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* Knlac Ha npenopbKuTe

KnacoBe Ha npenopbkute

Monsn >>>
Knacl MpenopbuBa ce
MOTEHUMaNEH PUCK U HEAOCTATbLM
Knac lla Tpa6Ba aa ce B3eme Monsu >>
npeasup, NOTEeHUMaNEH PUCK U HeA0CTaTbLM
MNonsn >=
Knac llb Moske Aa ce B3eme npeasus,
NOTEeHLMaNEH PUCK U HEA0CTaTbLM
Knac 11l He ce npenopbuBa Jlunca Ha nonsa/noteHuunantya yepeaa

** HuBo Ha focToBepHOCT

Huea Ha gocTroBepHoOCT

JaHHKW, NoONy4YeHU OT MHOXeCTBO
Bucoko HUBO Ha
Huso A pPaHAOMU3UPAHU KANHUYHN
[0CTOBEPHOCT
NpPOy4YBaHMUA NN MeTa-aHaIn3n
JaHHn, noayyeHn oT eANHUYHO
HuBo B YmepeHo/HUcKo HMBO Ha PaHOOMU3UPAHO KANHUYHO
[0CTOBEPHOCT npoyysBaHe Unm HepaHAOMMU3UPAHU
npoy4saHma
JaHHN, noaydeHn oT Mankm
MHOro HUCKO HUBO Ha
Huso C NPOY4YBaHMA, KOHCEHCYCU NN
[0CTOBEPHOCT
€KCNepTHM MHEeHUA




1. [I'bpBUYEH XUNepnapaTupeouu3bm

Pe3oMme Ha npenopbKUTE

1. MbpeuyeH xunepnapatupeonamnsbvm (MXMNT) e BeposTEH NPU NOBULLEHO
CEPYMHO KanumMeBO HMBO M Hea[eKBAaTHO BMCOK MNapaTXopmMoH. Hanuue ca n
HOpMOKanLUnemmiHu popmm Ha MXMT.

2. Hali-yectaTa npuMuMHa € aAeHOM Ha MapaTMpeouaHa Kjaesa.
OundepeHumanHata AnarHo3a BKAOYBA XMMepnaasva Ha nosedye OT efHa
MWM*, napatupeougeH  KapuuHom, GamuaHa  XUMNOKaAUMypU4YHa
xunepkanumemus. AnarHoctmympaHeTo Ha 3abonsBaHeTo Npu Maaam anua
M3UCKBa AOMbAHUTENHU M3CNeABaHUA 33 U3KNOUBaHe Ha damuaHa popma
Ha 3abonABaHeTo.

3. Mpe3 nocnegHuTe AeceTneTvsa HapacTBa YyectoTata Ha 6e3cMmnTomeH
nxnT

4. [narHosaTa M3MCKBA ABYKPATHO M3MeEPEH CepymMeH Kanuun Hapg, 2.62
MMOA/N U BUCOKOHOPManeH uau nosuweH [MTX. 3aabaKUTENHO e
nscnegBaHe Ha HeopraHnyHu docdaty, 6bbpeuHa PyHKUMA, Kanumypusa m
HMBO Ha BuTaMuH [. Mpunarat ce obpasHnM uscnegBaHua — exorpaduma Ha
WrnHa obnact, CMEKT-KT ¢ 99Tc-MIBI, npu HeobxoAMMOCT TbHKOMUI/IEHA
NYyHKLUMOHHA Buoncua c uscneasaHe Ha HMBO Ha MTX B cmuMB OT urnara.

5. MeTtoq 3a nevyeHve Ha NbpBU M36OP e MapaTUPEOUAEKTOMUA Cres
NPUKAOYBAHE HA NOKanuM3auMOHHaTa AuarHoctuka. Onepauma ce
npenopbysa npu: CepymeH Kanumit ¢ 0.25 mmol/L Hag ropHa pedepeHTHa
rpaHmua; KMM npyn DXA Ha nymbanHu npelneHu, NpokcumaneH demyp
wan  amctanHa 1/3 Ha pagnyc < -2.5; BeprtebpanHa ¢pakTypa,
BM3yanusmnpaHa upes peHtreHorpadua, CT, MRl nam VFA; KpeatuHunHoB
KAnpbHC <60 ml/min; 24-yacoBa Kanumuypus >6.25 mmol npu keHu n >7.5
mmol 3a mbke; Hepponmutmasa nanm HedpoKanuuHosa; mam Bb3pacT <50
rogunHu. NapatnpeomaekToMmna MoXKe aa ce npeanpueme 1 nNpu naumeHTy,
KOUTO He OTroBapAT Ha roOpernocoyYeHuTe KpUTepuun, Npu ycnosue, 4e
NNNCBAT KOHTpauHAMKaAUMK 33 XUPYrMYHa WHTepBeHuma. CnyyvauTe, npwu
KOUTO He e npeanpueTo oOnepaTtMBHO flevyeHWe, nognexat Ha
npocneaaBaHe.

6. KpuTepuit 3a u3neKkyBaHe € HOpManuM3MpaHe Ha MNoKasaTe/nuTe Ha
KanuneBo-pochopHaTa 0OMAHA KbM LIECTUA MECeL, C/1ef, onepaumaTa.




1. Onpepesienue

MbpBUYHMAT xunepnapatupeongmsbm (MXMNT) e eHOOKPUHHO HapyleHue, KoeTo ce
XapaKTepusmpa C NOBULWIEHO CEePYMHO HMBO Ha KajUMA, NMOHUMKEHO HWMBO Ha HEOPraHWYHU
docdhaTM M HeaseKBaTHO BMCOK Ha HMBOTO HA Kanuua napatxopmoH (MTX). 3acara no-yecto
XEeHU, KaTo OTHOLWeHMeTO Mmexay AsaTa nona e 3:1. 3ayecTABa € HanpeaBaHe Ha Bb3pacTTa C
MUK Npe3 NeTo-WecTo AeceTuneTue.

2. ETU0JIOTMA U IIaTOreHe3a

Han-yectata npuumHa 3a MNXNT e eanHnyeH gobpokayecTseH napatupeongeH ageHom (80-90%
oT cnyyaute). Mo-pagKo ce cpeuia 3acAraHe Ha noseye oT egHa MWK - xunepnnasma mam
MHOECTBEHN a[eHOMMU, KOeTO e XapakTepHo 3a damunHute dopmm Ha NXMAOT (10% ot
cnydauTe). MNapaTMpeonaHMAT KapLMHOM e OTFTOBOPEH 3a NO-Masiko OT 1% OT BCMYKM C/lyyaum Ha
NXAT.

