo 1 0/ OIIITaTa 3JpaBcTBeHa
cocToj6a Ha MagueHT oOT.

Mo XHOCTH 33 TpeTMaH:

1. Tapamuauc: OBoj Jiek e 0JJ00peH 3a TpeTMaH Ha KapJHOMHONATHja Tpegu3BHKaHa og ATTP u moxe fa ouje
KOpHCeH Kaj HallleHTH o 3HAYajHH KapANjaJHI CHMITOMH.

2. Tlarucupasn: On06peH 3a TpeTMaH Ha MOJHHEBpoIaTHja cTaguyM 1 n 2 kaj manueHTH co Hacaeaua ATTP.

3. Byrpucupan: Ogo6peH 3a TpeTMaH Ha DOJAHHeBponaTuja craauyM 1 i 2 kaj nanuenTu co Haciegua ATTP. Ox
Anpua 2025 rog. PJIA u EMA ro ogo6puja ByrpucHpad Bo TpeTMaH Ha KapJAHOMHONATHH Kaj MalHeHTH CO
HacaeaHa ATTP.

4. Uunotepcen: Hcto Taka o106 peH 3a TpeTMaH Ha MoJHHeBponaTHja Kaj HacjaeaHa ATTP u moxe ga 6ue onnuja
3a NallHEeHTH ¢0 JOMHHAHTHH HeBPOJIOWKH CHMIIT OMH.

5. Kombunnpana Tepanuja: Bo HekoH cjaydaH, Moxe Ja ce pasrJ/e a KOM6HHaNHja Ha JIEK OBH 3a Jja ce TapreTupaar
H KapAHjajJHUTe 1 HEeBPOJIOUWKHTe cHMITOoMH. Cenak, 6e36eJHocTa U eprkacHocTa Ha KOMOHMHUpaHaTa Tepannja
cé yIITe ce IpeaAMeT Ha HcTpaxyBatbe. HcTaTta ce mpHMeHyBa BO €eKOHOMCKH pa3BHEHH 3€MjH, Kajle IPeNopaKuTe
ce HallpaBeHH BP3 OCHOBA Ha ¢papMaKo- eKOHOMCKA HCILIAT/IHBOCT.

6. [loaapKyBadKH TpeTMaH: YIIpaByBalhe cO CHMIITOMHUTe IpeKy KOHTpoJa Ha 60/KaTa, GH3HKa/JIHA Tepanuja u
TpeTMaH Ha cplieBa ¢J1abocT e 0/l CYIITHHCKO 3Hadelbe 3a NoA00pyBaibe Ha KBaJIUTET 0T Ha )KHMBOT HA MAHEeHTOT.

[penopaku:

¥ MyatuaucouiinHaper Tam: TpeTManoT Tpeba jga 6Uje KOOpJAMHHPAH OJf THM COCTABEH 0/ HEBPOJO3H,
KapJHoJ/IO3H U JPYTH CIeNHjAINCTH CO HCKYCTBO Bo ypaByBame co ATTP.

v AnpuBHyanusupan npucramn: Tepanujata Tpeba fa ce IPHIATO/H CIIOpe/ Celn HIHUT e OTPe6H U cocTojba
Ha NAIAeHTOT, 3eMajKku I'il IpeIBU/] IPUJO6UBKHUTE 1 10T eHITUjAJTHUT € PUSUITH.

¥ PejioBHO cuejietbe: [locTojaHO MOHHMTOpHpame Ha Iporpecujara Ha GoJecTa U OJTOBOPOT Ha Tepamujara e
K/JIYYHO 3a HaBpeMeHO NPHJIAr oy Batbe Ha TPETMaHOT.

