Harmmonasen chBeT 1o eHH U peuMOypcHpaHe Ha JIEKAPCTBEHUTE MPOTYKTH

IIpoexkr!

HAPEJIBA

3a n3meHenue Ha Hapenoa Ne 13 ot 7 HoemBpu 2019 1.

3a npuemMane (papMaKo-TepaneBTHYHO PHKOBOJCTBO 10 Hedposorusi U quajiau3a (00H.
JB. 6p. 91 ot 19.11.2019 r., u3m.u gom. 6p. 65 ot 2023 r., u3M. 6p. 54 o1 2024 1.)
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Hpuﬂoafcenue KbM YjleH eOUHCHEEH

DapMaKo-TepaneBTUYHO PHLKOBOJACTBO
Mo He(poJiorusd U AMaJIU3a

. OcTbp M XpoHNUeH nueaoHeGpuT, 00CTPYKTUBHA U
pedaykcHa HeponaTus, HUCTUT, YPETPHUT,

NMEPUTOHUT IIPH JCUCHUE C ICPUTOHCATHA NHAJIHN3A

MKB-10 xomose - N10; 11.0; 11.1; 11.8; 11.9; 12; 13.6; 20.9; 30.0; 30.1; 30.3; 30.4;
30.8; 30.9; 34.0:34.1; 34.2; 34.3; 39.0; K65.0

1. AHTHOAKTEpHAJIHO JieYeHHe

AHTHOMOTUYHOTO JIEYEHHE IeNM JUKBUIAMpPAHE Ha BB3MAJUTEIHHUS IPOLEC B
OpOpelMTe M TpEeAOTBpaTsBaHEe WWJIM OBJAAsIBaHE Ha HACTBIWIMTE YCJIOXKHEHHMS.
XKenatenHo e aHTHOAKTEPUATHOTO JIEYEHHE Ja Ce 3amoyBa Cliel] MUKPOOMOIOTUYHO
u3cieABaHe Ha ypuHaTa cboOpa3HO yCTaHOBEHaTa 4yBCTBUTENHOCT. llpu
MHTOKCUKUPAHU OT MH(peKIusATa OOJHHU, IPU JAHHU 32 XeMOJIMHAMUYHA HECTAaOMITHOCT
WIM UMYHOKOMIIPOMETHpPAHU JHIla U JIMIICA Ha MHKPOOMOJOTMYHO H3CJIelBaHE Ha
ypUHaTa, TepamusATa ce 3alo4yBa EMIMPUYHO C IIUPOKOCIEKTBPEH aHTUOMOTHUK
[IOCTUTAIl BHCOKAa KpbBHA W YypUHHA KOHIIEHTpAlUs M IO BB3MOXKHOCT 0e€3
HeppoTOKCcHUeH e(dekT, chbodpa3eH ¢ ObOpeuHaTa ¢pyHkumsa. Upes mpocieasBaHe Ha
KIMHUYHUSL XOJ, Ha pe3ylitata OT YpUHHHUS CEAMMEHT U YPOKYITypara, KpbBHaTa
kaptuHa, CYE w/unu C- peakTUBHHUS MPOTEUH CE PEelIaBa ¢ KaKBO U KOJIKO
IBJITO Ja MPOJIBJIKYU JICYEHHUETO.

e IlIpu ypoundexuus ¢ I'pam orpunarenna gJopa:

Legpanocnopunu

I u  1V-ma

cenepauun
nepopatHu cefazolin, cefadroxil ,cefprozil, cefuroxime axetyl, ceftibuten,
cefixim, amoxicillin+ clavulanic acid, ampicillin/sulbactam
umkeknuonnu | cefazolin, cefamandole, cefuroxime natrii, cefoperazone,
cefotaxim, ceftazidime, ceftriaxone, cefepime, amoxicillin+
clavulanic acid, azlocillin, piperacillin, piperacillin+ tazobactam,
cefoperazone+ clavulanic acid; Ceftolozame+tazobactam,
ceftazidime/avibactam, ampicillin/sulbactam

Gayopoxunononu

norfloxacin, ofloxacin, ciprofloxacin, levofloxacin, moxifloxacin u ap.

AMUHO2TIOKO3UOU
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gentamycin, amikacin, tobramycin

opyeu

sulphametoxazole + trimethoprim, nitrofurantoin, fosfomycin, nitroxoline

IIpu ypoundexuus ¢ I'pam nosio:kutesHa gaopa:

Lepanocnopunu
Hl u IV- ma
2eHepayust

HepOpaTHU cefazolin, cefadroxil ,cefprozil, cefuroxime axetyl, ceftibuten,
cefixim, amoxicillin+clavulanic acid, ampicillin/sulbactam

umkeknuonnu | cefazolin, cefamandole, cefuroxime natrii, cefoperazone,
cefotaxim, ceftazidime, ceftriaxone, cefepime, amoxicillin+
clavulanic acid, azlocillin, piperacillin, piperacillin+ tazobactam,
cefoperazone+clavulanic acid, ampicillin/sulbactam

Gnyopoxunononu

norfloxacin, ofloxacin, ciprofloxacin, levofloxacin, moxifloxacin u ap.

AMUHOTIIOKO3UOU

gentamycin, amikacin, tobramycin

2NIUKONEenmuou

vancomycin, teicoplanin

opyau

sulphametoxazole+trimethoprim, fosfomycin, nitroxoline

[Ipn ypouHdekius ¢ MNOIUPE3UCTEHTHU CTAQUIOKOKM WJIH EHTEPOKOKH:
vancomycin, teikoplanin

[Ipu ypoundekuus c Pseudomonas: cefoperazone, cefoperazone+clavulanic acid,
ceftazidime, amikacin, gentamycin, piperacillin, piperacillin+tazobactam,
cefepim, imipenem, meropenem, ceftazidime/avibactam-nokaszan 3a neueHue Ha
YCIOXHCHA I/IH(I)CKI_II/ISI Ha IIHUKOYHUTEC IBbTHUIIIA, aep06HH U IpaM-0TpULATCIIHU
MHUKPOOPraHu3MH.

IIpu ypoundexkuus c anaepoOu: metronidazol, amoxicillintclavulanic acid,
cloramphenicol, imipenem, meropenem

[Ipu ypouHpekunu ¢ MUKOIUIa3MH U XJIAMUIUU:

Gayopoxunononu

norfloxacin, ofloxacin, ciprofloxacin, levofloxacin, moxifloxacin u ap.

MAKpoaUou

clarithromycin, roxithromycin, azithromycin

mempayurKkiiuiu

doxycycline

IIpu ypoundexkun npuunHeHn oT rbOuuku: fluconazole, voriconazole,
amphothericin B (rmaBHO HHCTHIIAIMK B TUKOYHHS MEXYD).
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° HpI/I INEPUTOHHUT, IIPpH JICUHCHUEC C IEPHUTOHCATIHA JUaIM3a CE€ 3aIll0o4Ba JICYCHHE C

KOMOWHAIMSI OT IMHPOKOCHEKTHPHH aHTHOMOTHIIH obxBaman ['pam-
IIOJIOKUTEIIHATA N rpaM-OTpI/II_[aTCHHaTa (bnopa.
° [Ipu ycnosxHeHn HHTpaadIoMUHATHN HHPEKITUH C:
v I'pam-oTpuuareHu d0aKkTepuu: Enterobacter cloacae

Escherichia coli Klebsiella oxytoca Klebsiella pneumoniae Proteus mirabilis
Pseudomonas aeruginosa

v I'pam-nosoxkutesiHn  OakTepuu.  Streptococcus — anginosus
Streptococcus  constellatus ~ Streptococcus —salivarius, mnoaxoxasio e
neuyenuero che Ceftolozame+tazobactam

Haii-yecto ce u3non3Bar nedanocrnopuHu (IIbpBa TeHEpalus) U AMUHOTIUKO3H/IN.
[IpenmnouyntaHusaT MbT HAa BBHBEXKIAHE € MHTPANICPUTOHEATHO (B JUAIM3ATHUS PA3TBOP).
[Ipean 3amouBaHe Ha JICYEHHETO C€ B3MMa Marepuan (NMEpPUTOHEANIeH pas3TBOp) 3a
MUKpOOHOIOrnyHO u3cneaBaHe 3a guopa u Ab gyBcTBUTEnHOCT. CxemaTa ce KOpurupa
ciiell ToJiy4aBaHe Ha pe3ylTaTUTe OT MUKPOOMOJIOTUYHUTE U3CiIeABaHUs. MUHUMAaIHATA
npoabJDKUTENHOCT Ha jeueHue ¢ Ab e 14 auu. Ilpu xomOunupana ¢ropa, Je4EeHHUETO
npoabkasa 21 gau.

[Ipy mepUTOHUTH MPUYMHEHU OT T'bOMYKHU CE OMMUTBA JIeYeHHE C (PYHIOCTATUIIU, HO
MpeIBUl HE3aJOBOJUTEIHUTE pe3ylITaTh OT TepamusaTa OOMYailHO ce JoCTHUra J0
eKCIUIaHTallMsI Ha IEPUTOHEATHHS KaTeTep.

e [lpu TexbK ypOCENCHC JEYEHHETO Ce 3alloyBa €MIMPUYHO ¢ KOMOMHALUSA OT
HIIMPOKOCIEKTbPHU aHTHOMOTHIM oOxBamany ['pam-nonoxutenHata u ['pam-
oTpuLaTesnHaTa (Gaopa, KakTo U TaKMBa HACOYEHU KbM aHaepoOH.

Hzcnenpa ce mu XCMOKYIITYpa. Cxemara ce Kopurupa cjea II0JlydaBaH€ Ha
pE3YITAaTUTE OT MI/IKpO6I/IOHOFH‘lHI/ITC H3CJICABaHNd Ha YpHHA W KPBbB KAaTO CC OTUUTA
JUHaMHKara B KIMHHYHOTO CBCTOAHUEC U na6opaT0pH1/1Te TCCTOBEC 3a AKTHBHOCT Ha
BB3MaJICHUCTO.

N360pbT Ha aHTHOAKTEpHUATHO JIEYEHHUE € CTPOro MHAMBHIYyaJeH CbOOpPa3HO
YCTQaHOBEHUSI TPHUUYMHHUTEI W HEroBaTa 4YyBCTBUTEIHOCT, KJIMHUKO-JIAOOPAaTOPHUTE
MpOSBM HAa BB3MAJIEHUETO, CHCTOSHUETO Ha ObOpeuHaTa (QyHKUHMSA, JaHHUTE 3a
MOHOCUMOCT (0COOEHO OTHOCHO ajeprus), MpeaulliHa YHoTpeba, BB3MOXKHOCTH 3a
aZiekBaTHO mpuioxkeHue u ap. Ilpu BB3MOXKHOCT 3a M300p TpsiOBa ga ce mpuiara
JIEKapCTBEH MPOJIYKT C BEPOATHOCT 32 BUCOKA €(PEKTHUBHOCT, 10Opa MOHOCUMOCT U HUCKA
1eHa. PesepBHUTE aHTHOMOTHUIM clie[Ba Jla C€ Ma3sAT 3a MHOTO TEXKU MH(GEKIUU WIH
KOT'aTo € HaJHIIE PE3UCTEHTHOCT KbM OCTaHAJIUTE aHTUMUKPOOHHU CpPE/ICTRA.

Kpurepuure 3a epeKTUBHOCT BKIIIOUBAT:

e p3ye3BaHe Ha OOJIKAaTa M JU3YPUYHUTE OIJIAKBAHMS,

e u3ye3BaHe Ha GeOpHUIUTETA,

e mox00psiBaHe HA TAOOPATOPHUTE MOKA3ATENH - JIEBKOIIUTO34, JICBKOLUTYPHS,
e CTepWIM3HMpaHE Ha ypUHATa.
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2. AHTHXUIIEPTEH3UBHO JieYeHue

A) Nuxuburopute Ha ACE (aHrMOTEH3MH KOHBEPTHUPAII €H3MM) Ca JIEKapCTBa
Ha IIbPBU U300D

e enalapril
perindopril
ramipril
quinapril
benazepril
cilazapril
fosinopril
trandolapril
moexipril
zofenopril

b) ARBs (Angiotensin II Receptor Blockers) ca nexapctBa Ha u300p 3a jeueHue Ha
XUIMCPTOHUSTA NP TAIMCHTH, IPU KOUTO Ca HAJMIIC JaHHU 332 HEMMOHOCUMOCT (KAIllUIHIIA,
aHruoezeM, aiepruu u ap.) kbM ACE unxuburopure.

e losartan
eprosartan
valsartan
irbesartan
candesartan
telmisartan
olmesartan

B) Kanuuesu antaronuctu
amlodipine
felodipine
nisoldipine
isradipine
lacidipine
diltiazem
verapamil
lercanidipin

I') Auyperunu - u3nosi3BaT B TEPANEBTUUHUTE CXEMHU IMPH IMOBEYETO OT MALUEHTHUTE C
el Ja HaMaJIAT U3BBHKICTHhUYHUA 06CM, Ty6yJ'IHaTa HaTpUCBa pea6cop6u1/1;1 " apTCPUAIIHOTO
HaJIsiraHe.
furosemide
hydrochlorothiazide
chlortalidone
indapamide
spironolactone
eplerenone
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e torasemide

Hanuue ca manHm, 4e spironolactone ¥ mo-u3pa3eHHAT aIIOCTEPOHOB aHTArOHHCT
eplerenone  WMaT  wW3pa3eH  AHTUXUICPTCH3MBEH,  KapAUONPOTEKTHBEH  H
AHTUIPOTEHHYPETUYEH e€PEKT U HAKOU aBTOPU T'M MIPENOPHYBAT B HUCKH 03U JIOPU U HA
¢ona Ha npunoxxennero Ha ACE mHXuOUTOpH, BHB Bpb3Ka ¢ IPOPUOPOTHUHUTE €PEKTH
Ha aJlJ0CTepOHa.

J1) beta-6mokepu
e metoprolol

e atenolol
e bisoprolol
e nebivolol

E) Anda-6iokepu
e prazosine
e doxazosine

X) Llentpanno nelicTBamy — -pelienTOPHU arOHUCTU
e methyldopa
e clonidine

Il. Jledenne Ha XMCTOJIOTMYHO JOKA3aHM IVIOMEPYJIOHe(PPUTH —
OCTPM ¥ XPOHUYHH, IbPBUYHM ¥ BTOPUYHHU NPU CUCTEMHH
3a0o/s1BaHUsA NpH Juua Hajx 18 roaunu

N00.0-Octrp Hedputen cunapom — (N00.0-NOO.8)

NO01.0-bbp3o nporpecupar Hedputen curapom — (NO1.0-N01.8)
NO02.0-PerauBupaiia u noctosiia xemarypus - (N02.0-N02.8)
NO03.0-Xpouuuen neppures curapom — (N03.0-N03.8)
NO04.0-Hedposen cunapom — (N04.0-N04.8)

NO05.0-Hedposen curapom, aeyrounen — (N05.0-N05.8)

N 08.2, N08.5 - I'momepyHU yBpexIaHus MpH 0OJIEeCTH,
KJIacu(pUIMpPaHy Ipyraje; BTOPHYHH UMYHHU He()pOIaTuu

JleyeHHeTO HA OCTPUTE M XPOHUYHHU, IBPBUYHU U BTOPUYHHU IIIOMEPYIOHEDPUTH HMA
3a I1eJ1 ChbXPaHsABAaHETO Ha ObOpeuHaTa CTpyKTypa U QyHKIMS Ypes:
e [loTuckaHe Ha aKTUBHMS BbH3IMAIUTENIEH MPOLIEC.
e JlonbIHUTENHA TPOTEKUUs Ha ObOpeuHata QyHKIUS U 3a0aBsiHE
pa3BUTHETO HAa XpOHMYHA OBOpEeYHa HEAOCTATHYHOCT.