Mpu noBeyeTo NauMeHTH 3abonABaHeTO NpPoTUYa cnopaanyHo, 6e3 damunHa obpemeHeHOCT 3a
MNXAT wnm apyrn eHOOKPWHHM 3abonABaHuA. [Mo3HATM ca ManKko puUckosu GaKToOpK, KaTo
BbHWHO ob6nbyYBaHe B WwuiMHaTa obnact, ocobeHo B peTckaTa Bb3pacT. lNapaTupeonpHute
TYMOpPM BbB3HWKBAT B Pe3yaTaT Ha reHeTUYHW AedeKTU Ha pasfIMYHK pacTexxkHu akTopw,
NPOTOOHKOreHN NN TYMOP CYyNPeCOPHU FreHu.

damunHute popmun Ha MXMT ce cpewaTt no-pAAKo - cpegHO B 0Koso 5-10% oT cnyyauTe, KaTo
4acT OT Pa3IMYHUN FEeHETUYHU CUHOAPOMWU. B TOBA YMCNO MHOXKeCTBeHa eHAOKPUHHA Heonaasuma
Tmn 1 (MEN1), MEN 2A, xunepnapatupeonansbm C¢ Tymopu Ha ventoctta (HPT-JT cuHgpom),
damuneH umsonupad MXAT (PUXMAT), damuaHa xunokanumypuyHa xunepkanumemma (DXX),
TEeXKbK HEOHATaNIeH XnnepnapaTmpeonansbm.

MNXMT ce pa3smBa B pe3ynTaT Ha aBTOHOMHO pa3pacTBaHe Ha NapaTUpPeonaHUTe Kes3un, KoeTo
BOAM A0 noBuweHa cekpeuuna Ha MTX, uan BcneacTtBuMe Ha KneTbYHa npoaudepauma npu
HOpMmanHa cekpeumsa. MNMpu napatupeonaHna ageHOM NapaTUPEoUAHUTE KAETKM NOKasBaT no-
MaJiKa YyBCTBUTENHOCT KbM MHXMOMPALLOTO AEMUCTBME Ha Kajums C NOoC/enBallo pPa3BUTME Ha
XMMepKanumMemus, 3a pasavka oT xunepnnasuvpanute MUK, kboeto ysennueHuat 6polii
NapawmMTOBUAHM KNETKM 3anNa3BaT HOpMasiHaTa CU YyYBCTBUTENHOCT.

3. YecroTa

lpe3 nocnegHUTe AeceTnneTvMa e yCTaHOBEHO HapacTBaHe B yectoTtaTta Ha MXMT, gbnrkawo ce
OCHOBHO Ha BbBeAeHUTE OUOXMMMYHW CKPUHMHIOBU NpPOrpamu, BK/AKOYBALLM PYTUHHO
M3MepBaHe Ha CepyMHUA Kanuuii. KaTto pesyntaTt ce yBennyasa b6poAT Ha gMarHocTMumpaHuTe
acMmnToMaTnyHM Gopmun Ha 3abonasaHeTo. Taka Hanpumep Yectotata Ha NXNT s CALL npeau
3aMoOYBAHETO Ha PYTMHHO Ka/uMeBO npocneassaHe e 6una 17.4/100 000 HaceneHue, a cnep,
ToBa — 84.1/100 000. B EBpona acumntomatnuHMAT NMXMNT noka3sa yectota mexkay 3.6% u 13.9%
(Hopseruns) cpens nocTMeHoOMay3a/lHM KEHWM B 3aBUCMMOCT OT W3MNOA3BAHUTE OMOXMMMYHM
KpuTepun. Peauua apyrn NnpoyyBaHMA CbLLO NOKa3BaT 3HAYMMO yBe/IMYaBaHe Ha yecToTaTa Ha



3a060/1A9BaHETO Cnes  BbBEXAAHE HA OWOXMMUYHWMA CKPUHUHI. B pa3BuTUTE CTpaHu
npubansmTenHo 85% oT NaumeHTUTe ca C acMMNToMaTMYyHa popma Ha 3abonasaHeTo, a 20% - C
6bOpPEeUYHN YBPEKAAHUA, CKENEeTHU YCNOKHEHWUA WMAM CUMMMTOMATMYHa XunepKanuuemus. B
pasBMBALLUTE Ce CTPaHW, KbAETO PYTUHHOTO M3CNenBaHe Ha CepymeH Kaauui e cnabo
3aCTbMNeHO, NO-ToNAMaTa YacT OT NauMeHTUTe UMmaT cumntTomaTtudeH MNXNT.

4. KiMHU4YHa U3sBa

NXAT ce noagpasgena Ha 3 KAMHUYHM deHOoTMNA: CMMNTOMATMYEH, ACMMMATOMATUYEH W
HOPMOKaNLMEMUYEH.

KAMHWYHNTE NpoABM HA Kaacmyeckua cumntomaTtnyeH [IXMT ce AbmKaT Ha XPOHWYHATA
XMnepKaaumMemma W BKAKOYBAT NOAMYPUA, MNOAUAMNCUA, aCTEHO-aAUMHaAMMUA, MNPOKCUMaNHa
MYCKy/NIHa €nabocCT, KOHCTMNAUWMA, aHOPeKCUA, rageHe, aexmapartauma. OCHOBHUTE OpraHu u
CMCTEMW, KOMTO ce 3acaraTt, ca 6bbpeun, Koctn, cTomallHo-ypeseH TpakT u UHC. TunmyHa
nposBa e 0CTeonopo3a CbC cybnepmocTanHa KOCTHa pe3opbLma u HapyLeHa MUHepanmnsaumaTa
Ha CKeneTa, KaTo ce 3acAra NpeguMmMHO KOPTUKanHata KoCT. B yepenHuTe KOCTM NpouechT Ha
AeMUHepanunsauma BOAW A0 U3TbHABaHe MO Tuna ,con U nunep”. Ha mecta ce paspacTea
¢nbpo3Ha TbKaH B MeaynapHWUTe MPOCTPaHCTBA M ce pa3BuBa T.Hap osteitis fibrosa cystica ¢
XapaKTepPHUTE KOCTHU KMUCTU U KadABU KOCTHU TyMmopUu. KOCTHUTE ne3un ce n3ABABaT KAMHUYHO C
60nKM, cKeneTHM pedopmaumm U NATONOTUYHWU  GPAKTYpU. XunNepKanumMemMuATa yBpexaa
6vbpeumte N BOAM A0 pPa3BUTME HA HepponuTMasa M HedpOKanUMHO3a C HamanABaHe Ha
6bvbpevHaTa PyHKUMA. Hanuue ca n npoaBM OT CTOMALLHO-YPEBHUA TPAKT — KopemHa 60/Ka,
KOHCTMMAUMA, MEenTUYHM A3BM W NAHKPeaTWUT, B pe3ynTaT Ha CTUMY/AMpaHaTa CeKkpeuma Ha
racTpuH. [pyrn xapakTepHu nposasm Ha cumnTomaTtnyHma [IXMT ca HEepPBHOMNCUXMUYHMU
HapyLWeHMA - NecHa yMOPAEMOCT, TPEBOXKHOCT, HAMa/IeHa KOHLEHTpaLumaA, HapyLlweHa KorHmums,
KaKTO M KapAMONOTMYHU YCNOXKHEHUA (NOBULIEHO apTepuManHO HanAraHe, NeBOKaMepHa
xunepTpodua, Kanumesn OTNAraHMA MO KNanHUTe naaTHa, ckbceH QT uHTepBan M pUCK OT
PUTBMHM HapyLleHusa).