KoHcyaTanujara co coelHjalHcTH U PasrjeyBalkbeTo HA HAjHOBHTE HCTPRKYBakbha H KIUHHYKH YIATCTBA Ke

MOMOTHAT BO JOHECYBalkeTo Ha HHGOPMUPAHH OJJIYKH 3a ONTHMAJIHO ynpaByBamke co ATTP co Mewanmu

CHMIITOMH.
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[IpBHOT H360p Ha JIeK 32 TpaHCTHPeTHHCKA aMuiono3a (ATTP) 3aBucu o THIOT Ha GoJiecTa U OPraHUuTe ITO ce
3zadaTeHm:
1. KapauomuonaTuja npesgussukada og ATTP (ATTP-KM):

. Tadamuziic: OBoj ek e oJo6peH 3a TpeTMaH Ha ATTP-KM 1 e IpenopadyaH Kako IpBa JUHHja Ha Tepalnija
3a HAOHEHTH CO OBaa coCToj6a.
2. IToaMHeBpoNnaTHja NpeAU3BHKAHA 0/ HacaegHa ATTP (ATTPB-ITH):

. [Matucupan: Ogo6peH 3a TpeTMaH Ha [MOJHHeBpoONaTHja Kaj nanueHTH co Hacaeaaa ATTP.

. HHoTepcen: McTo Taka o/o6peH 3a TpeTMaH Ha MOJIHHeBponaTHja kaj Haciaegna ATTP .

I/I360|!0T Ha Te[gam/lia T;geﬁa pi ezl 6I/I§ € NHANBUAYATMINPAH, 3eMajKy Tu npeaBuj CIellNQUIHNTEe KJINHIIKHI
KapaKTEPUCTUKN Ha NMANMHEHTOT, MPHCYCTBOTO Ha Ka[!l!I/IiaJIHI/I HJ/JIH HEBPOJOIIKHA CHMITOMW W AOCTAIIHOCTA Ha

JexopnuTe. KoHcyaTanuja co cHeNUjadncT co HCKYCTBO BO TpeTMaHoT Ha ATTP e KJyuHa 3a ONTHMAIHO
yIpaByBamhe o 6oaecTa.
Bo Tex Ha TperMaHOT Kaj nanpentTurTe co ATTP aMuion 1031 oco6eHo MenaH THII cO 3HAOU Ha MOJMHEeBponaTHja

H KapJAHOMHONIaTHja BO 3aBHCHOCT 0/ AOMHHAINHja Ha CHMTOMHTE.
[Ipu mpemuHyBame Ha manueHT co ATTR ammiaonposa oj TadaMuarc Ha maTHCHpPaH, TOTPeGHO € Ja ce 3eMar
npeABHJ HEKOJAKY KIHHNYKH H MOHHTOPHHT IapaMeTPH.

1. KTHHHYKH pa3MHCAyBama npej npedppaysame

e ®aza u cumnromu Ha 6osecra: [IporeHka Ha nporpecujara Ha ATTP amuiong03ara, 0cO6EHO JajIH MAUEeHTOT
umMa nosuHeppomnaruja (ATTP-IIH) uian xapguomuonaruja (ATTP-KM) oaHocHO Kaj MellaHaTa Kajie ce cJjeJu
BJ/IOLIyBaibe.

« Hnankanyja 3a natucupad: [latucupad e ogo6peH 3a Hacnegua ATTP nosmaeBponaruja (ATTP-IIH).

o VlHukanum 3a ByTpucHpaH: ofo6peH 3a HacaeaHa ATTP-ITH u ATTP-KM.

o [IpnunHa 3a NpeMHHYBame: /laju 6osecTa HallpeAyBa U NOKpaj TepanujaTa co Tadamuauc? /laad e morpe6HO
moarpecuBHO HaMaJyBambe Ha HUBoTo Ha TTP?