EBomonusTa 1 n3xoa Ha XpOHUYHUTE TIIOMEPYIOHE(DPUTH CE OMPENEIIAT KaKTO OT
AKTUBHOCTTAa HAa WMYHHHS BB3NAJIUTEIEH MPOIEC, Taka M OT "HEMMYHOJIOTMYHATa"
nporpecusi Ha 6bOPEYHOTO YBpPEKIAHE.

[Ipenu npennpueMaHe Ha JieueHUE, TPOBA J1a C€ OTTOBOPU HAa TPH OCHOBHH BBIIPOCA:

1. Tuna wa rnoMmepynoHedpuTa - MbPBUYEH (MIUOTIATHYCH) TIoMepyioHeppuT
WIA BTOPUYeEH, TIPU IPYTH OCHOBHH 3a00JIsIBaHMSA, KOUTO TpsiOBa ja ce JeKyBar
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10 ChOTBETCH HAYMH.

2. AKTHBHO I € 3200JIIBaHETO, WM € B PeMHCHS, KaTo Oeie3nTe Ha aKTHBHOCT ca
NPOTEUHYPUSTA, XeMaTypusiTa U ObP30TO BIIOLIABaHE HAa ObOpedHaTa QyHKIHMS,
Huckara C3 ¢paknuss Ha KOMIUIEMEHTa, MPONU(EPaTHBHUTE XHCTOJIOTHYHU
MIPOMEHHU OT MYHKIMOHHATa ObOpeyHa OHOTICHSL.

3. AKO CepyMHMAT KpeaTHHHMH € TIOBHILICH, JaJd BIJOLIABaHETO Ha OBOpedHa
GyHKIMS ce JBDKM Ha BB3MNAIUTEIHUS NPOLEC M € MPEeXOAHO, WIM Ha
Hedpockieposa (XbH). OnopHu TOYKM 3a pa3nuaBaHETO HA TE€3U CHCTOSHHUSA ca
exorpadcekusaT o0pa3 Ha ObOpEUTE U XUCTOJIOTUIHHUAT PE3yTar.

IToTnckaHe Ha AKTHBHHSA BB3MAJTUTEICH MPOLEC CE IIOCTUTA YPE3 UMYHOCYIIPECHS
U HMMYHOMOAYJAUMs, KaTO OCHOBEH IPHHIMII € CTPEMEXBbT KbM IIOCTHIaHE Ha
TepaneBTUYHA PEMHUCHUS NP MUHMMAIHU HEXeJlaHU JieKapcTBeHH edekTH. IIpu Bceku
BapHaHT Ha IJIOMEPYJIOHE(PUT, KOUTO € aKTUBEH U MOJIEKH HAa HUMYHOCYIPECHBHO
JeyeHue, TpsAOBa Ja ce 3Hae OT KakKBU JIEKApCTBA, JI03M M MPOABIDKUTETHOCT Ha
JICYEHUETO TPOBa J]a Ce OUaKBa pe3yiTarT.

IIpunarar ce ciegHWTe JIEeKAPCTBEHM MNPOAYKTH 32 HMYHOCYNpecHsl H
HMYHOMOJYJ1alMs

1. I'nrokoxopmukocmepouou (methylprednisolone, prednison, prednisolon u op.).
Pa3unTa ce kakTO Ha MPOTHBOBB3MATUTENHATA, TAKa U HA UMYHOMOJIylIMpalara u
UMYHOCYIIPECHBHA AKTUBHOCT BBPXY IUPKYJIUPANTUTS BBH3MATUTCIHU KICTKH. [lpn
n00po TOBNUSIBaHE OT TIIOKOKOPTHKOWIUTE, J03aTa MM TpsOBa Ja ce MOHWXaBa
MOCTEIIEHHO JI0 TIOTbpKaIlla, KaTo ce MPEeMHHE Ha ajTepHUpalla cxema - odmara jg03a
3a JIBa JIHU J1a ce JaBa mpe3 48 4.

['TIOKOKOPTUKOCTEPOUIUTE UMAT PEUIIA CTPAHUYHH €PEKTH, KaTO HA-TEKKHUTE ca
OakTepuaiHu M T'bOHM MHQEKIUHU, a TPU MPOIBILKUTENHO JeueHUue OOJIHHUTE ca Haii-
CEpHO3HO MHBAIMIU3UPAHU OT KaTabOJHOTO UM JEMCTBHE, IPEAN BCHUKO - OCTEONOpO3a
U acenTUYHa HEKPO3a Ha rjaBaTa Ha OellpeHara KocCT.

HavanauTe CBpBXBUCOKH ,,ITYJICOBH~ JI03H, CE€ MpWJIaraT Ipe3 I'bPBUTE TPHU JHH,
MHTPABEHO3HO, NIOCIIEIBAHA OT KOHBEHIIMOHAJIHHU, KOUTO C€ IIPUJIaraT OpajHo.

BeHO3HOTO JIe4eHnE ¢ KOHBEHIIMOHAIHHU JIO3U HAMa IIPEIUMCTBA IIPEJ OPAIHOTO 110
OTHOIIIEHHE HA CTPAHUYHUTE €(PEKTH.

2. llumomoxcuunu 1ekapcmea (Wumocmamuyu)

H3nomn3Bar ce ase rpynu qUTOCTATHUIIN:

2.1. Ankunupawu - cyclophosphamid u chlorambucil. Te ympaxHsBaT TOKCUYHO
NeNCTBHE BHPXY NpoiaudepupamnuTe KIeTKH 1Mo BpeMe Ha jaenenue. [{ukmodochomuapt
MOKE J1a ce MpHJIara npu rIIOMEpYITHUTE 3a00JIBaHNsI BEHO3HO ITYJICOBO MIIHM €KETHEBHO
opanHo. Hexxenannrte cTpaHndHH e(eKTH CE ONpPEAETSIT OT KyMyJIaTHBHATa /103a U TS
TpsOBa J1a ce CIeH.
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2.2. Ilypunoeu anmazonucmu — azathioprin U conu Ha MUKO(EHOJIOBA KHCEIMHA
(mycophenolate mofetyl). ImyHOocynpecuBHUAT e(EeKT Ha a3aTHONpPUHA C€ ABJDKH Ha
notuckane Ha cuHTeda Ha JIHK wu PHK, B pe3yaratr Ha Kkoero HamaisiBa
nposnngepanuata npeaumMHo Ha T smmdouunture. Conute Ha MHUKOQEHOIOBaTa
KHACEIIMHA  HMHXHOWpAaT  HMHO3WH-MOHO(docdar  aexuaporeHasara ©  MOTHUCKAT
nposnngepanuata Ha T u B numdouunTture, akTHBUpaHM OT aHTUreHH. Te ca mo-
eduxacHu ot azathioprin.

2.3. Hmynocynpecopu, anmazonucmu Ha KalyuHeepuna

Tosa ca Cyclosporin A u Tacrolimus. biiokupaT nponu3BoACTBOTO HA HHTEPICBKUH
2 ot T-numdouurute. He ca muroctatuiy 1 HIMaT MUEIOTOKCHYEH eekT. B 3amsHa Ha
TOBa ca HEPOTOKCUYHHU, MOTAT Jia JOBEAAT 10 apTepUaliHa XHUIICPTOHUS U BIIOIIABAHE
Ha ObOpeuHara QyHKIMA, TUcaunuaeMus u ap. CTpaHHYHUTE UM eEeKTH ca 3aBHCUMHU
OT KPBBHOTO MM HHUBO, KOETO TpsOBa Ja Ce CIeId M OT NPOIBLKATETHOCTTA HA
npuemMa uMm.

2.4. Buonozuunu umynomooynamopu

3a JledeHHE Ha TEKKM HENOBIMABAIIM C€ TJIOMEPYIOHEDPUTH 3aeAHO C
MMYHOCYIPECOPUTE CE MpUlara UMyHOMOYJIAlUsl ¢ MHTPAaBEHO3HU UMYHOIJIOOYJIMHOBU
npenapata (IVIG), kouro noaruckar B u T numdonunTHara QyHKIHMS, TPOAYKIHITA HA
LIUTOKUHU U HA €HJI0TEJINH, Ookupat Fe-penentopure Ha MOHOLMTUTE U Makpogarure.

2.5. Cvepemenna buonocuuna mepanus

MOHOKJIOHAJTHUTE aHTHUTENa Ca HAaCOYeHM Cpelly HMMYHHHM KIETKH (cpery
nporenHa CD20 na noBbpxHOCTTa Ha B mumdonurure - rituximab); cpelly UMTOKUHU
(anti- TNFa); cpery chCTaBKH Ha KOMIUIEMEHTA H JIp.

2.6. Cvepemenna mapzemuna mepanus

TRF-budesonide, ¢ mpuienHo n3MeHeHO 0CBOOOXIaBaHE € MOKa3aH 3a JEYCHHE Ha
mbpBUUeH UMyHOIOOYnHMH A (IgA) Hedpomatus mpu BB3pACTHH, M3JI0KEHHU HA PUCK OT
Obpp3a mporpecust Ha 3a00JSBaHETO, ChC CHOTHOIICHHE NPOTEHH/KPEaTUHHH B ypUHATa
(UPCR) >1,59/g. TRF-budesonide e uHOBaTHBHA 3/paBHA, CIEIHATHO pa3paboTeHa 3a
nanueHTu ¢ UrA vepput (IgAN), Thil KaTo € HacouYeHa KbM OCHOBHATA MATO(PU3HOIOTHS Ha
3abossiBaHeTo. TexHomormsita 3a  (hokycupaHo ocBobokmaBane Ha TRF-budesonide
rapaHTHpa, 4e aKTUBHUAT KOMIIOHEHT ce 0CBOOOKIaBa B quctanHus mwieyMm. | RF-budesonide
NMOTHCKa B-KieTkuTe Ha JMraBuIiaTa, KOUTO ce Hamupar B [laiiepoBuTe Itaku B wieyma, u
MHXUOMpa TaxHaTa mnponudepanus U audepeHIHanus 10 TUIA3MEHH KIETKH, KOHTO
MpOM3BEXIaT MyKo3HHU aHTuTena IgAl ¢ nepuuut Ha ranakrosa (Gd-IgAl). Ilopaau ToBa ce
OYaKBa Jia MOTUCHE 00pa3yBaHEeTO Ha aHTUTENa, HacoueHH kKbM Gd-IgA1 m oOpasyBaHeTo Ha
UMYHHH KOMIUIEKCH B CHCTEMHATa LUPKYJIAIMs W MO TO3M HAYMH Jia CE€ MPEJOTBPATSIT
nocjenBamuTe e(peKTd Ha OTjaraHe Ha MMYHHU KOMIUIeKCH, cbabpxamu Gd-IgAl B
TJIOMEPYJTHHS ME3aHTUYM, KOUTO ca MPUYUHA 33 pa3BUTHE Ha IIIOMEpyIoHePUT U 3aryba Ha
O0nOpeuna Qynkiusa. Ha To3u eran TRF-budesonide e eaunctBeHOTO 0m00peHo or EMA
JIeYeHUE 3a MAIMeHTH ¢ hpBUYHA T A HedponaTusi.

2.7. Aumugpuopo3nu nekapcmeenu npooyKmu
BJIOI(I/IpaT CHHTC3a Ha KOJIAr¢H 4Ypce3 IMOTHCKAHC Ha pa3jIMuHd IUTOKHWHH, IMPEAU
BCHYKO - Ha ¢ubpobmacTaus pacrexken ¢axtop (FGFB): pentoxyphyllin, pirfenidone,
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heparin u ap.

Omega-3 nonunenacumenu macmuu KuceiuHu B HATypaJleH €KCTPAKT OT Macjio Ha
choMra B komOuHanus ¢ Vit E, KOUTO UMaT MpOTUBOBB3MATUTENICH, AHTUOKCUIAHTEH H
JIEK aHTHArPETaHTeH €(EKT.

2.8. Aumukoazynanmu

[TpoTuBOCHCHUpBAIIMTE JIEKAPCTBEHU MPOIYKTH HJIM AHTHKOAryJaHTH, OMBAT aBa
BUJa: mapeHTepanHu ¢ npsko aeiictsue (heparin, dalteparin, nadroparin, enoxiparin u
Ip.) W TepopalHd C Hempsko nedcrBue (warfarin, acenocumarol, dabigatran,
BB3JeHcTBaM BHPXy (aktop Xa- apixaban, rivaroxaban, edoxaban u np.). Hamupat
MSCTO TIPH JICYCHUE M MPOQHIAKTHKA HA TPOMOO3UTE U KaTo aHTH(PHUOPO3HO JICUCHHE.
Hosute opannu antukoaryianti (HOAK) dabigatran, apixaban, rivaroxaban, edoxaban
U JIp. HE ca MOJIXO/AIIN NPH KPEaTHHUHOB KIMPBHC MO 25 MII/MHH, ITOpPaId OMAaCHOCT
OT KbPBEHE.

2.9. Anmuazpezanmu - VI310513BaT c€ TpU IOJIEMU I'PYIH JIEKAPCTBEHU MPOIYKTH
3a NOTUCKaHEe HAa TPOMOOLIMTHATA arperamms:

» MHXHOUTOpPM Ha mpocTarmanauHoBUs cuHTe3 — Acetylsalycilic acid (ASA),
Indobufen, Dipyridamole u op;

» unxuoutopu Ha AJI®-unnynupanara arperanus — Clopidogrel, Ticlopidine u
op.;

» WHXHOUTOPH Ha B3auMojieicTBHEeTO Ha (puOpuHOTeH n von Willebrand dakrop ¢
GPIIb/Illa-xomruieke — MoHOkIOHaNHM aHtuTena (Abciximab), nukmuHHA
nentuau u Henentunu (Eptifibatide, Tirofiban) v np.