Mpwu TexXKM Gopmm Ha 3a60NABAHETO CHLLECTBYBA ONACHOCT OT PA3BUTME Ha XMMEPKAILUEMUYHM
KpU3K, XapaKTepusnpaLLm ce cbC 3aCnABaHe Ha HEBPOMCUXUYHUTE NPOABU A0 COMHONIEHTHOCT U
KoMa, 3aabnboyaBaHe Ha AexuapaTaumara U pa3BUTME Ha ocTpa 6bbpedyHa HeAOCTaTbYHOCT C
oNuro-/aHypus. BMUCOKOCTEMEHHATA XUNEPKA/NLMEMUA YBE/MYaBA W PUCKA OT PUTBMHMU
HapyLueHuA.

AcumntomaTtuyHmuat MXMT e Han-yecTo cpewaHata dopma Ha 3abonasaHeto. MpoTuuya Hes
Ha/iMune Ha KAMHUYHU NPOABM Ha XUNEepKanLMemMus, Npu TMNMYHa BUMOXMMUYHA KOHCTENALMA 3]
MXNT. O6uKHOBEHO ce YCTaHOBABA MpuM OMOXMMMYEH WU3CAeABaHUA NO Apyr NoBoAg W
XapaKTepusunpa c NeKocTeneHHa xunepkanumemus. Pasgena ce Ha aAse popmu: € yBpexaaHe Ha
TapreTHUTE OpraHun 1 6e3 yBpexxaaHe Ha TapreTHUTE OpraHu cnej CTaHAAPTHA OLEHKa.



Opyra ¢opma Ha MXMT e T.H. HopmoKanumemmyeH NXNT (HOXNT). OnucaH 3a Nbpeu NbT Npes
60-Te roaMHM Ha MWHANUA BEK, TON Ce XapaKTepusupa C HOPMAJHU CTOMHOCTM Ha ob6WMA U
MOHM3MpPaHMA KanuuMii U NOBULLIEHM HMBA Ha MTX npu Annca Ha BTOPUUYHM NPUYNHK 33 TOBA (BUT.
O aedvunt, manabcopbumoHeH cuHapom, 6bOpeyYHa HeAOCTaTbYHOCT, MeTaboIUTHU KOCTHU
3abonaBaHuUA, aHTUPE30POTUBHM NpenapaTh, TUTUIN, AuypeTnum 1 ap). Moxe Aa NpoTUYa KaKTo
CMMNTOMATMYHO, TaKa U aCUMMATOMATUYHO.

5. luarHo3a u gudepeHuua/iHa JUArHO3a

[OunarHosaTa e 6GMOXMMMYHA M CE OCHOBABA Ha CbYETAHMETO Ha XUMNEpPKaALMEMMA C HUBO Ha
KopurmMpaH obL, cepymeH Kanumin Hag 2.62 mmol/l nam MoHusmpan kanuumii Hag 1.3 mmol/l n
BMCOK M/IM BUCOKOHOPManeH cepymeH MTX npu Han-manko Ase nscneasaHua npes uHTepsan ot
noHe 2 ceamuun. MpenopbunTENHO e Aa ce M3NO0A3BAT BTOPO M TPETO NOKOAEeHWe mMeToaM 3a
nsmepsaHe Ha MTX. OnpeaensHeTo Ha MOHM3MPaAH KaauMii e olle NOo-YMECTHO, Korato obwmaT
CepymeH Kanumim e HopmasaeH, Ho HUBOTO Ha NTX e NoBULLEHO.

3a oueHKa Ha nauueHTM ¢ NXMT e 3aA4bAKUTENHO U3CNeABAHETO Ha HeopraHWMYHU docdaTy,
KOWUTO Ca HUCKU WUNU AONHOFPaHUYHK, 6bbpeyHa PyHKUMA C riomepyaHa GUNTpauma, HUBO Ha
25(0OH)D n 24-yacoBa KanuueBa eKcKpeuua. 3abonsBaHETO e Mo-akTUBHO NpU HeaoCTUr
(25(0OH)D 20-30 ng/mL) nan gedpunumt (25(0H)D<20 ng/mL) Ha BuTammH D. Heobxoauma e
OLEHKa 33 Ha/IMYHU YCNOXKHeHUA: namepsaHe Ha KMI upe3 DXA Ha nymbanHu npeluneHuy,
npokcumaneH demyp M AucTanHa TpeTa Ha paguyc; peHtreHorpadua, CT, MRI wam VFA 3a
BM3ya/iM3npaHe Ha BepTebpanHu ¢pakTypu; u3cnegBaHe Ha MapKepu 3a KOCTeH obmeH;
KOpeMHa exorpadusa, peHTreHorpadua nam CT 3a onpegensaHe Ha HaAMYMeTo Ha HedpoamTMasa
nnu HedpoKanuuHosa.

Cnepn notebpXAaBaHe Ha AuarHosarta [XMNT e HeobxoAMMO NOKannsupaHe Ha abHOpMHUTE
MWM. ObpasHUTe mMeToaM HAMAT pons B AuardoctvumpaHeto Ha MXMT, a nomarat npu
NAaHUPAHE Ha €EBEeHTya/lHO ONepaTMBHO JeyeHue. Hal-BUCOKa YyBCTBUTENHOCT WMA
exorpadcKoTo m3cieABaHe Ha wWuMHA obnact, 99MmTc—MIBI cumHTUrpadua ¢ KOMMOTbpHA
Tomorpadusa (SPECT-CT), yeTupuM3mMepHa KOHTPACTHO-YCU/IEHA KOMMIOTbpHa Tomorpadus
(4DCeCT) Ha wuitHa obnacT n meanacTMHym. [pyru no-HoBM MeToAM 3a Iokanm3aumsa Ha MNTA ca
MarHuMTHope3soHaHcHaTa Tomorpadua (MRI) M NO3UTPOHHO-eMUCMOHHA Tomorpadua c¢ 18F-
dNyopoxonmH U KomnioTbpHa Tomorpadus (18F-FCH PET/CT).

Mpu BU3yanmsmnpaHe Ha ¢opmaLma, CYCNEeKTHa 3a NaToNOrMYHO npomeHeHa [MULK, e BbamoXkHO
M3BbPLUBAHE Ha TbHKOUINEHa 6uoncusa nog exorpadpckm KOHTPOA C LUTONOMMYHO U3CnenBaHe
n/Mnn BUOXMMUYHO mM3cneasBaHe HMBO Ha MTX. Mpu mnaan nauymentn c MXAT (<30 r.), npu
MYANTUrnaHaynapHun ¢opmu, damunHa aHamHesa 3a [XMNT wmanm caydam ¢ napaTupeouaeH
KapuMHOM e HeobxoAMMO Ja Ce HanpaBAT W TeHeTUYHUM W3cNeABaHMA 3a W3KAYBaHe
HacneAcTBeHU U daMuaHK dopmu Ha 3abonsiBaHETO.