2.IlapameTpH 3a clejeme NpeJ 3aN0YHyBathe CO NaTHCHPaH
A. Kapduosouwku ucnumyearsa {axko nayueHmom uma ATTP-KM)
- Exokapauorpadmuja: I[Iponenka Ha pyHKIMjaTa Ha JeBaTa KOMOPa.
- NT-proBNP / TponoHuH: Ciefee Ha KapJAjaJlHHTe 6HOMapKepH.
- EKI: llpoBepka 3a cipoBOHI HAPYITyBambha.
B. Hespo.tourku npoyeHku (ako nayueumom uma ATTP-ITH)
- CxaJja 3a HeBpomatuja (NIS, mNIS+7, PND Score): Cieseme Ha mporpecajata Ha 6oecta.
- Kpasmrer nHa xmBOT (Norfolk QoL-DN): Cregeme Ha edeKTOT Ha TepallHjara Bp3 ceKOjAHEBHOTO
byHKIHOHTpabe.
- Eaextpomuorpaduja
- Cynmocken
B. la6opamopucku mecmosu
- Oyxxnmja Ha 0pH Apo6 (LFTs): [laTHcHpaH He € XenmaTOTOKCHYIEH, HO HOTPpe6HO € 0CHOBHO Mepetbe.
- Byb6pexna pyukiuja (kpearunus, eGFR): Cieseme Ha pyHKIMjaTa HA GyGpe3nTe.
- Hubona TTP (onguonasnuo): [latucupan ro HamasyBa HUBOTO Ha TTP, a 0CHOBHO Meperbe MOXKe ja buie
KOPHCHO 3a criope/6a.
I'. HympumueHU acnekmu
- Caenewe Ha BHTAaMHH A: Bbuzejku matncupaH ro HavmauyBa TTP (HocuTen Ha peTHHOJ), HOTpe6Ha e
cymaeMeHTanumja co BuTaMuH A (2.500 U/ neH) 3a 1a ce n36ertHe HeJOCTATOK.

3. CTpaTerdja 3a TpaH3UI[Hja

» He e moTpe6en nepuoy Ha npekaonyBame: Tadamuanc ro craémwinsnupa TTP, fojeka naTHCHpaH o HaMalyBa
HeTOBOTO IPOHU3BOJCTBO.

o [IpexnH Ha TadaMHU/NC Ipe/ IpBaTa f03a Ha naTucHpaH: Hema moTpeba of o A/10XyBame, HO HOA0OPO € Aa ce
H36erHe Napale/IHa Tepaltja.

e Pacnopes Ha nadysuu: llaticupa ce 1aBa HHTpaBeHCKH Ha cekon 3 Hegenn (0,3 mg/kg, makc. 30 mg no go3a).

4. Cnejewe 32 BpeMe Ha MHPY3HMjaTa

o Ilpemeankanmja: IlamueHTOT Tpeba Ja NPHMH KOPTHKOCTEPOHJ, AHTHXHCTAMHH H aleTaMHHOQEH INpen
nH}y3HjaTa 3a Ja ce CupevaT HeCAKAHH PeaKIIHIL.

s CiieJere HAa BUTA/JHATE TapaMeTpH: [I[poBepKa 3a MOXKHH HHOY3HCKH peaKIHH.

5. /loAropoyHo caejermne

* Kapnosiomka n HeBpoJioliKa peeatyanuja: Ha cexon 6-12 Mecen ciefere Ha 6HOMapKepUTe U CIHKUTE.

¢ [IpomeHKka Ha CHMIOTOMHTE H KBJIHTETOT HA KHBOT: PeloBHO c/e/lelbe HA HAPeJOKOT H To/JAepaHIjaTa Ha
TepanydjaTa.
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HecakaHu edekTH Ha [TaTHCHpaH

[laTHcHpaH reHepasHo ce cMeTa 3a A00po ToJiepupaHa Tepannja 3a ATTP aMmronosa, Ho Moxe Ja IpeAR3BHKA
oJpe/leHH HecakaHH eeKTH.

1. Hajuectn Hecakanu edext (210% oj nanmueHTHTE)

. peaknyiH MoBp3aH# co nHdyaujara (19-20%)
. I'PO3HHATA, TPecKa

D rJ1aBo60JIKA

. rajeme

. 60/IKa BO TPJIOT 0 HJIH IP6OT

D IPBEHHJIO U OCHTI

. XHIOTeH3H]ja (IOHH30K KPBEH IIPUTHCOK)

[lanpeHnTHTE MpHMaaT HpeMeAHKanHja (KOPTHKOCTEPOHH, aHTHXHCTAMHHHIIH, aHTHIHPETHIIN) TIpe] ceKoja
nH}py3Huja 3a fa ce cipedaT OBHE pPeaKIHH.