2.10. IInazmo3zamana. Tg nienu OTCTpaHSABaHE HAa LUPKYIUpPAIIM aHTUTETA WIH
UMYHHHM KOMIUIeKCH. OT MbpBUYHHUTE TJIOMEpPYIOHEDPUTH ce Ipuiara MpeJuMHO HpU
anTu-I'bBM rinomepynonedpputr u npu Texka WrA HedppomaTuss ¢ BUCOK cepyMeH
umyHoryoOynuH A. Ilmazmo3amsHata € TOKa3aHa M IPH CUCTEMEH JYyHyC C
MMYHOJIOTMYHA aKTUBHOCT, C BUCOKH TUTPH Ha aHTHUTENA.

2.11. Ilpunosicenue na nnazma, 90BeIKA anOyMuH U ap. [IpuinoxeHHeTo UM €
MOKa3aHO TPH TEeKBK HeDpPO3eH CUHAPOM, M35BA Ha pa3iaudHd (GOopMH HA XPOHUUYHH
rIIoMepysIoHehpUTH-MEMOPAHO3EH rioMepynonedpur, rIoMepysoHehpuUT c
MUHUMATHA U3MEHeHHUs (JIunouaHa Hedpos3a), BTOPUYHU HEPpPOMATHH, KATO CHCTEMHA
aMHJIONI03a U JIP.

2.12. luanusno neuenue — npu meixncvk Hedpozen (Heghpomuuen) cunopom c
8UCOKOCmeneHna 0eimvuHna 3a2y0a u u3nueu 6 menecHu KyXuHu, Henoeaiusaeauiu ce
om KoHcepeamugHa mepanus (OUypemuyna, niazmo3amMana u/uiu UMyHo2100ynun)
ce npenopvyea xemoouanuza u yampaguampauusa (xemoouagunmpauus) unu
m.nap. ,,0uanu3na Hegpekmomun .

IIporexnust Ha 0bOpeunaTa pyHkuusa. OChIIECTBSABA CE UPE3 CIECTHUTE NOAXOIU:

Tonusicasane  Ha  6bMPe2IOMEPYIHOMO — HAlAeaHe,  XUNEPOUITpAHATA |
POTEHHYpUSATA Ype3 JABa crocoda:
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L4 OFpaHI/I‘laBaHC Ha OeNTHYHUS IIPpUEM;

¢ Bp3zeiicTBrE BEPXY CHCTEMaTa peHUH-aHTHOTEH3UH-AJIJJOCTEPOH.

[Iporennute B querata Ha OOJIHU OT INIOMEPYIOHEPPHUT HE TPIOBa ja HAAXBBPIAT |
g/kg Ha neH, nopu npu HopMaiHa ObOpedHa QYHKIHS WU TIpu HePPO3eH CHHIPOM, Thil
KaTO MPEIN3BUKBAT INIOMEPYIHA XUIePPUITPALIUS.

2.13. Aumuxunepmen3ueno neuenue

Bb3neiicTBue BBpXy CcHUCTeMaTa pPEHMH-aHTMOTEH3MH — anjgoctepoH: AKE
nHxuouropure M AnHruoreHsuH Il Tum 1 peunentopHuTe aHTAarOHUCTH, IUPEKTHU
PEHUHOBH WHXMOUTOpPH, AaHTArOHUCTHM Ha ajujgocTepoHa. Bcuuku T1e umar
PCHONPOTEKTUBHO W TOHWXXABAIO0 TPOTEUHYpUATA JCWCTBUE, HE3aBUCHMO OT
MOHIMKaBAHETO HAa apTepUaTHOTO HaisraHe. Te OJokupaT 1Ba OCHOBHU edeKTa Ha
AQHTMOTEH3WHA: KOHCTPUKIMATA Ha eQepeHTHaTa apTepuoiia M CTHUMYJUpaHe Ha
KIeTbuHaTa mnponudepauus u Gubpo3a, Kato 1O TO3M HAYMH HaMAaJsABAT
BBTPETrJIOMEPYIIHOTO HalsraHe, NMPOTEMHYpHUATa W Bb3naleHuero. HedpormporekTien
e(heKT uMaT AUPEKTHUAT PEHUHOB WMHXxuOMTOp aliskiren, KakTo W WHXUOUTOPHUTE HaA
penenTopuTe 3a anmocTepoH — spironolactone u eplerenone. IIpoyuBa ce momsara ot
€H/I0TEIMHOBUTE PELEHTOPHH OJIOKEPH.

ACE unaxuburtopu enalapril, perindopril, ramipril, quinapril, benazepril,
cilazapril, fosinopril, trandolapril, moexipril, zofenopril

Awnrnorensun Il peuenropuu | losartan, eprosartan, valsartan, irbesartan, candesartan,

Onokepu telmisartan, olmesartan

KamnueBu anTaronucTi amlodipine, felodipine, nisoldipine, isradipine, lacidipine,
diltiazem, verapamil, lercanidipin

Juyperumu furosemide, hydrochlorothiazide, chlortalidone,
indapamide, spironolactone, eplerenone, torasemide

bera Gnokepu metoprolol, atenolol, bisoprolol, nebivolol

Anda 6moxepu prazosine, doxazosine

Llentpanno neiictBanm — o- | methyldopa, clonidine
PCUCIITOPHU arOHUCTH

Jlpyru aHTHXHUIEPTEH3UBHH JICKAPCTBEHH NMPOAYKTH IIPU CTPUKTEH KOHTPOJ Ha
apTepHaIHOTO HaJAraHe: THA3WIHU W OpPUMKOBH JUYpPETHIH, OeTa-O0JIoKepH, KaJlMeBU
AQHTAarOHUCTH, KJIOHUAWH, MOKCOHMIUH, ajida-O6nokepu. Ilpu GonHM ¢ HHUCKa NPOTEUHYpPHUS
TpsOBa J1a ce mocturHar croiHoctu okoso 130/80 mmHg, a mpu npoteunypust van 1.0 g/24 u
-120-125/75-80 mmHg.

2.14. Kopexyus na Oucaunudemusama, KOATO € MHOTO dYecTa TIpH
TJIOMEPYJIOHEPPUTH M 0OCOOCHO TEeKKa MpH Hedpo3eH cuHIpoM. Hali-oaxonasim 3a Ta3u el
ca cratunute, uHXuOutopm Ha HMG-CoA pemykrazata, KOUTO IOJATHUCKAT CHHTE3a Ha
xoJectepona (atorvastatin, rosuvastatin, fenofibrat, ciprofibrat u ap.).

JleueHneTo Ha TIOMEPYJIOHEPPUTHTE e OBJE TOJIKOBA IO-YCIEUNIHO, KOJIKOTO TO-
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MPEIHU3HO CE OTYUTAT BCHUKH (DAaKTOPH, BOJCIIH J0 YBpPEXKJIaHE Ha ObOpeuHaTa CTPYKTypa U
(GYHKIUS ¥ UM ce Bb3/eIICTBa KOMILJIEKCHO.

2.15. Buonozuuna mepanus 3a cneyuduunu H030102UMHU OUHUWU
Eculizumab u Ravulizumab npu mnapokcuzmanHa HoOIIHA XEMOTJIIOOMHYpHUS |
ATUIMYCH XEMOJIUTHYCH YPEMUYCH CHHIPOM.

I11. "'nomepyanu yBpe:xknanuss npu 0o0JiecTu,
KJIacu(puuUpaHu apyrajae

NO08.3* I'momepynnu yBpexxaanus npu 3axapes auader (E10—E14)

OcHOBHaTa Liel1 Ha JedeHHeTo € 3abaBsgHe Ha Mporpecusita Ha ObOpeyHHTE
YBpEXIaHUs, 4Ype3 TOCTUTaHe Ha J00Bp TJIMKEMHYEH KOHTPOJ, JICUeHHE Ha
MHTpAarjJoMepysHaTa ¥ CHCTEMHA XUIIEPTOHUS, KOPUTUPAHE HA AUCIUIHICMUATA, JICUCHUE Ha
MHOEKIUUTE, W3M0JI3BAaHE HAa AHTUKOAryJaHTHA Tepamus, aHTH(GHOpPO3HA W TpHIIaraHe Ha
HHUCKOOeNThuHA nuera. [locTuraneTo Ha 1OOBP TIIMKEMHUYEH KOHTPOJ BOJM 10 HaMajsBaHE
Ha peTHHomaTuira B 10 76% u Ha Hedponatusra B 54%. IIpenoppyBa ce manueHTHTE ChC
3axapeH auader na ObaaT pyTHHHO HM3CJIEBaHU 3a OBOpeyHO 3a00isBaHE 4pe3 ONpeaeisHe
Ha €eGFR, upes CKD-EPlI u wusuucnsBane na UACR (ypuHeH anOyMuH/KpeaTHHUH
OTHOIIICHUE).

1. Jleuenue na apmepuannama xunepmonus. C JI€UEHUETO Ce IIENU IOCTUraHe Ha
tapretio AH 130- 125/80-75mm Hg. CpenctBo Ha u3bop ca ACE- uuaxuburopute, ATII
peuenTopHu Oyiokepu. XUNOTEH3UBHUAT UM U aHTUIPOTEHHYpHUYEH e(eKT, Jopu INpHu
HOPMOTEH3UBHU TALMEHTH, CE IBIDKH Ha HaMaJIiBaHE HAa WHTPATrJIOMEPYITHOTO HAJIATaHEe Ype3
OnmokupaHe Ha BasonpecopHusi edpext Ha anruoreHsuH II (AI' II) Bepxy edepeHTHara
aprepuona. IlocTura ce 3a0aBsine Ha nporpecusita Ha /IH ¢ 50%, a nporennypusita ce
HamaiasiBa ¢ 18-20%. IIpu mo-texka apTepuaiHa XUINEPTOHUS Ce€ MpHilara KOMOWHAIMS Ha
ACE wHXHOHTOpH C He-IUXHIPO-TIMPHIMHOBU KAaJIMEBH AaHTAaroHWCTH, KakTo M Oera-
Omokepu. [lmypeTHimTe ce N3Mo3Bar mo-psaKo.

ACE nnxuburopu enalapril, perindopril, ramipril, quinapril, benazepril,
cilazapril, fosinopril, trandolapril, moexipril, zofenopril

AnrnorensuH Il penenropuu | losartan, eprosartan, valsartan, irbesartan, candesartan,
OoKepu telmisartan, olmesartan

KanueBu aHTaroHUCTH amlodipine, felodipine, nisoldipine, isradipine, lacidipine,
diltiazem, verapamil, lercanidipin

Jlnyperunu furosemide, hydrochlorothiazide, chlortalidone,
indapamide, spironolactone, eplerenone, torasemide

bera O0kepu metoprolol, atenolol, bisoprolol, nebivolol

Ancda Onokepu prazosine, doxazosine
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[lenTpanHo AeiicTBaImy — - methyldopa, clonidine
PEUOCIITOPHU arOHUCTHU

2. SGLT2-unxuéumopu ca c nokazanu He(PONPOTEKTUBHU U KapAHONPOTEKTHUBHH,

no3u. Te3u OmaronpustHH epeKTH ca HE3aBUCHMH OT TIIFOKO30MOHMKABAIIUSA MM e(eKT.
SGLT2-uaxuburopure BOAAT J0 3HAYUMO CHIDKCHHE Ha PENATUBHMUSA PUCK OT Pa3BUTUE WIIH
BJOIIaBaHe Ha chinectByBama Hepponarus (empagliflozin, canagliflozin, dapagliflozin);
Dapagliflozin Bogu u 10 MO-HUCHK PHCK OT CMBPT MO BCSKAKBa MPUYMHA TPU TALUEHTH C
XB3 cwe/be3 3T2. Empagliflozin Boau u 10 mO-HHUCHK PHCK OT XOCHHTAIU3alus (IbpBa U
MOpEIHA) [0 BCAKAKBA MPpUUYMHA 1pH narueHTH ¢ Xb3 cbe/6e3 3/T2.
SGLT2-unxuburopure (empagliflozin, canagliflozin, dapagliflozin) ce mpemopwsuBar mpu
MAIMEeHTH ChC 3axapeH auaber Tum 2 W XpoHMYHO ObOpewyno 3abomsBane ¢ eGFR >20
ml/min/1.73m2 3a HamansBaHe Ha pHCKa OT CBHPAECYHOCHIOBO 3aboysiBaHe M OBOpeuHa
HEJJOCTATHYHOCT.

3. Aumuguopoznu nexapcmea, OIOKVpAId CUHTE3a HA KOJareHa 4pe3 MOATHCKaHE Ha
pa3iUYHU [UTOKWHH, TMPEId BCHYKO - Ha (ubpobmactust pactexxen ¢axtop (FGFp):
pentoxyphyllin, pirfenidone, heparin u ap.

Omega-3 nonunenacumenu macmuu KuceluHu B HATypaJleH €KCTPAKT OT Macjo Ha
cbomra B komMOuHanus ¢ Vit E, KouTo uMaT npoTHBOBB3NAINTENIEH, aHTUOKCUIAHTEH U JIEK
aHTHarperaHTeH e(exT.

Anmuxkoazynanmu — [TpoTHBOCHCHUPBAIIY JIEKAPCTBEHU MPOIYKTH MM aHTUKOATYJIaHTH,
OuBaT 1Ba BHJA: MapeHTepanHu ¢ mpsko neiicteue (heparin, dalteparin, nadroparin calcium,
enoxiparin sodium ¥ JAp.) ¥ HEpopajHU C HEmpsKko AeiictBue (acenocumarol, dabigatran,
BB3/IeiicTBaIIM BBPXY (akTop Xa-apixaban, rivaroxaban, edoxaban u ap.). Hamupar mscto npu
Je4eHrne U NpoUIakTHKa Ha TpoMOo3uTe M Karto aHTu(uOpo3Ho sedeHue. HoBute opamHu
antukoarynantu (HOAK) dabigatran, apixaban, rivaroxaban, edoxaban u mp. He ca
MOJIX OIS TTPH KPEATHHUHOB KIMPBHHC MO 25 MJI/MHH, TIOPaId ONAaCHOCT OT KbPBEHE.

4. Aumuacpezanmu - VI3non3Batr ce Tpu ToJIeMU TPYIU JIEKApCTBEHH MPOJYKTH 3a
MIOTHCKaHe Ha TPOMOOLIMTHATA arperalus:

» WVHXUOUTOPH HA MPOCTATJIaHIUHOBUS CUHTE3—Ayemuncaruyunosa kuceauna(ASA),
Indobufen, Dipyridamole u op,

» wunxubutopu Ha AJ|D-unnynupanara arperamnus — Clopidogrel, Ticlopidine u op.;

» WHXHOWUTOPHW Ha B3amMoOjeHcTBHETO Ha GuOpuHOreH u von Willebrand daxrop ¢
GPIlIb/llla-kommmekc — MoHOKIOHaNHM aHTuTena (Abciximab), uukiInyHNA
nentuay u Henentunu (Eptifibatide, Tirofiban) v np.