AudepeHnuasiHa AUATHO3a Ha XUNIePKaJIIlUeMUATa

NT KapuMHOM

Mpu NT KapuMHOM ce cpeLlaT No-BUCOKN HMUBA Ha CepyMHMA Kanumit (> 3 mmol/L), NTX (>40
pmol/L), ankanHa ¢ochaTasa M KpeaTUHMH, KaTo MO-4ecTo MNPOTUYa C XMUMepKanuMeMUYHU
Kpu3u. MNo-yecta e KocTHaTa popma (KadpaBM Tymopu), UAN eAHOBPEMEHHO 3acAraHe Ha KOCTU U
6Bb6peuy, ¢ Npoasn Ha 6bOpPeYHa HeAOCTAaTbYHOCT. XapaKTEPHWM 3a 3/I0KAYeCcTBeH npolec ca
rosiemMu pasmepu Ha TYMopHaTa dopmaLma, NOKaAHU NMMIHU MeTacTasun, MHBA3MA B OKONHUTE
MEKM TbKaHU 1 WWMTOBUAHATA *KNe3a, CbA0Ba MHBA3MA U AaHHW 33 AaNeYHM MeTacTasu.
Cebp3aHa ¢ BWT. [l xunepkajumMemusa - npegosvpaHe ¢ BuT. [ uan HeroBu meTtabonutu,

capKkounao3a, TybepKyno3sa, HAKou iumdomm.
ManurHeHa xunepkanumvemus - noBuweHn ¢ocdatn, ankanHa docdatasa, HuUcbk MTX;

dHaMHe3a 3a OHKOJIOTM4HO 3a6OI'IFIBaHe, AaHHU 3@ KOCTHU MeTacCTa3sn npu 06pa3HVITe
n3cnegBaHuA
MHTOKCMKaLMA C BUT. A - npu ne4yeHme Ha akHe

Mpu Apyrn eHAoKPUHHM 3abonsaBaHUs - xmneptnpeonansom, XMNOKOPTULUN3DBM, aKpomeranumsa,

deoxpomoumTom
PamuaHa xunokaauuypuyHa xunepkaaumemma (PXX) - xmnepkanumemus, ymepeHo NoBULLEH

MTX M HACKM HMBA Ha Kanumi B 24-4acoBa AMype3a, CbOTHOLIEHME Ha Ka/LMN KbM KpeaTUHUHOB
KnmpbHC < 0.01; mnaga Bb3pacT 1 pamMUAHOCT.

AudepeHuuasHa AuarHo3a Ha nopumenusa [TX
BropuyeH xvnepnapatnpeonamsbm (BXMT)

XBH - KpeaTUHUHOB KAnUpbHC <60 ml/min

MeaukameHTU (HopmasieH UIn NOBULLIEH Kanuuii) - TMasngHn n 6pUMKOBU

ONYPETULN, TUTUIN

MeankameHTn (HopmaneH UM NOHWKEH Kanuuii) - Foscarnet (Foscavir), yutpar

(kpbBONpPenusaHe), EDTA, 6udocdoHaTn, denosumab, cisplatin

PeHanHa xunepKanunypus - BCAeAcTBMe NnosuileHa 3aryba Ha Kanumin npes

6vbpeumTe

CvHApoMU Ha Manabcopbums - Lennakus, Bb3nannteHu YpesHn 3abonsaBaHus,

pe3eKuMa Ha CTOMaxa, KUCTMYHa ¢pnbposa

But. D (25-OH) aedumumt/HepoctaTbyHOCT
Mpu npoabaxKuTeneH u TexbK BXMT, Hanpumep npu TepmuHaneH ctagm Ha Xb3, ce pa3suBa
CbCTOAHME Ha  XMNepKaauMemua nopagM aBTOHOMHOTO  CBPbX(OYHKLUMOHMpPaAHE Ha
xunepnnactuyHnte MUK, T.Hap. TpeTMyeH Xxunepnapatupeougusbm. TPETUYHUAT
XvnepnapaTMpeonamsbm NecHO ce ngeHTudULMpa, Kato ce uMma Npeasus KAMHUYHaTa UCTopus
Ha NauneHTuTE.



6. /leuenue

Lilenta Ha neyeHNeTo e NocTMraHe Ha HOPMasIHM NOKa3aTenun Ha KanumeBo-docpopHaTa 0bmAHa,
OTCTPaHABaHE HAa CUMMTOMUTE M NPEAOTBPATABAHE HA KbCHUTE YCNIOXKHEHMA Ha 3abonsBaHETO.
* Xnpypruyecko nedyeHue: MapatmpeonaektommaTa e Ha-epeKTUBHUAT METoA 3a pPagMKaaHo

neveHne ¢ 95% BEpPOATHOCT 3@ NbJAHO HOPMa/M3MpPaHe Ha MNOKasaTenuTe Ha KaJuueBo-
docdopHaTa 0bmsAHA M nNodobpABaHEe Ha KocTHaTa MMHepanHa nabTHocT (KMIM). MNoKasaHa e
npu BCUYKKM cAyd4am Ha cumnTomatmyeH [IXMNT w  napatmpeomngeH KapuuHom. [pu
acumnTomatudeH MNXMAT xMpyprMyHO nNedeHue ce nNpenopbyBa Npu yCcTaHOBABaHE Ha eauH OT
CnefHUTe KpUTepuu:

> CepymeH Kanuwmii ¢ 0.25 mmol/L Hag ropHa pedepeHTHa rpaHuMLa

> KMIM npu DXA Ha nymbanHu npeluneHun, npokcumaneH demyp uam auctanHa 1/3 Ha
paguyc c T score £-2.5
BepTebpanHa ¢ppaKTypa, BU3yanusmpaHa upes peHtreHorpadpua, CT, MRI naum VFA
KpeaTMHMHOB KAMpbHC <60 ml/min

Kanuuypusa > 6.25 mmol/24h 3a skeHn 1 >7.5 mmol/24h 3a mbxe

vy VYV VY

Hedponntmnasa nam HeppoKanumHosa

> Bwb3pact <50 roanHm
MapaTupeonpeKkTomuAaTa He e NPOTUBOMOKAa3aHa NpPM MaLMEHTW, KOUTO HE OTroBapAT Ha
ropenocoyYeHnUTe KpUTEPUM, NPU YCNOBUE, Y€ JINMNCBAT KOHTPaMHAMKAUMM 33 XMPYTU4YHa
nHTepseHuma. CayyanTe, Npu KOUTO He e NpeanpueTo ONepaTUBHO Ne4vYeHue, Nnognexart Ha
npocnegasaHe.
e MeankameHTO3HO neyvyeHue: lMpunara ce Npy NPOTMBOMOKA3aHMA 33 XMPYPrUYHO /leYeHue,