D efleM Ha eKCTPEMUT eTHUTe (OTOK Ha Ho3e/parie)

. HeJOoCTaTOK HAa BUTaMUH A (mopaju HaMa/yBame Ha TTP, Koj e TpaHcnopTep Ha peTHHOJI)
[IpeBennnja: CymnemenTtanuja co ButaMud A (2.500 U/ nen)
2.llopeTkn HecakaHn edertH (1-10%)

. 3aMop
. BpTOT/IaBATA
. 60JIKa BO MyCKYJIHTe HJIH 31J1060BHTE
. pecuupaTopHu HH}pekITun (Ha30papUHTUTHC, TPHIL)
3. MHoOry peTKH, HO IOTeHIOHja/IHO CePHO3HN HecakaHH edekTn (<1%)
. XHIOTeH3Hja (IpekyMepHO HaMa/IyBaibe Ha KpBHHOT IPHTHCOK )
D IPHO/IPOGHH HapyIlyBatha (3roJieMeHH eH3UMH Ha MpH pob - ALT, AST)
. a/IeprUcKU peaknun (aHrnoe eM, aHa$pHIaKCHja - MHOIY PETKO)
[lTo Tpeba fa ce cAeAr Kaj IAIHEHATHTE?
. BHTAJHH apaM eTpH NpH HHY3Uja (KpBeH NIPHTHCOK, MyJIc, TeMIlepaTypa)
. peZlOBHH yTabopaTopHCKH TecToBHU (PyHKIIMja Ha IpH Apob, 6y6pexHa GyHKIHja)
. HEBPOJIOLIKH CHMITOMH H $YHKIHja Ha cpIe

He mocrojaT gokasu Aeka naTHcHpaH JUPEKTHO ro oumTeTyBa cpieto. Kaj mamuerntu co ATTP amunonjosa, 10j
MOXe Ja MOMOTHE BO CTaGH/IH3Hpahe IJIH oJo6pyBah e Ha cprieBaTa ¢yHKIHja co HaMa/lyBambe Ha TaJl0i b eTo
Ha aMHJIOHJ BO TKHBaTa. CTy/JIHH MOKaKyBaar Jeka HamalyBameTo Ha TTP ro ycnopyea H/IH JypH MoXe Ja ja
noao6pu ammuiaongHara kapauomuonaruja (ATTP-KM). Kaj Hexkou off manueHTHT e ce 3abeieyyBa HaMalyBamkh e Ha
NT-proBNP (6momapkep 3a cpieBa c1abocT) H OOAOGpYyBaimhe WK cTabHU/In3anyja Ha QyHKIMjaTa Ha JeBara
koMopa. Kaj ojpesieHn manmeHTH co TellKa cpiesa c1abocT MoXe Aa JAoBeje [0 Maj Ha KPBHHOT IPATHCOK HJIH
3aJpKyBarbe TeTHOCTH, IITO 6apa BHHMATe/leH MOHUTOPHHT.
Mewan (mixed) tTun Ha ATTP aMmmionjgosa ce oJHecyBa Ha NAIUEHTH Kaj KOH Ce jaByBaaT M IOJHWHEBpPONATHja
(ATTP-ITH) u kapaunomuonarnja (ATTP-KM), mTo e 4ecTo kaj ofapeaenu myranud (Ha np. Vall22lle, Thr60Ala,
Glu89GIn).
WHaMKalMKM HA TpMMeHa Ha NAaTHCHPAaH Kaj MeIllaH THM:
> aKo HOJIMHEeBPONATHjaTa e JOMHHAHTEH Ipob/ieM, HATHCHPAH e JieK Ha H360p
» ako mamueHToT HMa 3Havajaa ATTP-ITH u ATTP-KM, ByTpHcHpaH e jiek Ha u360p
» aro UMa KapUOMHONaTHja, Ho manueHToT uMa u ATTP-PN, matucupan Moxe Jia ce gafe, HO Tpeba
BHHMAaTe/IeH MOHHT OPHHT
» ako manmeHTOT WMa camo 3Hanu 3a ATTP-KM, u kaj manuenTn co modereH cragamym Ha ATTP-IIH,
tabaMHaHAC e JieK Ha H360p
» HeKOH eKcIepTH CMeTaaT JeKa oBaa KoMOHMHaNMja Moxe Jga 6uae kopucHa kaj meman ATTP, o
MOMEHTA/JIHO HeMa oQHIIHjaIHU IPET OpaKH.
3aKay4yok:
¥ aKo MaMEeHTOT NMa JOMIHAHTHA HEBpoNaTHja — [laTHcHpaH e coOBETEH H360p.
¥ aKo HANUeHTOT UMa caMo KapAnoMuonarnja = TabaMujuc e mogobap uz6op.
v ako manuenTor HuMa memad ATTP (u ITH u KM), ByTpHcHpaH e cooABeTeH H360p HO H TAaTHCHPAH MOXe a
ce jaje, HO cO BHUMATe/IeH MOHUTOPHHT Ha cpleBaTa QyHKIHja.