5. Ilpunoscenue na naazma, 90BeUIKu anOyMuH U 1p. [IpuiaoxkeHneTo UM e mokazaHo
IIPU TEXBK HEPPO3EH CUHIIPOM.

6. Kopexyusa na ouciunudemuama, KOsTo € MHOTO YeCTa MpU TUAOETUIIM U 0COOEHO
TEXKa NMpU Heppo3eH cuHapoM. Hali-noaxoasmm 3a Ta3u 1ei ca cTaTUHUTE U pudpaTute
(atorvastatin, rosuvastatin, fenofibrat, ciprofibrat u ap.).

Hucko 6earbuna auera (0.6-0.8mg/kg Tersio) 3a6aBs nporpecusita Ha ObOPEIYHOTO
yBpeXJaHe, uype3 HamMalleHHe Ha xureppuiarpanusra. Ts e moaxonsia MpeAuMHO TpU
6oman ¢ Il Tunm quaGer, 3aTTbCTSABAHE W XHUIIEPIUIEMUs, KakTo U nipu | TUm, ¢ HOpMaiHa
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O0b0peuna ¢yuknusa. [lpu nHanpennanma XBH He ce mpumiiara, mopagud OMacHOCT OT
MaJTHYTPUILIHSL.

bonnurte, mocTurHamum g0 TepMHMHATHA OBOpeYHA HEAOCTATHUHOCT, MOJJIEKaT Ha
JIeYHUE C XEeMOoAHalin3a, NEepUTOHEalHA JWajiu3a W TpaHciuiantauus. llpu anemuyeH
CUHJIPOM CBOEBPEMEHHO C€ 3aloy4Ba JIEYEHHE C PEKOMOMHAHTEH EpPUTPOIOETHUH.
Xemoauanuzara TpsiOBa Jja ce 3amoyHe paHo - Ipu cepyMeH kpeaTwHuH 450-550 umol/l

wma I'd 16-18 mu/mun. Ilpu I'd okomo 20 mu/mMUH — TOArOTOBKa 3a OBOpeuyHa
TpaHCIUTAHTAIHS.
7. /luanuzno neuenue — npu oOuabemna Hedponamus ¢ MmMeHcvbK Heppo3eH

(Heppomuuen) cunopom, c uUcOKocmenenna OermvyHa 3a2y0a U U3IUGU 6 MeleCHU
KYXUHU, HENOBIUAGCAUIU CE OM KOHCEPBAMUBGHA mepanus (Ouypemuuna, niazmo3amana
u/unu  UMYHO2100yIUK) ce npenopvYea Xemoouanuza u - yampaguampavus
(xemoouagunmpayus) unu m.nap. ,,0uaiuU3Ha Hepexmomua“,

V. Jleuenue Ha amusionao3a (E85)

N08.4*

JlHec ca u3BeCTHU MoBede OT 15 BUAa aMMIOWJO3M CHOpEI OCHOBHMS OenTbueH
npekypcop. Crnopea XUMHMYHHUSL CbCTaB Ha aMWJIOWTHUTE (UOpUIM, aMUIIOuo3aTa ce
pasriiexnaa karo mbpBuyHa, Tull AL n Bropnuna — tn AA.

Hacrosmarta crpaterus Ha neueHue npu AA amuiongo3a € Ja ce OTCTpPaHH
JIOCTaBSIHETO Ha TMpeKypcopeH mnporenH (SAA) upe3 mMoTHCKaHe Ha ocTpara ¢asza Ha
peaknusaTa. ToBa crmupa MO-HATATHUIHOTO OTJIaraHe HAa aAMWIOHA U MOXE Ja MPUYUHU
pe30pOLus Ha CHIECTBYBAIIUTE ICTO3UTH. JIe4eHHETO, KOETO Ce MpHiara e:

Ankunupawgu cpedcmea u KOpmuKocmepouou
CrpuiecTByBaT pa3IMuHU CXEMH, KaTO HUTO €[jHA HE € YHUBEpcanaHa u ¢ 1okazaH 100%
edekT BbpXy mporpecusta Ha Oonectra. Hali-u3mnon3BanaTa B KIIMHMYHATA MTPAKTHKA €:
E>xenneBen opanen npuem Ha cyclophosphamide u prednisolone, xakto u myncoBara
MHTpaBeHOo3Ha Tepanus ¢ cyclophosphamide. B cro0pakeHue Bau3ar u no-crenuuaHuTe
cpenctsa 3a ToBa, karo Colchicine, Dimethyl sulfoxide, TNF-a.

Jleuenue npu amunouoosa
Tepanusita € HacoyeHa KbM 3aJbp)KaHE Ha OOJECTHHUS TPOIEC W/WUIM MEPKHU 3a
oOJiekuaBaHe WM HaMaJIsIBaHE HA CUMIITOMHUTE.

TepaneBTHYHH Bb3MOKHOCTH ca:

I[OKaBaHI/I IoJi3n MMa C MPHIIOKCHUCTO Ha T.HAP. ,,KOMﬁI/IHI/IpaHa Tepal'll/lﬂ”, 10
paznuunu cxemu: melphalan-colchicine (MC), melphalan-colchicine-prednisolone (MCP)
u  vincristine-melphalan-colchicine-prednisolone  (VMCP).  Tlpuioxenuero  Ha
Bortezomib camocTosiTenHO MM B KOMOMHALUS C JICKCAMETA30H € C IOKAa3aH! T0JI3U TIPH
neyenne Ha AL aMuJIionao3a W MOHOKIIOHAJIHA Tramarnarus, KaTo TEpanusiara €
npeaHadHauCHa 3a HaMaJIAIBaAHC IPOU3BOJACTBOTO HA JICKHW BCPUTH.

,leyzu mepanesmu4nUu 6b3MOIICHOCMU
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OTHOCHTETHO € MalbK OpPOSAT Ha MAIMCHTUTE, PU KOUTO Ca M3IOJI3BAHH BHCOKH
no3u prednisolone ¢ a-unTepdepoH.

Hooo-oeoxcuookcopyouyun (I-DOX)

CwmsiTa ce, 4e JIeKapCTBOTO C€ CBhP3Ba KbM BCUYKH BUIOBE aMIJIOMIHU GUOPHIN U
MOXKE€ Ja MPEeNOTBPATH WM PEeAylHpa MO-HATATHIIHOTO oOpa3yBaHe Ha ¢uoOpwin. B
Bbwirapus HsMa onuT.

Honvanumenno neuenue

[TarpeHTHTE Ce M3SBSABAT KIMHUYHO C TOJISIMO pa3HOOOpa3ue OT CHMITOMH, HSIKOU OT
KOWTO 3apaau ycilokHeHWss Ha AL ammionpmos3ara, Taka 4e € TPYIOHO Ja CE€ Ch3AanaT
AJITOPUTMH HJIH IIPOTOKOJIH 32 JICUCHHE.

» CppaeyHara HEJOCTATHYHOCT HAIpPUMEP € CPaBHUTEIHO pE3UCTCHTHA Ha
KOHBCHLMOHAJIHOTO JedeHue. Jluyperuuure TpsOBa Ja ce M3ION3BAT IMPEAINA3IUBO PU
NAIMEHTH C PECTPUKTHBHA KapHOMHONATHs. PUTEMHUTE HApYIICHUST MOXKE Jia Ce JISKYBar ¢
BCEOOIIO0 MPUETUTC AHTUPUTBMHU CPEICTBA, HO JIMIICBAT [OKA3aTEICTBa 3a TsIXHATA
e(eKTUBHOCT, @ KAMEPHUTE APUTMUH, PE3UCTCHTHU Ha TEPAITUATA, YeCTO ca (aTaiHu.

» bbOpeunuTe nposiBu MOXe J1a ObIaT 00JICKUYCHN Ype3 KOHBEHIIMOHAIHO JICYCHUE Ha
Hedpo3Husi cuHapoM. OrpaHHyYaBaHETO HAa TEYHOCTUTE, TOJEMHU 03U JUYPETHUIIM Per 0S U
ACE-uHXuOUTOpUTE B Hail-BUCOKAaTa MNPEMOPBHUYMTENHA [03a Ca CTAaHJAPTHU, Makap H
Heloka3anu Mepku. MHTpaBeno3Husar furosemide ¢ BimBaHe Ha alOYMHH MOXE Jia TIOMOTHE
Ha MAIMEHTH C TeXBK He(PPO3CH CHHIPOM.

» ABTOHOMHATa HEBPOMATHs € C pa3iuyHa CTeeH Ha Cepuo3HocT. Hskowm
npernopbuBat Manku jgo3u fludrocortisone. B texkata cu dopma 3abonsBaHeTO € MOYTH
HEBB3MOXKHO J1a c€ KOHTpoJiHpa. /luapusra W MOBPBIIAHETO MOXKE Aa ObJaT OOJEKYCHH C
o0MYaifHUTEe CUMIITOMAaTHYHH MepKU. boikara ot mepudepHara HeBponmatusi MOxe 1a ObJe
obnekueHa ¢ carbamazepine wiu amitriptyline.

brOpeuno-3amecTuTENHATA TeEpanus, OOWKHOBEHO C JAMaiM3a, HO TIOHSKOra u
TpaHCIUIAaHTalMsA € Ouia M3IMOJI3BaHA M ca IOCTUTHATH 3alenexurenHu ycrnexu. CpenHaTa
IIPEKMBSIEMOCT IIPH NMALMEHTH Ha JUalu3a € e€Ba 8 Mecella, a IEpUTOHealHaTa Juajn3a €
CBIIO TOJKOBAa €(EKTHBHA, KOJKOTO Xemojauanusarta. [Ipy cucreMHa aMmiaonno3a ¢ TEXbK
Hedpo3eH (HePpOTUUYEH) CUHIPOM C BHCOKOCTENEHHA OelThYHa 3aryda M U3JIHMBH B TEJIECHU
KyXWHH, HETIOBJIMSBAIIN C€ OT KOHCEpBATHBHA Tepanus (IWypeTHUYHa, Mja3Mo3aMsiHa W/UIu
MMYHOTJIOOYJIMH) ce TpenopbyBa XeMoJuanu3a M yaTpaduirpanus (XemoauapuiaTparus)
WM T.Hap. ,,AUaJTU3HA HEPPEKTOMUS .

TpaHcIulaHTanMsTa € NPENOPBYUTENIHA IIPU MMALMEHTH, KOUTO Ca MPEKUBEIIN ITOHE JIBE
TOJIMHH B ITBJIHA XEMATOJOTUYHA PEMUCHSL.

V. OcTpo 060pevHo yBpexkIaHe - ocTpa 0bOpeYHa HeIOCTATLYHOCT

N17.0 — OBH c ty0ynna Hekpo3a N17.1 — OBH ¢ xoptukanna Hekposa N17.8 — npyra
OBH
090.4 — OBH cnex paxxnaHeTo — XemaToOpeHAICH CHHAPOM, ChIIPOBOXKIAI PaXKIaHETO

Xapaxmepucmuka

Octpute HapymeHus Ha ObOpeuHaTa (GyHKIHS ca MHOTO YECTH B KIIMHUYHATA MPAKTHKA
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U UMaT u3pa3cHa TCHACHIHWA KbM HapaCTBAHC Ha 4YCECTOTAaTa HM. Te morar Ja CC HU3ABAT
KJIMHUYHO C Pa3JIM4HO 110 CTEIEeH yBpexJaHe Ha ObOpeuHaTa ¢yHKuusa. B pezynraTr Ha Te3u
oco0eHOCTH ce Tpuema, Ye U3MoI3BaHOTO J0 cera mnoHsrue Octpa brOpeuna
Henocrarbunoct (OBH) He Moxe na 0OXBaHe BCHYKM BapHMaHTU HA OCTPO HapyIIEHUE Ha
O0vOpeunara ¢ynkuusa. [lonsruero Octpo brOpeuno VYepexnane (OBY) ce cmsra 3a mo-
LIMPOKO M IO-TOYHO INpPHU H3siBaTa HAa PA3IMYHU 110 CTENEH yBpeXJIaHHs Ha ObOpeuHara
(GyHKIMS BKIIIOYUTEIHO U ocTpa Ob0peuna HenoctaTbuHoCcT. Yectorata Ha OBY Bapupa.

B cnemmauTe otnmenenus e 5-20% wm ce HaOM0IaBa MPEIUMHO IPU TMAIUCHTUTE C
MOJIMOpPraHHa HeJI0CTaThYHOCT.

TepaneBTHYEH MOAXO0/I IPHU OCTPO OBOPEUHO yBpEKAAHE:

1. JleueHue HA OCHOBHOTO 3a00.IIBaHe

JleyeHneTo Ha OCHOBHOTO 3a00JIsiBaHE T.€. HA €THOJOTHYHUS (PAKTOP € 3aIBIDKUTEITHO
npu OBY. ToBa e U3KITIOYUTENHO MUPOK CHEKTHhP Ha Tepanus, CenuuIHO onpeaeacHa OT
[IpUYMHATA.

2. T'nukeMHYeH KOHTPOJ U XpaHeHe

[IporenH-KanopuitHaTa MATTHYTPUIUS € BaXKECH (PAKTOP ONpPEIEIISII BTPEOOTHIYHATA
cMbpTHOCT IIpH nauueHTu ¢ OBY. Ilpunarar ce BojHU pa3TBOpHU Ha I0K03a OT 5% u 10%,
pastBopu chabpkan 0,9% p-p Ha HATPUEB XJIOPUJ U TIIIOKO3a, PA3TBOPH ChC ChIBPKAHUE
Ha JIUICBAlIM MpH ObOpeuHa HEIOCTATHYHOCT AMUHOKHCEIMHHM, KaKTO U MapeHTepaHU
pa3TBopu ¢ OajmaHCHpHA KOMOWHAIMS OT JIMIHAMU, BBIVIEXUIPATH, MPOTEUHH, €JIECKTPOJIUTH.
[Ipunarar ce OMONMPOAYKTH — MJIa3Ma U YOBEUIKU all0yMUHOB Pa3TBOP.

3. XeMoaUHAMHYEH KOHTPOJI
[Tpu manmentute ¢ OBY chiecTByBa MOBUILIEH PUCK OT 00EMHO 0OpEMEHSIBAHE.

Ynompeoba na ouypemunu
W3non3Bar ce auypetuuu ¢ Obp3 U MOIIEH e()eKT OCHOBHO MapeHTEepaHO, a B I0-
KkbcHU eTanu Ha OBY — nepopaiinu popmu.

bpumkosu ouypemuyu - n3M0OA3BAT C€ HAM-YECTO.

Furosemide — mapeHTepaaHO M TEPOPATHO B Pa3IUYHU JIO3U CIOPE] KOHKPETHHS
BapHaHT.

Torasemide — mapeHTepajdHO M TEPOPATHO, UMa TO-CIald KanuiiypudeH e(peKT oT
furosemide.

Kanuii cvxpanssawu ouypemuyu - u3moi3Ba ce€ OCHOBHO spironolactone mpu mo-
kbcHUTE eranu Ha OBY, korato nMa Bucoka 3ary0a Ha Kajduil WM BUCOKOceNeKTuBHUS MP
omokep Eplerenone (25 mr/nn).