HeycnewHa napaTUPEeoMAEKTOMMUA, NepCUCcTUpaLLO MAW peunamsmpaw,o 3abonssaHe npu
napatmpeovgeH KapuumHom. Llenta e noTUCKaHe Ha MoBuMWeHaTa cekpeuna Ha MTX wn
HOpMaan3MpaHe Ha HMBATa Ha Kanumsa M HeopraHMyHuUTe dochatn. MeanmKaMeHTUTe, KOUTO ce
M3Moa3BaT ca:
> budochoHatn (AneHgpoHaT, 3onegpoHaTt, PuseapoHaT) - mocTurat 3agbprKaHe MM
nosuwasaHe Ha KM, kKato He nosaunABaT HMBaTa Ha cepymHuA MNTX. MNpn NO-BUCOKU
0031 MoraT ga MOHWUXAT CepyMHUTE HMBA Ha Kanuma. Mo Bpeme Ha /nevyeHUeTo ce
npocnenaBaT CEpPyMeH Kanuun, HeopraHudyHu ¢ocdatun, MNTX, KpeaTUHUH, Kanuuypus,
KM Ha 12 meceua. /leyeHneTo npoabaxasa OKONO 5 roaguHK, KaTo cieq To3n nepuos,
ce npaBu NpeoLeHKa Ha CbOTHOLLUEHMETO NON3a/pUCK U ce 06Cb}KAa MO-HATaTbLHOTO
nosegeHwue.
> KanummmmeTnum (CMHaKasiueT) - HamanasaT UAM HOPMaan3npaT HMBATa Ha CEPYMHMUS
Kanuui, HamanaBaT HMBATa Ha cepymMmHua MTX u noBuWABAT HUBATA Ha CEPYMHUTE
dochatn. CMHaKaNLET He MNOBAMABA KOCTHAaTa MMUHepanHa nabTHocT npu MXAT. Mo
BpeMEe Ha NevyeHMeTo ce NpocaeasBaT CepyMeH Kanuuii, HeopraHuMyHu ¢ocdatn, MTX,
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KpeaTuHuH, Kanuunypua, KMI Ha 12 meceua. JleyeHMeTO NpoabarKaBa A0 MNoOfABa Ha
Bb3MOKHOCT 33 PaANKaHO SIe4eHNE NN HEOTPAHMUYEHO.

> ButamuH O — peduumtbT Ha BUT. [ e 4ecto cpewaH npu NXAOT u Boan Ao
3a4b/1IboYaBaHe Ha PUCKA OT KOCTHO yBpeX[daHe U CbpAe4yHO-CbAoBa 3a60/1eBaemocT U
CMBPTHOCT. Peguua npoyyBaHUA O0OKa3BaT, Ye 3aMeCTUTE/IHOTO JieyeHue ¢ BUT. [ npu
MXNT Boan Ao HamanABaHe Ha cepymHusa MTX 1 nogobpssaHe Ha KocTHaTa maca, 6es3 aa
noBMLWIAaBa HMBOTO Ha KajauuMA B KPbBTA M ypuHaTa. 3a uenta e NpenopbynTeNHO
AOCTUraHe Ha KoHueHTpauma 30 ng/ml 25(0OH)D (75 nmol/L).

> Kanuuit — He e Heobxo4MMO orpaHuYaBaHe Ha NPMMa Ha Kaauuit npu naumenTn c NXNT.
MpenopbuBa ce 0buy, AHeBeH npruem okosio 1000-1200 mg.

e AnTepHaTuMBHM MeToau: Llenta e paspywaBaHe Ha xunepdyHKUMOHUMpPaLWATa NapaTUpeonaHa

TbKaH.
> [lepKyTaHHO CKnepo3upaHe ¢ abCcoNtoTeH anKoxo/ nNoa exorpadCckn KOHTPON;
> [lepKyTaHHa paanodpeKBeHTHa, Na3epHa UM MUKPOBbB/IHOBA TepMoabnauus;

> [lepKyTaHHa Tepmoabnaums c BUCOKoeHeprmeH GoKycMpaH ynTpasBeyK.
e JleyeHWe Ha ocTpa xunepkaaumemusa: BUcokocTeneHHaTa ocTpa xunepkanumemusa (cepymeH

Kanuuii > 3.5 mmol/L) e KMBOTO3aCTpalaBall0 CbCTOAHME M Hafara CrewHu TepaneBTUYHM
MEPKMU, BKIOYBALLMU:

— bbp3a pexuapatauma ¢ BeHO3HW UHOY3UKM Ha ¢usmonornyeH pasteop (200-300 ml Ha
yac), nocnegBaHa oT NpuNoXKeHne Ha bpumKosu anypetnum — Furosemid (20-40 mg) 3a
YCUNIBAHE Ha KanumeBaTa eKCKpeuus;

— AHTUpe3op6bTMBHM Npenapaty — KanunTtoHuH (4-8 Ul/kg Ha Bcekn 6 Yaca i.v) n BEHO3HM
6udocooHaTn - 3onegpoHat (4 mg i.v. 3a 15 muH.) nam NammapoHart (60-90 mg 3a 2
yaca);

— CnewHa napaTMpeongekTommusa

7.llpocnensaBane

MpocnepssaHeto ce 6a3vMpa Ha OTKPUBAHE HA MPOMEHW B KOHLEHTPAUMATA HA CepyMHuUA
KaJUMM, 3HAaYMMO MOHM)KABAHE Ha MWHApPasHaTa KOCTHA NABTHOCT, MOABA HAa MNATONOTUYHM
bpakTypu nnm 6v6peUHn nameHerusa. Mpu naumeHtn c MXMNT Ha KOHCEPBATMBHO JieuyeHue ce
npenopbysa:

— W3cnepBaHe Ha HUBOTO Ha 06LWKA cepymeH Kanumit 1 25(0H)D 1-2 nbTh roanLiHo;

— MW3mepBaHe Ha KMI Ha TpuM TOYKM upe3 [ABOWHO-eHepruiiHa pPeHTreHoBa
abcopbunometpusa (DXA) BegHbXk Ha 1-2 rogumHu. Mpu cbMHeHMe 3a BepTebpasiHa
dpaKTypa (HamanAaHe Ha pbcTTa, 60NKM B rbpba) ce npenopbyBa peHTreHorpadcko
nscnepBaHe;

— MW3cnepBaHe Ha cepymeH KpeaTMHWH M 6bbpeyHa ¢yHKUMA upe3 onpepensHe Ha
rnomepynHa ¢uatpauua BedHBX roguvwHo. lNpu cbmHeHue 3a HedbponuTMasza ce
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npenopbyBa 24-4acoB ypUHEH aHanus3, abgoMuHanHa exorpadua, peHTreHorpadma nam
KT.

Kputepum 3a onpegensaHe Ha NOCTonepaTMBHUA TepaneBTUYEH ePeKT:

— [TbAHO M3neKkyBaHe e NOCTUTHATO NPU HOpMaaU3MpaHe Ha MOKasaTenuTe Ha Kaaumeso-
docdopHaTa 06MAHa Ao 6 Mmeceua cneq NapaTUPEonaeKTOMUATA;

— pu naymeHTUTE C HOpMOKanunemuyeH MNXMT, npn KOUTO NePCUCTMPAT NOBULLEHM HUBA
Ha MTX cnepg napaTupeouaekTomus, TpabBa Aa ce TbPCAT U AeKyBaT MPUYMHM 33
BTOpMYEH Xxunepnapatnpeongmnsbm. [lpu nmnca Ha TakmBa - fAa Cce MpeoueHu
Bb3MOXHOCTTA 3@ NepcucTUpaHe Ha 3abonABaHeTo.

— HopmokanumemunuHuat MXMNT ce cmATa 3@ HaNbJAHO WM3NEKyBaH MNPU 3anas3BaHe Ha
Kanunii u MTX B pedepeHTHM rpaHULLM NOBeYe OT 6 Mecela c/ieq onepauums.