CnenndHYHH KAPDAKTEPUCTUKH H Mpenopaky 3a naneHTH co ATTP co myTanmjaTa Glu89GIn

Bo Penmy6uamka CepepHa MakegoHnja e 3actanmeHa myTanujara Glu89GIn (E89Q). HMcrara oBaa myTanuja e
engeMcka Bo Peny6smka byrapuja u Bo nesioBa o tanuja co MHOTY moroJieM 6poj Ha manmi eHTH o Kajie ce mprat
MIOJATONH BO O/IHOC HA TEKOT, eBOJYIIAjaTa U MPOTHO3aTa Ha 3a60JyBafbeTo, KAKO U TepaluCcKUTe MOKHOCTH H
e HKacHOCTA OJf TPETMAHOT O/ locera ojjobpeHara Tepannja o @JIA u EMA 3a nanueHTH co Xepeautapaa ATTP.
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» Co coBpemena Tepanyja (tadamurc, narucupas, BYTPHCHPAH, HHOTEPCEH):
+ [Iporpecujara Ha 60JecTa 3HAYHTEIHO ce 3a6aByBa IUJIH CTOMHPa, 0c06eHO0 aKo TepamnijaTa 3anovHe PaHo.
+ JKMBOTHHOT BEeK MOXeE A ce IPOJ0/nKH 33 20+ ToJIHHN co J06ap KBAJIATET Ha XKHBOT.

2. ®a3u Ha GojlecTa U OYeKyBaHa mMporpecuja

daza KJiIWHHYKHA CHMII'TOMH IporHo3a 6e3 TpeTMaH IporHosa co Tepanuja
TpHeme, c1abocT, aBToHOMHH | Bosecra HanpeayBa, Moce fla ce 3aApKu
Pasl-[a basa CHMIITOMH (JHjapeja, HU30K HHBaIHARTeT 1o 10 byarmuoHanHocta 15-
(0-5 roguii) MPUTHCOK) TOJAUHHA 20 ToguHR
IToremka MoTOpHA c1abocT, WHBanuuTeT, 3aBUCHOCT .
CpeaHa ¢a3a Craduansanyja,

Npob/IeMH co 0Jiebe, cpIieBa | 0J] MOMOII, }KHBOTeH BeK ,
(5-10 roauHH) HaMaJieHa IporpecHja

HHBOJBHPAHOCT 5-10 roauuH

[TosHa mapain3a, cpoesa Bo ponHa ¢aza, epexToT

KacHa ¢aza [IpoceveH *XUBOTEH BEK )
€J1aBb0CT, MyJATHOPraHCKo Ha TepanHjaTa e

(10+ roguHH) 2-5 rouHA

OIITETYBALE OT'paHHY ECH

3. TpaHcnJIaHTAaLHjaTa HA LPH ApoG ja NoJ406pyBa NPOTHO3aTa BO CJie JHUTE CAYyYaH:

» Hajao6pu pesyiarard uMa Kaj namueHTH co Val30Met, ocobeHo ako ce HAIpaBH IIpej pa3sBoj HA HampegHaTa
HeBpoIlaTHja.

» Kaj manmedTH co Kap//MOMHONATHja, TpaHCIJIaHTAN[AjaTa He € JOBO/IHA 6H/IejKH aMAJIONI0T OCTaHyBa BO CPIIETO
H HepBHTeE.