Ilepopannu ouypemuyu - psinko ce usnonssar mnpu OBY.

) Tuasugau muypetunu: hydrochlorothiazide. MHoro decto € B KoMOMHAIHS €
AHTUXUIICPTCH3WBHH JICKAPCTBA.

. Cyndonamumu: chlortalidone, clopamide, indapamide.

Ocmomuynu
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Mannitol e mapeHTepaseH OCMOTHYEH JAMYPETHUK, KOHUTO peaylupa KIEThYHUS OTOK,
CBBbp3Ba CBOOOJHUTE paJMKaIM, YBEIMYaBa MPOAYKIMATa HAa ObOpEUYHU MpPOCTArjaHIWHU U
MpeIM3BUKBA Ba3owiIaraids Ha ObOpeyHwuTe ChAOBE. Ymorpebata my mnpu OBY e
OrpaHHYeHa MOPaJid HEroBUTE CTPAHUYHU €(DEeKTH.

4. Ba3zoauiaaTraTopHa Tepanus

Dopamine € ocHOBHO M3MOJI3BaH ¢ Ta3u ei. M3momssan B ,,060peuna mo3a® (1-3
ug/kg/min) mogoOpsiBa epexra HA AUYPETUITUTE.

Fenoldopam e momamuuoB Tumn-1 perentopeH aroHUCT, UMa MOJOOHH e(peKTH Ha
JONaMUH B HUCKH JI03H.

5. AHTHXMIIEPTEH3MBHH JIEKAPCTBEHH MPOIYKTH

C ornen Ha yBpenmeHata ObOpedHa (DYHKIMS CE M3MON3BAT AHTHXUIICPTCH3WBHH
JICKapCTBa OT CICJHHUTE TPYIH: IUYPETUIH, 0-OJIOKEpH, KAIUCBH AHTarOHUCTH, [3-
OJIOKepH, CHAOPA3MIUPSBAIIY (OTIMCAHU TTOIPOOHO B pazzaen 1).

6. Pacre:xxnu pakropu

Bb3cranoBsBanero cinen OBY BkitouBa ekcropecusita Ha pas3iudyHU paCTEKHU
(bakTopH, IEHCTBAIIKM 110 aBTO-, Iapa- ¥ eHIoKpuHHK Mexanu3mu —Insulin-like Growth
Factor-1, Hepatic Growth Factor m arentu crumymupamu epurpomnoe3ara (ESA) —
Human recombinant erythropoietin. OcHOBHO ce H3MON3BAT PEKOMOMHAHTHH
epuTonoeTHHI: ¢ Obp30 Aeiicteue - Epoetin-o, Epoetin-p, Epoetin- { u Darbepoetin-a,
psnka ¢ OaBHO W mpoabkuTenno neiictBue - CERA (Continuous Erythropoietin
Receptor Activator) — methoxy polyethylene glycol-epoetin-beta.

7. Jlpyru JiekapcTBeHM NPOAYKTH u3noa3sanu npu OBY

Koptukocrepouan mpu MalMEeHTH CbC CENTUYEH MIOK U Haa0bOpedHa
HEJOCTaThbUHOCT uMAT nosoxureneH edexr. Ilpumarar ce methylprednisolon u
prednisolon. Psnko ce Hamara u3NON3BaHE Ha LUTOCTAaTHLM (MIPM  HMMYHHA
etuonartoreHesa) — cyclophosphamide mapenTepaiiHo U nmepopasHo, KaKTO M OYHUCTBAHE
Ha aHTUTeNa U UMYHHHM KOMIUIEKCH Ype3 I1a3Mao0OMeH.

[Ipu cenTuyeH IIOK ce HW3MOJI3Ba vasopressin W epinephrine, KOWTO MOBHIIABAT
riomepynHara (uirrparnus (I'dD). Vasopressin moBumaa B mo-ronsiMa creneH ['® B
cpaBHenue ¢ Epinephrine.

IIpu xunepxanuemus ce u3non3sar kanueBu antaronuctu: Calcium gluconate 10%,
Insulin ¢ 5-10% p-p mHa Glucose 3a 1 u.; p-p Ha Sodium bicarbonate 8,4% 3a
napeHTepaiHO NMpHIIoKeHHe, calcium polystyrene sulphonate npe3 ycrara 3a HamansiBaHe
pe3opOrusaTa Ha Kaaui.

[Mpu memaborumna ayudosza - KOMIICHCHpaHa anujao3a - MepopayieH MpHUeM Ha
Sodium bicarbonate. Ilpu nexommeHcupaHa amuao3a ce Ipuiaara BeHO3HO Natrium
hidrogencarbonat 8,4%, kaTo He0OXOAWMOTO KOJHYECTBO (03a) Ce€ H3YMCISABA IO
¢dopmymnara Ha Astrup.

8. IIpoTHMBOBB3NAINTEHH JIEKAPCTBEHH MPOIYKTH
BLBHEUII/ITCJIHI/ITG CBbCTOSIHHUA Ca OCHOBHO U Haﬁ-quTO YCJIO)KHCHI/IC HpI/I IMalIquCHTHU C
OBY. Tora npenonpenenss HEOOXOAMMOCTTa OT aHTHOMOTHYHA Tepanus. Haii-mobpusr
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eeKT ce MoiydaBa MPH PaHHOTO M NMPUIIOKEHUE 32 HEJOIyCKaHE Pa3BUTHETO Ha TE3H
yclokHeHud. Tyk aHTHOMOTHYHATA Teparus € HacOYeHa OCHOBHO KbM MH(EKIUU Ha OsiT
npo0, 6bOpenn, uepeH Apoo, CErcuc, ONMMCAHU B CbOTBETHUTE Pa3aeiy.

9. 3amecTBamo 0L0peuno Jeuenue (36JI)

OcHoBHHUTe MHAMKAMK 3a 3anouBane Ha 3bJI ca: 1. yBenuyeH uHTpaBa3ajieH o0em
U nepudepHu OTOIHM, KOUTO HE CE IMOBJIHMSABAT OT JAMYPETUYHATA Tepamus; 2. TEeKKa
xunepkaauemus (codbeno >7 mmol/l), pe3ucrteHTHa Ha (apMaKOJIOTHYHO JICUCHHUE; 3.
JICKOMIICHCHpaHa METa0OMTHA alu103a U 4. TEKKA a30TeMUsl, KakTo u 5. SIcHa mporaosa
3a HampeBaIlo BiIoIaBaHe Ha ObOpeunata ¢pyakuus. 3bJI e quanu3Ho neyeHue.

V1. Jleuenue Ha XpOHUYHO OBHLOPeYHO 3200/151BaHe

N18.0 TepMunanex craauit Ha 6b0peuHa Oosiect
N18.8 Jlpyru nposiBu Ha XpoHUYHA OBOpeYHa HEIOCTATHYHOCT
Ypemuunu:

» "HeBponarus (G63.8%)
* nepukapaut (132.8%)

YpeMuueH mieBpur

Ypemuuen 6s1 1pod

YpemuueHn acuur

YpemuueH racTpo — eHTEPOKOJIHT.

VYpemuuna ennedanonatusi 6€3 MO3b4eH HHCYIT
CHHIIpOM Ha TUCEKBHINOPUYM.

W3pa3zeHu eNeKTPOIMTHU HAPYIICHUS C KIIMHHYHU ITPOSIBH.
W3pazena MmanHyTpuLus

YcioxxHEeHs Ha IepUTOHealTHaTa IHajIi3a.
CobpeyHoO - ChJIOBH YCIOKHEHHUSI IPH YPEMHUSI.
MertabonuTHa anum03a.

HoBooTkputa xpoHu4yHa 6b0pedHa HeI0CTAaThYHOCT

N18.9 XpoHnyHa 0bOpevYHa HEAOCTAThYHOCT, HEYTOUHEHA
N19 brOpedna HeTOCTaTHYHOCT, HEYTOYHEHA
Ypemus

D63.8* Anemus npu Apyru XpOHUYHU 3a00JsBaHuUs, KIaCU(PUIIMPaHU APYTajie
112.0 Xuneprounuen 660pek ¢ 6pOpedHa HETOCTATHYHOCT

XpoHn4yHo 0bOpevHO 3200/15IBaHe

CernacHo nHactosimara tepmuHojorus Ha KDIGO (Kidney Disease Improving
Global Outcomes) xpornuHoTo 660peuHO 3a00msBane (Xb3) ce onpenens kato HapylIeHUE B
ObpOpedyHaTa CTpPYKTypa Wiau (PYHKIUS, 3a TEPHOJ MO-ABJIBI OT 3 Mecela U KOETO HMa
MOCTICANIIN 32 3/[paBeT0. XpOHUIHOTO OBOpEUHO 3a00sBaHe ce KiacuUIMpa Bb3 OCHOBA Ha
NpUYMHATa, Kareropusra Ha riaoMepynHa ¢uiarpamus (G1-G5) wu  kareropusta Ha
anoymunypus (A1-A3).
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ITpu xopa ¢ I'® mox 60 T 1 /T T /1 .73 T 2 (xareropus 03a-05 umu G3a-G5) wm
Oere3u 3a OBOPEUHO YBpEXkKAaHE OT 0OPA3HO M3CIICABAHE WIIH JIAOOPATOPHHU TaKWBa € YMECTHO
Ja Cce VYTOYHM MHUHAllaTa aHaMHe3a | W3CJICeIBaHMATA, 3a Ja Ce Mpenu3upa
MPOIBIDKUTENIHOCTTa Ha ObOpeuHoTo 3abosaBane. HeoOxonumMo e na ce HampaBHW OMUT 3a
yTOYHsSIBaHE Ha MpUYMHATA 32 Xb3, BKIIOYUTEIHO U ¢ (aMIIHA aHAMHE3a, ONpe/elsHe Ha
COLIMAJIHU W JONBJIHUTENHU (AKTOpHU, KOMTO MOTaT Ja C€ CBbpXKAT C Mporpecusara Ha
O0BOpeuHoTO 3a0o0isiBaHEe, NPOBEXKIAHE HA AONBIHUTEIHH MEIWIUHCKH, J1abOpaTOpHHU,
o0pa3Hu M XUCTOJOTMYHU u3cheaBaHus. OCHOBHUTE MpUYMHM 3a pazButue Ha Xb3 ca: 1.
3axapen auadert - 10 35%; 2. Aprepuanna xurneptonus - 10 30%; 3. brOpeunu 3a0onsBaHus
- 35% - ypoundexkuuu (OCTpH, XpPOHUYHH, YCIOXKHEHHU), TJIOMEPYJIONaTHH, OOCTPYKTUBHHU
yponaTuu, HaclIeJICTBEeHU (T€HETUYHH, BPOJICHU) U Jp.

Jleuenunero Ha manueHTuTe ¢ Xb3 3aBHUCH OT CTaaus U 0COOCHOCTUTE HAa CHOTBETHOTO
3a0oisiBaHe W IIEIM JICYEHHE HAa OCHOBHOTO 3a0OJIsiBaHE NPH HaIM4YMe Ha aKTHBHOCT U
JiedeHHe HACOUYCHO KBbM 3a0aBsHE CKOPOCTTa Ha HaMajsBaHE Ha IJoMepyiHara (HITpaius
(GRF) (taka ye na e Obme Ham 1 ml/min/ronuna), 3abaBsHe Ha nporpecusrta Ha Xb3 u
HOBJIMSIBAHE HA YCIIOKHCHUSITA.

[Marmenture ¢ Xb3 ca ¢ MOBHIIEH PUCK M OT CHPIEYHO-CHAOBU CHOUTHS, U OT
nporpecus Ha ObOpeuHaTta HenocTaTbyHOCT. [IpeBaHTHBHHTE CTpaTeruy, KOMTO HamalsiBaT
pHCKa U OT HeOsaronpusteH 6b0peyeH, U OT ChPACUYHO-CHIOB U3XOJ Ca OT OCHOBOIIOJIATAINO
3HAYCHHUE.

1. Jleuenuerto e CTPOro MHAMBUAYAJTHO U BKJIIOYBA:

° Jluera u MpoMeHU B HauuHa Ha kuBOT Npu Xb3 - nuerara npu nmauuentu ¢ Xb3
Ce OCHOBaBa Ha CIICJHUTEC OCHOBHH MPHHIMIIN: OTpaHUYaBaHEe Ha cojiTa B XpaHara (10 5 /24
h HaTpueB xj0pH), KOPEKIHs HA METaOOJUTHUS CHHIPOM, OrpaHHyaBaHe Ha (ocdaTute B
XpaHata, orpaHu4aBaHe Ha Oentbuure B XxpaHara (0,3-0,6 g/kg Terno) Ha ¢poHa Ha MOCTOSIHHA
no0aBKa Ha €CEHIIMATHU aMMHOKHMCEIIMHU U KETOaHAJI031 ™.

° * Amino acids — ¢uiam-Tabiaetky, 3 TBTH AHEBHO MO 4-8 TabJIEeTKU MO BpeMme Ha
XpaHeHe, T.e. 1 Tabnerka Ha 5 kg TeecHo Tero

. SGLT2-uaxubutopute BOAAT A0 3HAYMMO CHIDKEHHE Ha pPENATHBHHUS PHCK OT
pa3BUTHE WM BIONIaBaHe Ha chinecTByBama Hedponarus (empagliflozin, canagliflozin,
dapagliflozin); Dapagliflozin Bogu 1 10 MO-HUCHK PUCK OT CMBPT MO BCAKAKBA MPUYKUHA [TPH
narieHTd ¢ Xb3 cve/6e3 3/1T2. Empagliflozin Boau 1 10 MO-HUCHK PUCK OT XOCITUTATU3AIHS
(mbpBa M MOpeIHA) MO BCsIKaKBa MmpuvrHa rmpu namuentd ¢ Xb3 cve/6e3 3T2.

) Hamume ca yOemutenmHm pgokaszatenctBa, 4e SGLT2-mHXUOWTOpPHTE WMAT
CUTHU(PHUKAHTHU HePPO- U KapIUONPOTEKTUBHY €(EKTH, HE3aBUCHMO OT CTaJusl, IPHUYNHATA
3a Xb3, Hamuumero Ha 3axapeH AwalbeT THI 2 W CHhPJACYHOCHIOBO 3aboisBane. SGLT2-
UHXHOUTOpUTE 3a0aBsAT MporpecusTa Ha Xb3, HaMasiBa cllydauTe, JOCTUTHAIN XEMOIUaIn3a
wi 0bOpeyHa TpaHCIIAHTAIMS, CBhPICYHO-CHIOBUTE CHOMTHUS, XOCIIUTAIN3AMUUTE TTOPATH
Chbp/IeYHAa HEIOCTAaThbYHOCT W pucCKa OT (ataseH u3xox mO Bcska npuumHa. SGLT2-
WHXHOWTOPUTE Ca MpeIHAa3HAYCHW 3a JICUCHHE Ha BB3PACTHU NAIMEHTH C XPOHHYHO
O0b0peuno 3abonsBane B cramuu 1, 2, 3a u 3b cerioacHo nedununusata Ha KDOQL
[IpenopwuBa ce neueHueTo Ha manueHTuTe ¢ Auadet tum 2, Xb3 nu eGFR >20 mn/mun/1.73m2
¢ SGLT2 unxuburtop. Cnexn 3anouyBane Ha jeueHne ¢ SGLT2 unxubutop e pazymHO aa ce
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NPOJIBIDKU JICUCHUETO ¢ Hero, nopu ako eGFR cmamne mox 20 ml/min/1.73m2, oceen ako
JICYCHHETO HE Ce IMOHACS WM HE ce 3aroyHe 0bOpedHO-3aMeCTUTEIIHA Teparusl.