8. IIXIIT u 6peMeHHOCT
MXAT ce cpela pAaAKo No Bpeme Ha BPeMeHHOCT, HO AeWCTBUTeIHaTa YecToTa He e U3BeCTHa.
OTyacTv ToBa e TaKa, 3allOTO MHOM0 OT HecneunduuHuTe CUMMNTOMW Ha 3abonNABaHETO KaTo
YMOpa, 3amneK, raleHeTo MOXKe Aa ca NposABM Ha bpemeHHocTTa. 3a60i1ABaHETO MO BpemMe Ha
6pemeHHOCT OOMKHOBEHO MPOTUYA JIEKO CbC CTOMHOCTU HAa KOPUTMPAHUA CepyMeH Kanuui B
pamkute Ha 0.25 mmol/l oT ropHaTa rpaHuMLUa Ha HopmaTa.
Mo Bpeme Ha HOpmasHa 6peMeHHOCT HMBaTa Ha ObOLLNA cepyMeH HEeKOpUrMpaH Kanuuii nagat
nopaan yBenmMyaBaHeTO Ha U3BbHKAETbYHMA 0BeM M HamaNeHUTe HUBA Ha CEPYMHUA anbyMuH.
CTOMHOCTUTE HAa MOHU3MPAHUA KalUUMW He Cce MPOMEHAT M ca NOoAXOAALWM 33 NOCTaBsHE Ha
AnarHosa. Hanvue e cbwo HamanasaHe Ha [TX A0 HUCKOHOPMAAHM HWMBA MNpe3 MbpBUA
TPUMECTBP U cnef ToBa cTabMAHO NOKayBaHe A0 cpegaTta Ha HOPMATHMA AManas3oH A0 TEPMUH.
MpenopbKku 3a oueHKa 1 nedeHne Ha MXNT no Bpeme Ha GpeMeHHOCT:

> [lpn nekn cnydam Ha MMXMNT ce npenopbyBa nogabpxKaHe Ha aAobpa xuapatauma wm

npocneanaBaHe Ha HUBATa Ha KanLMW.
> budpochoHaT 1 feHo3ymab He TpabBa Aa ce M3nNon3BaT NO Bpeme Ha BpemeHHOCT.

> [aHHuTe 3a ynotpebaTa Ha CMHaAKa/NUET Cca MHOFO OrpaHUM4YeHu, nopaau KOeTo
ynoTpebaTta My He ce npenopbysa.

> XUPYPruyHO NleyeHne e NOKa3aHo 3a NaUMEHTKM CbC cepyMeH Kanumin >0.25 mmol/L Hag,
ropHaTta rpaHuua Ha HopmarTa, Kato TpAbBa Aa ce Hanpasyu Npe3 BTOPUA TPUMECTbP 3a U
npuv AMNca Ha NPOTMBONOKa3aHUA.

> Kato npegonepaTtvBeH MeTof 3a I0KaAN3aLUma ce NpenopbyBa egMHCTBEHO exorpaduaTa
Ha WwuA.

> AKO onepauuATa He ce Hanpasu No Bpeme Ha bpemeHHOCTTa, HoBopoaeHOTO TpsAbBa Aa
6bae BHMMaTeNHO HabAogaBaHO 3a XMMNOKaLeMus.
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> AKO ornepauuAaTa He ce HanpaBu Mo Bpeme Ha BpemeHHOCTTa, TakaBa Ce Mpenopbysa
cnep paxkaaHeTo M npeau cnedBalla bpeMeHHOCT.

BTOopuuyeH xunepnapaTupeouau3bm

BXMNT BKAloYBa pPa3sHOOOPaAsHU CbLCTOSAHUA, OOLLOTO MEXKAY KOUTO € CTUMY/IMPaHeTo Ha
cekpeumsaTa Ha MTX B pe3ynTaT Ha MOHUMKEHWE Ha CEPYMHOTO HMBO Ha Kanuumsa c uam bes
OOMbAHUTENHN naTtoreHeTU4Hu dakTopm. Han-yecrara NpPUYMHa 3a BTOpPUYEH
XunepnapaTupeongmsbm € HeaocTurbT Ha ButamuH . BXMNT ce Habnwogasa cbwo npu
ManabcopbLUMOHHU CUHAPOMMU, HO HaM-BaXKEH OT KAMHWUYHA rnegHa TouKa e BXMT npu XpoHUYHO
6bbpeyHo 3abonsaBaHe.

BXMNT npu XB3 ce npoBOKMpa OT HAKOAKO ¢aKTopa, BKAYBaWM aAeduunTt Ha But. [,
Xunokanumemma u xmnepdocdaremmsa. NosunweHnTe HMBa Ha FGF23 3agbnbouyasaTt BXMT upes
AOMbAHUTENHA peayKumMa Ha Hueata Ha 1,25(0H)2 But. A (Kanuutpuon). AedbmMumtbT Ha
KanuuTpMon BOAM OO0 HamaneHa 4YpeBHa abcopbumsaa Ha Kanuuii M moXKe ga goseae 40
XUNOKaNUMeMUA, KOATO e r[naBeH CTMMyn 3a cekpeumata Ha [TX. ToBa npegMs3BuKBa
nponvdepaumnsa Ha NapaTMpPeonaHuTe KNeTkun, gonpuHacawa 3a BXMT. YectoTaTa 1 TexecTTa Ha
BXMNT ce yBennuaBa ¢ oTnagaHeTo Ha 6bbpeyvHaTa PyHKUMA M MOXKe Aa AoBeae A0 3HAYUTENHU
HapyLeHUA B KOCTHAaTa MUHEpPanm3auma n obmeH.

Cx0fHO Ha opurnMHanHuTe npenopbku Ha KDIGO CKD-MBD ot 2009 r., 06HOBeHUTEe NPenopbKu
oT 2017 r., cnepBaT CTpOr nNpouec Ha npernes M OUEHKa Ha AOKasaTe/cTBaTa, Ha OasaTa Ha
CUCTEMATUYHM 0030pKM Ha PE3YATATUTE OT KIMHUYHU NPOYYBAHMS.

Pe3oMme Ha npenopbKUTE

1. Bce ouwe He e U3BeCTHO ONTUMANHOTO HMBO Ha [TX 3a naymeHTuTe ¢ XB3 | Il C
G3a - G5, Kouto He ca Ha gmanusa. lopagu ToBa, cnopes HacToAWMUTE
NPenopbKu, NaLUUEHTUTE C NPOrPECUBHO yBEANYABALLMU CE UM NOCTOAHHO Ha4
ropHaTa HopmasaHa pedepeHTHa rpaHMUa Ha MU3MEepPBaHETO HMBA HA MHTAKTHMUA
MNTX, e HeobxoAMMO pJa ce oueHAT 3a moanbuumpyemute QakTopw,
BKAtOYBALLM xunepdochaTtemMmnsa, XMnoKanunemms, BUCOK npnem Ha pochatu u
aAedbmunt Ha ButamuH [l. ChepgoBaTeniHO nevyeHMeTo He TpAabea aa ce 6asupa
CaMo Ha eaHa NOBULLIEHA CTOMHOCT.