» JleHec, co mojaBaTa Ha TahaMHIHC, TATHCHPaH H HHOTEPCEH, TPaHCIJIAHTaUjaTa ce KOPHUCTH MOPETKO.

4. IporHo3a Kaj kapAujasHaTa popma Ha ATTR (AT TR-CM)

* AKO KapAiHOMHONATHjaTa e JOMHHAHTEH CHMITOM, POTHO3aTa € MmoJolia 6H/ejKH cpieBaTa ¢iabocT 6p30
HallpeayBa.

» be3 rperMan: CpreBa ¢/1a6ocT H apUTMHH A0BeAyBaaT A0 CMPT BO 5-7 TOJHHU.

s Co radpamuruc: JKHBOTHHOT BeK ce pogonkyBa Ha 10-15+ roguau

5. IlporHo3arta ce nNoA0GpPyBa CO PaHO JHjaTHOCTHLU pame. [l[anieHTHT e KOX 3all0YHyBaaT Tepaluja Ipej Ja
ce M0jaBH Telll KA HeBpoNaTHja HMaaT Jo6pa MporHo3a H MOXKaT Jia YKUBeaT HOPMaJIeH XXUBOT AOJT MePHO/T.

¢ [IpecMMOTOMATCKOTO TecTHpame (TeHeTCKO TecTHpame Kaj aMminjapHi cayd9ad) Moxke Ja MOMOTHe ja ce
3alovHe Tepannja Upe/] TojaBa Ha HeOBpaTHa ITeTa.

6. 3axkiny4yok: KIy4YHH TOYKH 32 IporHo3aTa

HajparkeH QakTop 3a NpexHBYBalbe € PAaHOTO OTKPHBAILe H TPETMAHOT.

Tadamuanc, [latucupan, Byrpacupan n HHOTepceH 3HATHT e/THO ja 0 06 pyBaaT IPorHo3aTa, 0cOGEHO aKo ce
3alrovHAaT Bo paHa dasa.

[lanneHETHTe 6€3 TpeTMaH HMaaT IpocedeH XKUBOTeH Bek o4 10-15 rouHH, HO co TepalHja MOXarT Ja KHBeaT
20+ roguHu co Ao6ap KBAJHTeT Ha KHBOT.

KapamoMHonaTHjaTa 3HaTHTE/MHO ja BJIOIIYBa IPOrHO3aTa, Ho TadhaMuIHC HIX ByTPHCHPAH MOXe Ja ja 3a6aBH
BosecTa.

TeHeTcKOTO TecTHpae Kaj paMI/IHjapHHE cJIydaH MoxXe Ja JoBeje J0 paHo 3all0IHyBabe Ha TepalmjaTa, To
€ KJIy4HO 3a HpeKHBYBalbe.

Ipusaor 3a AujarHo3a Ha TTP AMuionao03a

TPETMAHOT. LO BOBEAYBAEL0 Hd HOBI TE€PAILIMI L POIHOBATA JEHEC € MHOLY L0400 Dd OTKOAKY BO MHHATOTO.

1. Kiy4yHH ¢paKTOpH KOH ja oApeyBaaT NporHo3aTa ce BHAOT HA MyTallMjaTa H HaBpeMeHaTa ajleKBaTHa
Tepanuja.

P Bes Tperman:

+ IlpocevHHOT )KMBOTEH BeEK IO IojaBaTa Ha MPBHTe cHMITOMH ¢ 10-15 roAnHu, HO BapHpa BO 3aBHCHOCT 0]

$opmara.

o IlanueHTH €O Kap AHOMHONATIIja HMaaT HoJ/Iolra NporHo3a (5-7 roguau 6e3 TpeTMaH).

+ bes Tepanuja, naHeHTATe NOCTENeHO pasBUBaaT apailn3a, aBT OHOMHH ITopeMeTyBamba H cpIieBa ¢1abocT.