. [IpenopwvuBa ce neuenne ¢ SGLTZ2 wmaxubutrop mnpu BB3pacTHU ¢ Xb3 mpm
CIIEAHOTO:

- eGFR>20 ml/min/1.73m2 ¢ ACR (an0yMuH/KpeaTHHUH OTHOIICHKHE) B ypHHATa
>200 mg/g (>20 mg/mmol), nimu

- ChbpACUHa HEAOCTATBYHOCT, HC3AaBUCUMO OT HUBOTO Ha aJI6YMI/IHypI/ISI

o 3amouBaHeTo Ha jeueHne ¢ SGLT2 nuxubutop He Hamara nMpoMsiHa HA YecTOTara
Ha npocinensBaHe Ha Xb3 u o6patumoTo HamansBaHe Ha €GFR npu 3ano4yBaHe Ha JIEYEHUETO
OOMKHOBEHO HE € MHIMKAIWS 32 TIPEKpaTsBaHe HA TEPANHITA.

o [pennara ce neyenue Ha Bp3pacTau ¢ EGFR ot 20 mo 45 ml/min/1.73m2, ¢ ACR
B ypunata <200 mg/g (<20mg/mmol) cec SGLT2 unxubduTop.

° Finerenone e HOB  HECTEpOHMIEH  BHCOKO-CEJICKTHBEH  AHTarOHUCT  Ha
MuHepankoptukouguusi peuentop (MR). Cswp3Banero my ¢ MR Boau no Onokupane
HaOMpaHEeTO Ha TPAHCKPHUIIIMOHHM KOAKTHBATOPHW, BKJIIOYBAIIM C€ B EKCIpecusita Ha
MPOBB3MANUTENHN U TIpodudpo3Hu menuatopu. Finerenone e mokaszan 3a neuenue Ha Xb3 (¢
anOymMuHypusi), CBbp3aHo ¢bC 3/1T2 mpu Bb3pacTHH MAIMEHTH, MPU KOUTO TOU AEMOHCTpHUpa
CUTHU(DMKAHTHO HaMaJeHHe Ha pucka oT nporpecus Ha Xb3 U ChbpAEYHO-CHAOBU CHOUTHSL.
JloknanBaHuTe TOJBM ca Ha (poHa Ha MaAKCHUMaJHO TOHOcMMa jJo03a Onmokepu Ha RAAS.
[ToaxonaumTe manueHTH ca Te3u ¢ anoymunypus (=30 mg/g [>3 mg/mmol]), eGFR >25 no
Hag 90ml/min/1.73 m2 u cepymen kanuit < 4,8mmol/l. Mexnynaponuurte npenopbku ADA
2023, KDIGO 2024 u ESC 2023 npenopbuBat Finerenone Hapen cbc SGLT2-unxuburopure,
KaTo MOJAXOJAIO JIedueHne Ha nauueHtute cbe 3/1T2 3a HamalnsiHe Ha pucKa OT IpOrpecus Ha
XB3 u pucka oT chp/IeYHO-CHIOBU CHOUTHSI.

ITpu Xb3 Ha 6a3arta Ha ABITOTrOJUINHA apTepHaIHa XUIIEPTOHMS, ONPEIENICHO KaTo
XUMEePTOHUYHA HeQponaTusi, MOBEJACHUETO U JICUEHUETO BKIIIOUBAT:

2. KoHTpOJI Ha apTepHaJHOTO HAJISITAHe M JIeYeHHe HA XUIIePTOHUSATA

XHWIEepTOHUATA € €JHAa OT OCHOBHHUTE KIMHWYHHU NPOSBHU IIpU nanveHture ¢ Xb3.
Ilenta Ha aHTHXUNEpTeH3UBHaTa Tepanus npu Oomuute ¢ Xb3 e na ce Hamanu KPBBHOTO
HaisiraHe U 3abaBu mporpecusra Ha Xb3. W3monsear ce HepapMakoJOTHYHH U
¢bapmakonornynu noaxonu. Llenra e npu narmentute ¢ Xb3, KOUTO UMaT AIOYMUHYPHS

< 30 mg/24 h, cucronno aprepuanHo Hamsrane (CAH) nag 140 mmHg u nuactonHo
aprepuanno Hamsrane (JAH) man 90 mmHg, CAH c nmomomira Ha aHTHXUNEPTEH3UBHU
cpenctBa na aocturue croHoctd < 140 mmHg, a JJAH - <90 mmHg. IIpu nanuenture,
kouTo umar anoymunypus Haa 30 mg/24 h, uenra ¢ CAH na 6p1e < 130 mmHg, a JIAH <
80 mmHg.

Benuky  kilacoBe aHTHUXMIIEPTEH3MBHU JIEKAPCTBEHU MPOIYKTH Morar Aa ObaaT
e(eKTUBHHU 32 MOHWKABAHETO Ha apTEPUATHOTO HaJsTaHe Mpu nanueHTu ¢ Xb3 kato n3dopsT
Ha JIGKapCTBEH MPOIYKT clieiBa Jla ObJe ChoOpa3eH ¢ eTHOJIOrMYHHs (akTop, BOJCII 10
pazButueTo Ha Xb3, Bb3pacTTa U ChI'bTCTBAIIUTE 3a00JISTBAHUS.
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ACE uHXubuTOpH enalapril, perindopril, ramipril, quinapril, benazepril,
cilazapril, fosinopril, trandolapril, moexipril, zofenopril

AwnrnorensuH Il peuenropuu | losartan, eprosartan, valsartan, irbesartan, candesartan,
O1okepu telmisartan, olmesartan

KanmueBu antaronuctu amlodipine, felodipine, nisoldipine, isradipine, lacidipine,
diltiazem, verapamil, lercanidipin

JnypeTuim furosemide, hydrochlorothiazide, chlortalidone

indapamide, spironolactone, eplerenone, torasemide

bera Gioxepu metoprolol, atenolol, bisoprolol, nebivolol

Anda 6mokepu prazosine, doxazosine

Ienrpanuo aeiicramm — o- | methyldopa, clonidine
PELENTOPHHU arOHUCTH

[Ipn mnanmentTd c¢ auanu3Ho 3aBucuma Xb3  5-Tu  cTaguii  JIEYEHHETO C
AHTUXUIEPTEH3UBHU JIEKAPCTBEHU IMPOJYKTH C€ IMpPOBEXKIa C ONUCAaHWTE B Tabiumara
AHTUXUIIEPTEH3UBHU MPOAYKTH. V3KitoueHue npaBu U3MOI3BAHETO HA JUYPETHUIN, KOUTO HE
ca MOKa3aHM 3a MAallMEeHTH, KOUTO HAMAT OCTaThbuHA YPHUHA, HO IPU TE€3U OT TAX, KOUTO UMAT
BCE OIl€ 3alla3eHa OCTaThyHa (PYHKIMS CE MPEnopbuBa ChbXPAHSIBAHETO U C MPUJIOKEHUE Ha
furosemide.

3. Kopekuyuu Ha HapylIeHUSITA B MUHEPAJTHUS U KOCTeH MeTa00Iu3bM

[TpoMeHnTE B MUHEPATHHS M KOCTEH METabO0IM3bM ca Pa3NIpOCTPAHEHHU NIPH MAIUSCHTH
¢ Xb3, karo Te 3amoyBar olie B paHHUTE cTaguu Ha Xb3, mpoabkaBar ¢ MporpecupaHeTo Ha
3arybara Ha ObOpeuHara (GYHKIHUS W MOTraT Jla C€ TOBIUSAAT C Pa3IMIHU TPANEeBTUYHU
PEXKUMH.

3a mpoduiakTUKaTa U JIeueHHeTo Ha ObOpeuHaTa KOCTHA OOJECT ABJITU TOJUHU ca
W3IOJI3BAaHN @IYMUHUESU UNU MazHe3uegu conu. IIpy ManmeHTH, Ipu KOUTO CEPyMHHAT
dochop e naxm 2,26 mmol/l, anymuHuii-chappxkamm (GochopoylIoBUTETN MOrar 1a ce
M3I0JI3BAT 3a KPAaTKO BpeMe (4 ceIMUIN) ¥ caMo 3a eIUH KypC M CJIeJ] TOBA 1a C€ 3aMEHSAT C
apyra GochopoyIOBUTEIH.

B kpas Ha XX Bek allyMUHUEBHUTE CHEIUHEHUS Ca 3aMEHEHU OT KAILINK-ChIbPKAIIN
JIEKAPCTBEHU NPOAYKTH:

(] calcii carbonas,
"] calcii acetas u ap.

OOmaTa JHEBHA 1032 €IEMEHTAPEH KaIUN, KOSTO ce MOJIydaBa ¢ mpuemMa Ha Kasiuii-
CBhABPXKAIIM MPOAYKTH, HE TpsAOBa na HajgBumasa 1,5 mg/24 h u oOuus BHOC Ha Kaluui (B
TOBa YMCJIO W €JIEMEHTapHHs Kalluid oT auerara) 3a 24 h He OuBa ga HajgBuImaBa 2 Mg.
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Kammuii-ceappkanm  pocdopoynoBurenn He OuBa Ja ce U3MON3BAT, aKo IpHU JBE
HOCJICIOBATEIHM HM3MEpPBAaHUS HUBAaTa Ha CEpyMHHs Kammuid ca Hajg 2,54 mmol/l wm
iasmenus PTH e < 16,5 pmol/l.

CepuiecTBeH HampeAbK HpH JIEYEHHETO Ha xwunepdocdaremMusita ca JIEKapCTBEHUTE
MPOAYKTH, CBbp3BamM (ochaTH, KOUTO HE CHIBPKAT KAIIUH WIM aTyMHHHA M HE ce
pe3opOupar B yepBara.

sevelamer hydrochloride
sevelamer carbonate

Lanthanum carbonate e cBbp3Ban; (ocdarure eKkapcTBEH MNPOAYKT, KOWTO ce
M3II0JI3Ba 32 KOHTPOJ Ha xurepdocdareMusita NMpH MAUCHTH, MPOBEKAANIA IHATHU3IHO
JICYCHUE C HUBO Ha cepyMHUTe ocdatu > 1,78 mmol/l, mpu kKouTo HE € MOCTUTHAT e(hEeKT OT
npuIoXeHara HuckopochaTHa quera.

[Ipu mnamumenture ¢ 3-5 craguit Ha Xb3, Opu KOUTO ca HAIMIEC JIaHHU 3a
xunokajanuemus (cepymer kamuii < 2,1 mmol/l) cienBa na ce npeanpueMar TeparneBTHIHA
CIOCOOM 32 KOPUTHpaHEe Ha XUITOKAIITUEMHUATA, aKO Ca HAJIMIIEC KIIMHUYHU U35BH (ITApECTE3HH,
cumnromu Ha Chvostek unu Trousseau, OpoHXocCma3bM, JapUHTOCHA3bM, TETAHUS WIH
MPUTIABIN) WK TUTa3MeHUTe HUBa Ha uHTakTHUS PTH ca Hang TapreHTHHTE HUBAa CHOTBETHH
3a ctaaus Ha Xb3. JleueHneTo Ha XUITOKAJIIIMEMHUATA BKIIOYBA KAJIIHEBH COJIN:

calcium carbonate

Ot 1972 r. npu neyeHuero Ha OBOpeuHaTa KOCTHA 0OJIECT ce TpWiara M akTHBHU
aHano3u Ha BUTamMuH D.

calcitriol (1,25 (OH)2D3) - no3upanero My 3aBucH OT cTaaus Ha Xb3 ¥ HUBOTO Ha
CEpYMHUS KA.

[Ipu croitnHoctu Ha PTH Hazg 150 pg/l BMecTo calcitriol ce n3nomnssa

paricalcitol 1 pg/24 h.

Ot ocobeno 3HaueHume npu mnanueHTuTe ¢ Xb3 e mpocnensBaHe HMBOTO Ha 25 -
xuapokcu vitamin D. Ako cepymuuTe HuBa Ha 25 (OH) Butamun D ca < 30 ng/ml (75 nmol/l)
TpsIOBa J1a 3a1I0YHE 3aMECTHTEIIHA TEPAITHs C

ergocalciferol
cholecalciferol

TpsiOBa na ce caeasT cepyMHUTE HUBA Ha Kauus U ¢pochopa. AKO CEpyMHOTO HHBA Ha
o0mus Kanuui nocturHe HuBa Haja 2,54 mmol/l neyennero c ergocalciferol umu npyru
dbopmu Ha vitamin D cnenBa na ce mpeycraHoBH. AKO HUBaTa Ha cepyMHus ¢ocdop ca Haxa
1,49 mmol/l Bppexu npuinokeHueTo Ha GochopoyIOBUTENH, JCUSHHETO C BUTAMUH D ChIIO
crefiBa Jia ce mpeycranoBu. Tepanusra ¢ aktuBHE vitamin D creposu (calcitriol, alfacalcidol
paricalcitol, doxercalciferol) cienBa na ce nmpeaBuaM NMpH MalMeHTH ¢ 5-Tu ctaauid Ha XB3,
ako Tia3MennTe HuBa Ha nHTaKkTHUA PTH ca van 300 pg/ml.
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[Ipn manmentn ¢ 3 wim 4 craguii Ha Xb3 nedeHnero ¢ akTuBeH vitamin D (B
MPEMOPHUNTEIIHN HAYaIHH 1034 opaiHo calcitriol - 0,25 ug/24 h; alfacalcidol - 0,25 pg/24
h; doxecalciferol - 0,25 pug 3 mbTH ceAMHYHO) € MOKA3aHO KOTaTO CEpyMHHUTE HHBa Ha 25
(OH) xuapokcu vitamin D ca Hag 75 nmol/l u mnasmenute HuBa Ha nHTakTHUSA PTH ca Han
TapreTHUTE TPAHUIM 32 ChOTBETHUS ctajuii Ha Xb3. Jleyenuero ¢ vitamin D creponu ciensa
na ObJie IPEANPUETO CaMO TPU MAIIMEHTH ¢ KOPUTUPAaHU HUBA HA CEPYMEH TOTAJICH Kallui <
2,37 mmol/l u cepymen dochop < 1,49 mmol/l. ExBuBajenTHuTe i.v. no3m calcitriol,
paricalcitol u doxecalciferol 3a cynpecust na PTH ca cporBerno 0,5 pg, 2,5 ug u 5 pg.
Oo6wnuaiinute no3m calcitriol ca 0,5-4 ug i.v. cien Besika muanusa. Calcitriol moxe ma ce
npuiara u uHTpanepuroHeanHo. O6uuaiinara no3a e 0,5-4 pg/24 h. Vitamin D creponu He
OuBa aa ce mpuiarat npu Obp30 BiIomaBaia ce 0b0peyHa QyHKIHS.