2. MNpwn nayyneHTHn B 3pAna Bb3pacT ¢ Xb3 G3a - G5, KoMTo He ca Ha gmanusa He | |l C
ce npenopbyBa PYTMHHO M3MOJI3BaHE Ha KaiUUTPUOA M BUTaMUH [ aHano3w.
JlornyHo e aa ce 3anasu M3No/3BAHETO Ha Ka/JUUTPUOA N BUTaMUH [, aHan0o3m
33 nauneHtmte ¢ XBb3 G4-G5 C  TeXbK " nporpecupalty
XMnepnapaTMpeongmsbm.
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3. Mpn naumeHTn ¢ XB3, Hyxgaewm ce oT [MTX-noHuKasawa Tepanua, ce | Il B
npenopbyBaT KaJUMMUMETULN, KAaNUUTPUOA uam BUTaMuH [ aHanosu, mau
KOMBMHAUMA OT KaAUMMUMETULN C KanUUTPMOA UAN BUTAMUH [ aHanosu.

4. Mpw nepcucTnpaHe Ha HMBa Ha MNTX Hag npenopbuyMTenHuTe 6u cneasasno | I B
Aa ce npeMmnHe KbM NapaTMpeongeKkToMmmsa.

[IpenopbKH OTHOCHO cienPUYHU MUHepaIHU HapyeHus npy BXIIT u XB3

1. Mpyx naumMeHTn c XxMnepKkaaumemmua ce NpenopbyBa Ao3aTta Ha Kanuutpuon | |l B
WAn ppyr ButamumH [l ctepon pa ce peayuupa wUam ga ce npeycraHosu
N3MN0N3BaHeTO

2. Mpw nauymenTn c xunepdocdatemma ce npegnara gosata Ha Kanuutpuon | |l C
wan apyr eButamuH [, ctepon ga ce pegyuupa ManM ga ce npeycrtaHoOBM
N3MNoa3BaHeTO

3. Mpu naumeHTM ¢ XUNoKaaumemuma, ce npegnara gosata Ha ||l C
KaAuMMMUMETULNTE Aa Ce HaMa/in UK A3 Ce NPeyCTaHOBM M3M0/3BaHETO MM B
3aBUCMMOCT OT TEe)KecTTa, NpuapyKasalwmute MeaMKaMeHTU U KAUHUYHUTE
6enesn n cumnTomm

4. Npu nauyeHtTn G5D ce npenopbyBa NoaabpXaHe Ha HMBaTa Ha MNTX mexay | Il B
2 1 9 NbTM Hag ropHa pedepeHTHa rpaHmMLLa Ha U3NOA3BAHUA MeTOA,

5. AKO HUMBaTa Ha UHTaKTHMA MNTX cnagHaT 4o nNog ABa MbTu cnpAMO ropHata | |l C
rPaHULA Ha HOpmaTa 3a CbOTBETHUA METOA Ha M3cneiBaHe, TO Ao3aTa Ha
Kaauutpuon, ButamuH [l aHanosn u/Mnam KaaummmmeTuum e Heobxoammo Aa

ce HaMaan nnaun Aa ce npeycraHOBU M3MNO/Z13BAHETO UM.

AprymeHTH

YmepeHoTO nosBuweHne Ha [TX mo)e fga oTpasdaBa MNoxoAdl, afanTMBEH OTrOBOP KbMm
oTnagawaTa 6bbpeuHa PpyHKUMA nopaam HerosuAa dochatypuyeH edpekT M yBenmyasallaTta ce
KOCTHa pe3nCcTeHTHOCT Kbm MTX.

MNpeseHuuATa N nevyeHmeto Ha BXIMT ca BaHM Nopagu TOBA, Ye HAPYLIEHOTO paBHOBecue B
MUHepanHna metabonnsbm ce CBbP3Ba C MUHEPASIHO-KOCTHO HapylweHue npu Xb3 n nopaam
TOBa, Ye No-BMCOKUTE HMBA Ha TX ce cBbp3BaT C NoBULLIEHA 3a60/1EBAEMOCT U CMbPTHOCT NpU
naumeHtute ¢ X63. Kanuutpuon n sutamuH [l aHano3umTe ca B OCHOBATA Ha snedeHneTo Ha BXIMT
npu nanua ¢ X63 oT mHoro roanHu. B npenopbkute Ha KDIGO CKD-MBD (2009r.) ca 0606LuieHn
MHOXeCTBO NMpoyYBaHWUA, NOKA3BaLLM Ye NpuaaraHeTo Ha KaauuTpmon Uam BuTamuH [ aHanosu
(paricalcitol, doxercalciferol, alfacalcidol) Boan ao cynpecua B HMBaTa Ha MTX. Bbnpekn ToBa,
MMa CbLLLeCTBEHA /IMNCA Ha NPOYYBaHUA, KOMTO Aa NOKaXKaT NogobpeHma B n3xoda 3a NaumeHTa.
MHOeCTBO pPaHAOMU3IMPAHU KIUHUYHWU MNPOYYBaHMA, UUTMPAHWU B npenopbkute ot 2009r.
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OOKNaaBaT nonsu oT Kanuutpuon mnn ButammH [l aHanosmte npu nedeHne Ha BXIT npwu
nauneHTn ¢ Xb63 G3a-G5; 2 NbPBUYHO BK/IOYBALLM ODMOXMMUYHM KPaliHW TOYKM U 2 OLEHsBaLLM
KOCTHa XuctomopdomeTpua. HesaBUCMMO OT iMncaTa Ha TBBPAUN KAMHUYHU KPaMHU TOYKK, Te3un
OaHHM 0OPMAT OpUTMHANHATa NpPenopbKa Aa ce nekysa nosuweHua MTX ¢ Kanymutpmon unu
BUTaMMH [ aHano3m paHo B xoaa Ha Xb3 3a ga ce npegnasm napatmpeongHaTta Xxmnepnaasma u
HelMHUTe CKeNneTHM NocneacTBuA. Bbnpekn Yye, Nnon3nTe ca CBbP3aHM NPeaUMHO CbC Cynpecma Ha
BXNT, ca otbenssaHu HebnaronpmuaTHU ePekTn Ha XMMepKaaLUueMus.

CKOpPOLWHM PaHOOMU3UPAHN KOHTPOJMPAHU NPOYYBAHMA C BUTAMUMH [ aHano3m He ycnsaxa Aa
NMoKaKaT nogobpeHua B KAMHUYHO CBbP3aHUTE KpalHW LLenn, HO NOoKasaxa NOBULUEH PUCK OT
xunepkanumemmna. CbOTBETHO Ha TOBa, HACTOAWMTE PbLKOBOACTBA He CbBeTBAT PYTUHHO
N3NON3BaHE Ha KaaUUTPUOA WUAM HEroBM aHanosm npu naumeHtn ¢ Xb3 G3a-G5. Tpsbea aa ce
oTbenexu, ye yyacTHULUTE B CMOMEHATUTE NPOYYBAHUA Ca MMAZIM YMEPEHO MOBULLIEHM HMBA Ha
MNTX, cnegoBaTenHO Tepanua C KaauuTpuon U BuTamuH [l aHanosm moxke ga ce obmucna npu
Te3un c nporpecuseH U Texkbk BXTT.