14 op 17



Cnyx6eH BecHuk Ha PCM, 6p. 186 og 5.9.2025 roanHa

3ano4YHM CO 3emaH-e Ha aHaMmHe3a 1 (')MBH‘-IKII nperneg v oﬁpuu BHMMaHMe Ha
CMMNTOMM M 3HAUM 33 nocToere Ha ATTP (,,upBeHn 3Hamura“)

Hanpaewu EKI' 1 exokapgaworpadmja

| | Hanpaeu Heeponowku npernen v EMIN

J

Y

¥YnaTtu ro nauMeHToT 80 naboparTopmja 3a XeMaToONOWKK UCNnuTyBarsa (kBaHTudMKaumja Ha
cepymckmn cnoBogHmn NecHn CMHLMPK 1 cepym/ypuHapHa enekTpodopesa Ha NPOTEWHKW Co
umyHodmKcaumja) u cpueen 6Momapkepu (TponoHuH, Nt-proBNP)

+ Xemarton.aHanamsun | | - XemaTton.aHanmsm |
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AJIFOPUTAM 3A TPETMAH W C/IEAEHSE HA GIu89GIn MYTALHIA

[ujaro3a Ha TTR-FAP co GluB9GIN

MNorapaeHa feHercka ananusa

I S P —
_—y
&%
PND cHop, MNISS7, EMNG, cyaocken
NT-proBNP, TponoruH, EXO, CMR (MRI Ha cpue)
Noverok Ha Tepanwja cnopeadenarun:
v / \\\
MoYETe H NECeH CTaAMYM Ha B. Camo Kapavomonayja (623
HesponaTua w3pasena HesponaTuja)
- Tafamidis 20 mg aresHo - Tafamidis 61 mg AHesHo
A. Metwara nnm arpecusria  opma (Hesponarja + kapanommonatja):
- Patisiran, Vutrisiran ili Inotersen
> AHO [IBETE CE HE/I0CTaNHM MM KOHTPaUHANLMpPaHy: Tafamidis
h cexou 6-12 MECeyU CO Yen NPOYEHKA HO craduym
Ha Banec 0d Ha M cmee da bude odbuena
0d. 80 e Bude

ng}cngyBaH,e CO TPETMAHOT Ce NPABH BO CAEAHUTE CUTVAITHN:

* 3ado/icumento crederse HA nAyueHMume Ha cekou 6-12 Meceyu co yea npoyeHka Ha cmaduym Ha
Gogecma U egaayayuja 0d echuxacsocma Ha mepanujama. Homama He emee da 6ude 0d6ueHa 0d cmpana Ha
nayueHmom, 60 CHPOMUSHO mepanujama ke 6ude npexkuHama.

* coaMacHO ceemckume NPOMOKOAU 3d MPemMaH Ha nayueHmu co gaMwmijapHa amuaoudHa
no/uHesponamufa, xaj nayuenmume co HanpedHam 3 cmaduyM Ha 6Gosecma mepanuyjama e eeke
HeehuKacHa u ucmama ce NpexuHyed, RAYUEHMOom ce AeKyea o pexabiiumm{uoHa i CUMIIMOMAnCKa
mepamija.

* J0K0AKY NAYUEHMON He Ce fasu Ha 3adoMcumeteH npezaed 3a noduzHyeare Ha Mepanujama u ucmamda
€ npexuHamd 04 cmpasa Ha NayueHimom nogeke 09 2 Meceiu @ 3@ Mo HeMaA ONPagdant MeUUHCK
npuduHY nomepdenu 04 dokmop, mepanujama ke 6ude npexuHama.
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YnarcTBOTO € H3rOTBeHO o1 cTpaHa Ha CTpyuHa koMHcHja ¢opMHpaHa o MuHHCTep 3a 3ApaBcTBo co PemeHne 6p.
17-1544/1 o4 31.01.2025 roauna, Bo cocras: [I-p [parana Iler poecka [[BerkoBecka 04 J3Y YHHUBep3uTeTCcKa KIAHMHHKA 33
HeBposoryja Ckomnje, /I-p Banentuna Anaosa o YHMBEP3UTeTCKa KIHHKKA 3a kapaydosioruja v [I-p Llomkyn Kepanaog
YHuBep3HTeTCcKa KJIHHHKA 3a HeBposiordja Ckomje. IlpercraBHuk o MuHHcTepcTBO 3a 3apaBcTBo /[l-p Mapuja Xanm-
XpHCcTOBCKa.
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