[Ipu nevyenunero Ha nanuenTuTe ¢ Xb3 U BTOpHYeH XunepnapaTupeouau3bmM Hape
c mnpuioxeHuero Ha ¢ocdopoynoButenu, vitamin D ce mnpumara u XuUpyprudysa
MapaTUPEOUIEKTOMHUS U KAJTUMMUMETHYHA Tepanus c:

 cinacalcet, xoiito Boam 10 curHudukanTHO HamaysiBane Ha PTH 0Oe3 ma ce

yBeJIMYaBa CEpyMHATa KOHIICHTpAIUs Ha Kaiuuil u docdop Mmpu mauumeHTH ¢ 5 cTaauid Ha
XB3.

 Etelcalcetide — namansisa PTH, P u Ca npu nammentn ¢ XB3 cragum 5.
I[IpenopbuuTeHATA HAYAHA 103a € S MI.

[Ipu manumenTH ¢ nuanusHo 3aBucuMa Xb3 5-Tu cTtaauil IpoMEHUTE B MUHEPATHUS
U KOCTEH MeTaboJIn3bM ca 0cOOEHO MPOSBEHU U MMAT TEHJCHLIMs KbM 3a]bii0o4yaBane. Te ce
ob0eaunsBaT B noHsaTHero Xb3-MKb (Munepanno-koctHa Oonect). Xb3-MKb e B npuunnHO
CIIEZICTBEHa BpbB3Ka C OCOOEHO BHCOKATa CMBPTHOCT JbJDKAIA CE HAa ChPJIEYHO-CHIOBU
3a0onaBaHusl Ha Oas3ata Ha cbAoBM Kanuudpukaru. Jleyenuero c docdopynoBuTenu,
KaJIMMUMETHLIM, akTUBHM BuTamMuH J| mnponykru, BJIPA (Butamun J| peuentopHu
aKTUBATOPH) MPOABIKaBa IPU UHIUKALIMYU U CJIe/ 3all0YBaHe HA JUAIM3HOTO JEUEHHE.

4. Jleuenue Ha anHemusiTa npu Xb3

Kopurupanero Ha anemusita npu namneHtd ¢ Xb3 € OT ChllleCTBEHO 3HA4Y€HHE 3a
CKopocTTa Ha nporpecust Ha Xb3.

[Ipu narnuenTu, Npu KOUTO ca HaJIUIE JaHHU 3a aHemus Ha (oHa Ha TSAT<30% u
¢deputun < 500 pg/l cnenBa na ce 3amoyHe JeueHUE C MPENApaTH, ChIbPKALIN KEIA30, KaTO
MIPH TTAIUEHTUTE, KOUTO HE ca Ha JMalin3a, HAUMHBT HA MPUJIOKEHNE Ha KEJSA30TO CiIeBa 1a
ObZe cboOpa3eH ¢ TeXecTTa Ha JKeNe3HHs AeDUIUT, BB3MOXKHOCTTAa 32 BEHO3€H JOCTBHII,
JTAHHUTE 32 OTTOBOP HAa MPEIX0/IHA MEpOopaTHa Teparus, CTpPaHHIYHUTE €PEKTH, [IeHaTa 1 JIp.

Kopexkuusita Ha kejie3Hus1 1eUIIUT C OPAJTHO WIH MHTPABEHO3HO KeJIsI30 MOXKE
Jla HaMaJii TeXeCTTa Ha aHemusaTa npu nanueHTn ¢ Xb3. HenexyBanusar xenezeH neduiur
MOXeE J1a € IPUYHMHA 33 MOHWKEHUs OTroBop mpH JieueHne ¢ ESA (erythropoesis- stimulating
agent).

"1 saccharated iron oxid
‘1iron (I11) - hydroxide dextran complex
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(1 ferric carboxymaltose, iron (111) - hydroxide polymaltose complex
Ciron (1) - hydroxide polymaltose complex folic acid

Jleuennero ¢ ESA crnena na Obae CTporo MHAMBUIYAIHO, KaTO C€ OTUMATAT M
(dakTopuTe, MOBIHSIBAIIY KAYECTBOTO HA JXUBOT Ha OOJHHTE.

Jlosupanero Ha epoetin-o. uau epoetin-f oduyaitno 3amoysa ¢ go3u ot 20 mo 50
Ul/kg TenecHo Terjio Tpu IbTH B ceamuiiata, Ha darbepoetin-a B no3u 0,45 pg/kg tenecHo
TETJIO S.C. WM 1.v. BeAHbxk ceamuuHo win 0,75 pg/kg TenmecHo Teryo s.Cc. BEAHBXK Ha BCEKH
nBe cenmunm, wid 1,5 pug/kg BemHBXK MecedyHO Karo moabpxkamia go3a, a Ha CERA
(Continuous Erythropoietin Receptor Activator — methoxy polyethylene glycol-epoetin-
beta) ¢ 0,6 pg/kg TerecHo Ternao, S.C. WM i.V., BEAHBX Ha BCEKH JBE CEAMHUIM IPH
nanuentute ¢ Xb3, KOUTO MPOBEXIAT WK HE MTPOBEKIAT TUATU3HO JICUEHUE WK B 103a 1,2
pg/kg TenmecHo Teryo s.C. Ha BCeKW 4 cenMuiy npu nanueHTute ¢ Xb3, KOMTO HEe ca Ha
JUaJTn3a.

Jlo3oButre wuHTEpBaNM ca crneunduuHu 3a Bceku kiac ESA mpemapartu. Ilpu
IIPEMUHAaBaHe OT KPaTKOAEWCTBAIM KbM JIBJITOACHCTBAILM IpernapaTty TpsOBa jo3aTa Aa ce
cboOpa3u C IUIa3MEHHs MOJMYXHBOT Ha MPOAYKTUTE, KAaKTO M C OCTAaHAJIUTE UM
(bapMaKOKMHETUYHH U (papMaKOJUHAMUYHH XapaKTEePUCTHKH.

Jleuenne Ha aHeMmusiTa B Mpeauanu3Hus ctaauu Ha Xb3 Moxe /1a ce MpoBeXaa U C
HepopaliHy JISKAPCTBEHHU cpejcTBa, kato Roxadustat. Roxadustat e HHXHOUTOpP Ha XUMOKCHUS-
uHaynupyemust ¢daxrtop, npommixuapokcmwiaza (HIF-PHI). Cnopen KXIT Roxadustat e
MIOKa3aH 3a JICYCHHE Ha BB3PACTHU NAIMEHTH CbC CUMITOMAaTHYHA AHEMHSA, CBBP3aHa C
XpoHn4HO OBOpeuno 3abossBane (XB3). INomxoasmara mgo3a Roxadustat TpsOBa ma ce
npueMa Inpe3 ycraTta TpU I'bTU CEIMHUYHO, HO HE B IociiefoBaTenHu 1HU. Jlo3ara TpsiOBa na
ObJle MHIMBU/IyaJTHO ONPE/IENIECHA, 3a 1a C€ IOCTUTHAT U MOAbpKaT MpullesHyu HuBa Ha Hb ot
10 no 12 g/dl. Jleuenueto He TpsAOBa a ce MpoabIKaBa ciesl 24 ceAMULIM Tepamus, ako He €
MIOCTUTHATO KJIMHUYHO 3HAYMMO IMOBUIIaBaHe Ha HuMBaTa Ha Hb. 3a manuenTH, 3amousamiu
JICYCHUE HAa aHEMMsI, KOMTO HE ca JIEKyBaHM IPEIU TOBAa C €PUTPONOETHH CTHUMYJIHMPAIIH
areatu (ESA), mpenoppunTenHara HavanHa jo3a Roxadustat e 70 mg Tpu mbTH CEIMUYHO
npu nanuenty ¢ Terso nox 100 kg u 100 mg Tpu mbTH CEAMHUYHO MpH NManueHTu ¢ terio 100
u noseue kg. [lanuenture, nexkyBanu B MoMeHTa ¢ ESA, Morar na npeMuHar KbM NpUEM Ha
Roxadustat, camo koraTo ¥Ma OCHOBaTeIHA KIMHIUYHA TIPUYMHA 32 TOBA.

[Ipn maumentn c¢ nuanuszHo 3aBucuma Xb3 5-tu craguit nedenuero cbc CEC
(cTumynupamm epuTporioe3aTa CpeacTBa) MpoAbDKaBa. JIeWeHHETO ce TMpoBeXaa C
OMHMCAHUTE B MpeAHaIU3eH cTaauil npoaykT. OcHOBeH KpuTepuil 3a qo3uposkara Ha CEC e
MoAbpXKaHe Ha XeMorjoOMHOBOTO HWMBO B mHTepBal oT 100 mo 120 r./m. Crarychr Ha
CEpYMHOTO KN30 C€ MPOCHesiBa M KOPEKIUs Ha KEeJNe3HHUS NeUIUT, ako MMa TaKbB CE
MPOBEXK/IA C OMUCAHUTE MPOJYKTU KATO MPHU JUATM3HO OOJHH 3a MPEANOYUTaHE € BEHO3HHS
BT 32 IPUJIOKECHHUE.

5. JleueHne Ha OCHOBHHUTE HapymieHud B AJKAJIHO-KHCCJIMHHOTO H BOJIHO-
CJICKTPOJHUTHOTO PABHOBECHE

A) Meta6Go1uTHa anua03a - IpyU KOMIICHCUPaHA METa0OJIMTHA aluao3a Mpe3 ycrara ce
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npuemat sodium citrate uiau sodium bicarbonate B mo3a 1-3 g/24 h, a npu Texka anua03a
ce BmuBa i.v. 0aBHOo sodium bicarbonate, pastBopeH BBB (PHU3HOIOIHYECH CEPYyM B
KOJIMYECKTBO, U34HCIIeHO 1o popmynaTa Ha Mellemgaard Astrup.

B) Jleyenue Ha XunepKAJINEeMHUSATA - TIPU HATMYHA XUTICPKATHEMHUS Hape] C JUCTUYHUTE
OTpaHUYEHUS] MOTaT Jla Ce M3I0JI3BAaT KOMILIEKC OT MEPKHU 32 HaMallsiBaHE CEpyMHOTO HUBO Ha
kamus. Te BrimrouBaT u3non3BaHe Ha furosemide BBB BHCOKM 103U 32 CTHUMYJIHMPaHE
U3TbYBAHETO Ha Kanuii ¢ ypuHata. Ilpumarat ce cwino mHpy3un c¢ calcium gluconate.
N3non3sa ce undy3us Ha Sol. glucose 5% ¢ uncynun (1 [U/3g raroko3a) ¢ men na KaausT 1a
MPOHUKHE B KJIETKUTE. MHOTO 100D edeKT ce moctura ¢ onoooMenuu cmonu (polystyrene
sulfonate u ap.) B 1032 /1Ba bTH JHEBHO 1o 15 ¢. XumnepkanueMusi, CBbp3aHa ¢ ynorpedara
Ha RASi, yecto Moxe n1a ObAe oBnaAsiHA Upe3 MEPKHU 32 HaMaJlsiBaHE HAa HUBATa Ha CEPyMHUS
KaJIMii, BMECTO Upe3 HaMaJlsiBaHE Ha J03aTa WK criupane Ha RASI.

B) Harpueso-mupkonues mukinocuankar (Sodium circonium cyclosilicate) ¢ mokazan 3a
JeYeHHE Ha XWICPKAIMEMHs MPH BB3pacTHH nanueHtH. HeaGcopOupal ce, HemoimmepeH
HEOpPraHW4YeH Mpax C eIHOPOJHA MHKpPOIOpEcTa CTPYKTypa, KOMTO 3axBaiia Kaius ¢
NPEIUMCTBO NP OOMEH Ha BOJOPOIHU M HATPUEBU KAaTHOHH. In vitro, HATPHEBO-IUPKOHHEB
[UKJIOCUIIMKAT ¢ BHCOKO CENICKTHBEH 3a KAJIMEBHTC MOHH, MOPU TPH HAIMYHE HA IPYrd
KaTHOHU KaTO KA U MarHe3uil. HaTpreBO-IIMPKOHKMEB [IUKIOCHIMKAT 3aXBallla KaJIUs 10
HPOABIDKCHHETO HA [EelHs CTOMAIIHOYPEBEH TPAaKT M HaMalsiBa KOHICHTpAIlMATa Ha
CBOOOIHHUS KAl B CTOMAITHO-YPEBHUS JIYMEH, KaTO 110 TO3W HAYWH MOHIMKABA CEPYMHHTE
HHBa Ha KaJWil M MOBHUILIABA EKCKPELUITa Ha Kajuil BbB (eleca, KOSTO BOAU 10 OT3BYYaBaHE
HAa XUMEpKannemusiTa. HaTpueBO-IUPKOHUEB MUKIOCHIMKAT-5 Tp. Mpax 3a MepopaHo
nedenue. [IpenoprunTenHara HavaigHa jgo3a Ha Sodium circonium cyclosilicate e 10 g tpu
IBTH JHEBHO, TIEPOPAITHO, KATO CYCIIEH3HsI BbB BojIa. Korato ce mocTurae HOPMOKAJIHEMHS Ce
NpeMUHaBa Ha IMOJIbPIKALl PSKUM-5 g BEIHBK THEBHO, C BEHTyalHO THUTpupaHe 10 10 g
BEIHBXK JHEBHO WJIM MTOHIKABAHE JI0 5 g Tpe3 JeH, CIIOpe]l HYKIUTE.

[Ipu ycnosue, ye kanuemusiTa HajaBumaBa 7 mmol/l u He ce e moBiausIa OT M30pPOEHUTE
CPEICTBa, C€ Hajlara MPOBEXKIaHETO HA XEMOANAIN3A.

I') Jleyuenue Ha XUnepxXuApaTAUMATA

B moBewero ciaydyam xwumepxuapaTtanusATa € OeJer Ha HamnpeaHano ObOpedHO
YBpEXJIaHe W TS € CBbp3aHa C OJUIo- WK aHypus. [IpaBu ce ONMUT 3a MOBIUSBAHETO U C
npuioxenue Ha Bucoku no3u furosemide (100-250 mg) B 6aBHa BeHo3Ha HWHQY3HS, TIOPAIH
HEeroBaTra OTOTOKCHYHOCT. [Ipu nunica Ha edekt — ynrpaduiarparms.

6. JleueHne HA JUCIUNMUAEMHSATA M HA OTKJIOHEHMSTA BBB BBIVIEXHIPATHATA
o0MsIHA

[Tanmentn Ha BB3pacT Hag 50 roguau ¢ GFR < 60 ml/min/ 1.73m?, xouto He ce Ha
XPOHHUOIUANINA32 UITU TPAHCIUIAHTUPAHU TPsIOBa J1a OTy4YaBaT CTATHH:

0 atorvastatin
simvastatin
lovastatin
pravastatin
fluvastatin
rosuvastatin

N I B
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0 craTul U ezetimibe

Jledyenmne c¢ Te3mn JICKAPCTBCHU IIPOAYKTH HE TpH6Ba Ja C€ 3alo4yBa IIpu 0onHHM Ha
XpoHuoanainia. BOJIHI/ITC, KOHUTO Ca IoJiydaBaJli CTAaTUH HOpPCAU 3all0YBAaHC Ha AWAJIU3HO
JICYCHHUE, CII€ABA Ja ITPOABJIKAT Ja I'0 IIprueMar.

[Tanmentn Ha BB3pacT 18-49 romuam ¢ GFR < 60 ml/min/1.73 m?, KOUTO He ca Ha
XPOHHUOUANIA3a WM TPAHCIIAHTHPAHU TPsiOBa Jla MOJydyaBaT CTATHH, aKO MMAT KOPOHApHA
OoJiecT, 3axapeH nuadeT, mpeKapaH KCXEMHYEH UHCYIT, KaKTO M Ipu u3duciieH Hax 10% puck
npe3 crneapanmre 10 roauHu Aa monydat HedatadeH MHOKapleH MH(papKT WM KOPOHapHA
CMBPT.

[Tanmentn ¢ Xb3 Ha Bb3pacT Hax S0 romuan 1 GFR < 60 ml/min/ 1.73m? wiu moBeue
TpsOBa J1a ce JIEKYBaT ChC CTATHHH.

[Ipu m3nonsBaHeTo Ha craTUHU B ycinoBus Ha HamaineHa GFR cnexBa na ce uma
NpeaBU, Y€ Hal-moaxoasm| € atorvastatin, 3a YHETO MPHIOKEHHE HsAMAa ChIIECTBEHU
OIpaHUYEHHU.

MeTabonuTHHUTE OTKJIIOHEHMSI, HACTBIBAIIU NpU yMepeHo Hamanenue Ha GFR morar
Ja ToBegaT 10 HeoOXOAMMOCT OT JICYEHHE C MHCYJIMH U Ha OOJIHM C BTOPM THI 3aXapeH
nuader.

7. JleueHne HA Bb3NMAJTUTETHUTE NMpoueCH U OKCUAATHBHUSA CTPEC

Bp3nanurtennure mpouecu M OKCUAATUBHMS CTpeC MoraT jJa ObIaT KOpEerupyemu
MIPUYMHY 3a BJIOIIaBaHe Ha ObOpeuHara ¢pyHkuus npu 6onau ¢ Xb3. Hapen cbe cnenudpuaHo
HAaCOUYEHOTO MPOTHUBOBB3NAIUTEIHO JICUEHUE, TIPUIIOKEHUETO HA AHTHOKCHAAHTH MOXE J1a
owpae mone3no Ha Oonamre. Alpha-tocopherol u ascorbinic acid ce mpuemar ca OTIMYHU
AHTU-OKCHUJAHTH.

8. JledeHHe Ha TeEePUKAPAUTA, HEBPONATUATA, eHUedATONATHATA M
eJIMMUHAIIMOHHHUTE NMPOSIBM OT CTOMAIIIHO-YPeBHUSA TPAKT.

| IlepukapauTsT € NposiBa Ha HampenHana Xb3 M Hajara 3all04BaHe Ha JUAIU3HO
JICYCHHE.

"] Ilepu¢pepHaTa HeBpONATHUs, MOXE Ja CE€ IOBIUSAEC YMEPEHO OT MAJIKH J03HU
TPUIMKJIMYHU aHTHAenpecantd (amitriptilin). CeimecTByBar enmuHUYHUA HAOMIOACHUS 32
epekr Ha aHTUKOHBYJcaHTa @abapentin. Tlpu Texka MOJUHEBpPONATUS € HEOOXOAUMO
3aro4BaHe Ha AUAIU3a.

1 YpemuuHaTta eHuedanonatus e Oener Ha HanpeaHano Xb3 U Hanara BKIIOYBaHe
Ha JUATU3HO JIEUYEHUE.

") EITMMMHAIMOHHUTE TMPOSIBM OT CTOMAIIHO-YPEBHUSI TPAKT CE JEKyBar
CUMIITOMAaTUYHO.

KoncepBaTuBHO JieueHHe Ha HedpoMTHA3A

YectoraTa Ha HedponuTHuazatra HapacTBa, kato B EBpoma, CAIIl u B Asus ce e
yBesMumia aABykpaTHo 3a 30 rogumieH nepuoa. Yecrora i criope] aMepUKaHCKH aBTOpH € 6-
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12% B obmara momynanus. Bce mo-yecto ce mpuema, 4e TS € CHCTEMHO 3a0oJsiBaHEe Ha
OpraHu3Ma, IpUApYKeHa OT XPOHUYHO OBOpedHo 3a0osaBaHe, HePOIUTHA3A- HUHTypIHPaHa
KOCTHa 6OHCCT, IMOBHUIICH PUCK OT ChbpACUYHO-CHAOBU 3a00JIsIBaHUS U XUIICPTOHHA, BTOPH THIL
3axapeH auabeT W MeTabomuTeH CHHApPOM. be3 iedyeHuwe yponuThasara € XPOHUYHO
3a00JIIBaHE C YeCcTOTa Ha penuauBute moseye ot 50% 3a 10 roauiieH nepuo.

VIl. Jleuenue Ha 0bOpeyHa KOJIMKA

Jleyenuero Ha ObOpeUHATa KOJIMKA Haif-4yecTo ce mpoBexaa amOysaaropHo. HasnayaBat
Ce IEePOPAIHU CIIa3MOJIMTUYHU U aHAJIreTHYHU MeaukaMmenT: Butylscopolamine, Pitofenone
and analgesics, Papaverine, Drotaverine u ap. Io0bp eheKT ce mocTura u OT IpUIaraHeTo Ha
cynosutopun HCIIBC (Diclofenac, Indomethacin u ap.), kouto uMaT NpoOTHBOBB3AILIUTEITHO
U CHa3MOJIMTHYHO JelcTBre. JlokaszaH eeKT Mpu KOHKPEMEHT B ypeTepa UMaT U J00aBHUTE
cpenctBa, karo Heopenan ¢opre u Heopenan CP. [Ipu nwirorpaitHu u 3aterHatu Ob0peyHU
KOJIMKH C€ TpernophuBa XOCMUTATM3HpPAHE HA MAlMEHTa B YPOJOTMYHO, HE(DPOIOTHYHO,
XUPYPTUYHO HIIK BHTPEIIHO OT/eIeHue. ToraBa ce Ha3Ha4YaBa MapeHTEPATHO MPUIIOKEHUE Ha
MEIUKAMEHTHTE, BIMBAHUS Ha BOIHO-COJICBH pa3TBOPU, AHAITETHUIM, CIAa3MOJIUTHUIIM,
CaMOCTOSITEITHO M/WiIM B KOMOMHaIms. AKo OoJKkara He ce MOBIUsIBa ce Ha3HavaBa Fentanyl,
Droperidol, Tilidine u Pethidine. ITo mpernenka — MOKe Ja c€ Ha3Ha4Yd W aHTHOMOTHYHO
JICYCHUE.

VI1ll. Meraduiakcusi Ha HeppoUTHAZATA

TI/Ia3I/II[HI/I ANYpECTUIU
Febuxostat
Allopurinol

Potasium citrate

[Mpu crpyBuTHU KamMbHHU- acetohydroxamic acid,

[Ipy 1UCTMHOBUTE KOHKPEMEHTH- THOJOBH JaepuBatd — D-penicilamine wu alfa-
mercaptopropionglicine.

[Ipn omnpeneneHn wHAMKAIMU HeppoIUTHA3aTa IMOJUIEKU Ha JICUEHUE C YPOJIOTHMYHU
MHTEPBEHIIHH.

IX. IIbpBuyHa Xunepokcauaypus

E74.8

[IppBuyHa Xwurepokcanypusi € psSIKO aBTO30MHO PEIMCHBHO HACIIEACTBEHO METAa0OJIHTHO
3a00JsIBaHe, KOETO Ce IBJDKM Ha CBPBXIPOIYKIMS Ha €HJOTeHHH okcanatu. OkcajaTture ce
EKCKpPETUPAT OCHOBHO Tpe3 OBOpenuTe, KOETO OINpeaeisi OTISIHUTEIHATa CUCTeMa KaTo
OBPBUYHO OCHOBHO 3acerHara - II€PMaHEHTHO oOpa3yBaHe Ha OBOpEeUYHHM KaMBbHH,
He(ppOKaIIIMHO3a, TYOYJI0-UHTEPCTULIMATIHA ~ YBPEXKIaHus Ha OnOpennre u  ObOpedHa
HelocTaThbuHOCT. Hepa3nmo3Haroro u octaBeHO 0e3 JiedeHue 3a0oisiBaHE MMa XPOHHYHO-
MIPOTPECUBEH XOJI, KOWTO BOAW HEMHHYEMO J0 MOJHOopraHHa yBpeaa. Ot HaOIr0aBaHUTE TPH
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THUIIa XUIIEPOKCATYpHs, IbPBU THUIl € Hali- yecT (80%). Bropu u Tpetu Tun 3acsrar no oKojio
10% ot mauuenTtute. J[parocpouHara nNporuo3a € Hai-jouia nIpu NaUEeHTUTE ¢ II'bPBU THIL,
KOETO TH OIpenens Karo Hai- HyXJIaelld ce OT ajeKkBaTHa Tepanus PaszgensHero Ha
3a00JiIBaHe B TPU TUIIA € Oa3upaHO HA JAHHHUTE OT '€HETHYHO M3CIIeABaHE MPH MAlUEHTUTE,
KaTo TpHU TPUTE TUIIA € 3aCerHaT pPa3IU4eH €H3MM. 10Ba MpaBU T€HETUYHOTO H3CIICABAHE
aOCOMIOTHO 3aJBJDKUTENIHO NMpU Te3u MmanueHTu. [IbpBuuHara xumepokcanypus Tam 1 ce
IBJKM HAa MyTalus B TMEPOKCH30MAJIEeH €H3MM XapaKTepeH 3a YepHus Apo0 — allaHWH-
rmokcwiar amuHoTpaHcdepasa (AGT), komupana or AGXT rena. Tum 2 ce OBJDKM Ha
mytaiusi B GRHPR rena, konupany rimvokcwiar u xuapokcunupysaT peaykraza (GRHPR).
En3umMbT € excripecupan B MHOTO ThKaHU. [IbpBUUHATA XUMNEpeKcaaypus TUI 3 ce IbKU Ha
3ary0a Ha (yHKIHSATa HA MUTOXOHJIPHAIIEH €H3UM — 4-XUAPOKCHU-2- OKCOJyTapaT ajjoliaza
(HOGA), xoiiTo JOMHUHaHTHO ce OTKpUBa B YepHUs Apod u 6bOpeuure.

KbM m3non3Banara 10 MOMEHTa KOHCEPBATUBHA TEPAITHsI, KOSITO HE MPOMEHSI JBJITOCPOYHATA
MPOTHO3a TpH 3a00isiBaHETO MMa BB3MOKHOCT M 3a PHK-06azupano nmeuenue (RNAIi) ¢
Lumasiran 94,5 mg/0,5 ml umxkexkunonen pasteop, (INN-Lumasiran), mokasasx 3a jiedeHue Ha
nbpBUYHa xurepokcanypus tan 1 (PH1) BbB Bcuuku B3pacTOBU IPYIIH.

Lumasiran ce mpuiara Kato MOJAKOKHA MHXEKIMs. [IpenopbunTenHara 103a ce ChCTOH OT
HaToBapBany 3 (TpH) 103H, IPUJIAraHu BEAHBK MECEUHO, TTOCIEABAHH OT MO IbPKAIIN J03H,
3amoyBallyd €IUH Mecell ciej IocieqHaTa HaToBapBalla go3a. Jlozata ce M34HClsABa Ha
0a3ara Ha TEJIECHOTO TETJIO.

MexaHu3bM Ha JeiicTBUE

JlymacupaHn e IBOMHOBEPIIKHA Malika HHTepepupaiina pudbonykiernHoBa kucenuia (MuPHK),
KOSTO TOHWKaBa HUBAaTa Ha eH3uMa TimkoyaT okcuaaza (GO) mocpeACTBOM HacOYBaHE
cpeury  uH@opmanumonHata puOoHykinemHoBa kucennHa (MPHK) w©Ha rena Ha
xuapokcukucenara okcugasza 1 (HAO1) B xenarouuture upes PHK untepdepenums. Toit
karo eH3uMbT GO ce cuHTe3upa BCIEACTBHE Ha NedUIIMTAa Ha €H3UMa aJaHWH-TIHOKCHUIIAT
amuHoTpaHcdepasa (AGT), koitito npuunnasa PH1, MexaHu3MbT Ha AeiicTBUE HA lyMacupaH
€ He3aBUCUM OT ocHOBHaTa myTarus Ha reHa AGXT.

Komose Ha 0osectu mo MKB-10

OO0cTpykTHBHA M peduiykcHa HedponaTus
N13.2 Xwuaponedposa ¢ oOCTpyKIHs HAa OBOPEK U ypeTep, IPHIUHEHA OT KAMBHU

Kambk B 0b0pexka u B yperepa
N20.0 Kamsbk B 60peka
Hedponutna 3a BIY
Kankyn unm kambk B 0b0peka
OTnuBBYEH KaMbK
Kambk B 0B0peka
N20.1 Kamsbk B ypeTepa
VYperepaneH kaMbk
N20.2 Kawmbk B Ob0peka ¢ KaMbK B ypeTepa
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3abenexka:

Jleuenuemo c Hepaspewenu 3a ynompeba iekapcmeeHu npoOyKmu ce u3gvbpuiea npu yCaosusma u no peo,
onpedenenu ¢ Hapeoba Ne 10 om 17 noemspu 2011 2. 3a ycrosusma u peda 3a ieyeHue ¢ HepaspeuleHu 3d
ynompeb6a 6 Penybnuxa Bvreapus nekapcmeenu npoOykmu, Kakmo u 3a YCio8UAma u peod 3d 6KI46aHe,

NpOMeHU, USKTIOUEAHE U OOCNABKA HA JeKAPCMEEHU NPOOYKMU OM CRUCHKA No 4i. 266a, an. 2 om 3axona
3a iexapcmeeHume npooyKmu 8 Xymannama meouyuna (06u. J[B 6p.95 om 2.12. 2011e., oon. /IB 6p.24 om
12.03. 20132.) Ha munucmwpa na 30paseonaszéaremo.”’