B 3akntoueHue, Bce ouwe HAMA pPaHAOMM3MPAHN NPOYYBaHUA, AEMOHCTPUpPALLKM BaaronpuaTHU
edeKTM Ha KaNuMTpPUoa nan BuTammH [l aHano3m BbPXYy M3X04a 33 NAUMEHTa, KaTo CbpAeYvHM
CbOUTUA UM CMBPTHOCT, M ONTUMANHOTO HMBO Ha MTX npu XB3 ot G3a fo G5 He e n3BecTHO.
Hewo noBeuye, TepanuAaTa C Te3n npenapat MOXKe Aa MMa AONbAHUTENHWU BpeaHU edeKTw,
CBbP3aHU C yBesindeHusa B cepymHua docdop u HMBaTa Ha FGF23. AKo ce MHMUMKMpPAT nopaau
TeXbK M nporpecuseH BXMT, To Kanuntpmon unm sutamuH [l aHanosmn Tpabea ga ce 3anoyHaT B
HMCKA [03a, HE3aBMCMMO OT Ha4ya/IHaTa KOHUeHTpaumAa Ha MTX v cneq ToBa Aa ce TUTpuMpar
cbobpasHo otrosopa Ha MNTX. Tpabsa Aa ce M3b6Area xmnepKanunmemms.

MocneaBalwym BTOPUYHU U post hoc nybamKaumm oT npoyysaHeto EVOLVE HanaraT npeoueHKa Ha
npenopbkute Ha KDIGO CKD-MBD ot 2009 r. Bbnpekn, 4e nocoyeHOTO NpoyyBaHe He nocTura
MbPBMYHATA CU UeN (HamansaBaHe Ha PUCKA OT CMBPT MAM KAMHUYHO BaXKHW CbLOBM CbOUTUA C
cinacalcet cnpamo nnauebo npu naumeHtTn ¢ XB3 G5D), He Moxe pga ce M3KA4YaT
NOTEHUMANHUTE MOA3M Ha KanummmmeTtuumte 3a nauymeHtm ¢ Xb3 G5D, yctaHoBeHM oOT
OONbAHUTENIHO HanpaseHUTe aHanu3n. OT gpyra CTpaHa, HAMA MO3UTUBHU pe3yaTaTu BbpXY
CMBPTHOCTTA MM HACOYEHM KbM MaLMEHTA KPaHU TOYKM OT MPOYYBAHMATA C KAaALUMUTPUOA NN
BuTamunH [1 aHanosn. lopagm TOBa, B HACTOAWMTE MPEenoOpbKM He ce MNpuMopuTM3npa
onpegeneHa MNTX-noHMXaBawa Tepanua, T.K. U KAAUMMUMETULNTE, U KAaALMUTPUOA NN BUTAMUH
[l aHano3nte ca npMemanBM ONUMKN HA NbPBA AMHKA Npu NnauyeHTn ¢ Xb3 G5D.
NHaouBnayanHuAT mM3bop Ha MeAMKAaMeHT 3a /Jie4eHMe Ha noBuweHuTe HuBa Ha [MTX ce
onpeaens cbobpasHO Npuapy:KasawmTe TepanMm U HacToAWMTE HMBA Ha Kanuua u gocdopa.
Tpabea ga ce oTbenexu, Ye NapaTMPEOUSEKTOMMATA OCTaBa Ba/iMgHa TepaneBTUYHA ONuusA
crneunanHo B cnyyam, Korato MNMTX-NOHMMKaBaLLMTE TePANUK Ca HEYCNELLHM.

U3non3saHu CbKpalleHuUA:
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BXMNT — BTOpUYEH XmnepnapaTtupeongmsbm

FGF23- ¢nbpobnacTteH pactexkeH paktop 23

MNTX — napatnpeongeH XopmoH

KDIGO - Kidney Disease: Improving Global Outcomes, bbbpeuHo 3abonasaHe: NopobpasaHe Ha
rnobanHuTe pesynTatu

CKD-MBD — Chronic Kidney Disease-Mineral Bone Disorder, XpoHu4Ho BbbpeyHo 3abonsasaHe-
MwuHepanHo KocTHo HapyweHue

XB3 — xpoHM4HO 6b6peyHO 3abonsaBaHe
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XunonapaTupeouanusbm

Pe3ioMe Ha npenopbKUTE

MpenopbKa

Knac

Huso

1. lnarHosa xmnonapaTtMpeonansbm e BEPOATHA NPU NOHMMKEHO
CepyMHO HUBO Ha Kaauuin, NOBMULIEHO HUBO Ha HeopraHW4HKU pochatn n
HeaAeKBaTHO HUCHK Ha HMUBOTO Ha Ka/iLuA cepymeH napatxopmoH (MNTX).

2. XpOHWYEH cnesonepaTMBEH XMNONapaTUPEOUAM3bM € Hanue Npu
3aZbprKaHe Ha XMMOoKaauMemMuaTa cieg WecTua mecel, oT onepaumaAra.

3. U3cnepBaHe Ha CEMeNCTBOTO M reHeTUYHU U3cneaBaHmaA ca
060CHOBaHM NPU XMNONapaTUPEOUAN3bM C HEACHA €TUONOTUA.

4. JleyeHNETO LN NOAABbP}KAHE Ha KaNLMeBM HUBA OKOI0 UM MaNKO
nofa AoNHa pedepeHTHa rpaHuMLa, HopManHa 24-4acoBa Kanumesa
eKCKpeLmsa, HOpMaaHN HMBA Ha HeopraHMYHM docdaTh, Kaaumeso-
docdopHo npounsseaeHue o 4.4 mmol?/I> n HopmanHM HMBA Ha
25(OH)D.

5. Ha neyeHune nognexkat BCUYKM NALUEHTU C XPOHUYEH
XMMonapaTMpeouansbm U U3siBEHA KAMHMKA CbC CEPYMEH Kanuui nog 2
mmol/l. Mpn 6e3cMMNTOMHU NAaLMEHTU CbC CEPYMEH KanLMit mexay 2 v
2.12 mmol/l moxke Aa ce npeanoXu NeyeHne ¢ ornes Ha Bb3MOXKHO
nogobpeHMe B KAYECTBOTO Ha KUBOT.

6. /leueHMeTOo BKAIOYBA Ka/iLMEBM NPeENapaTh U akTUBHU MeTabonnTu Ha
BUTamuH [.

6. Mepcuctnpawata xunepdocdatemma Hanara HUCKopochaTHa AmeTa
nnn pocdaTeH ynosuten.

7. Mpu xMnepKanumypma Moxe a ce Nnpenopbya TMasngeH AUypeTukK.

8. BpeMeHHM 1 KbpMELLM KEHU C XMMNOoMapaTUPeonan3bm ce NeKyBaT no
CbLMA HAYMH KaTo OCTaHaAuTe naumeHTu. MNpenopbysa ce
npocnegasaHe Ha MOHM3MPAH Kaauuin Ha 2-3 cegMmUUM.

9. MNpocneanaBaHeETO Ha NOKa3aTenuTe Ha KanumeBo-pochopHaTa obmaHa
ce npaBu Ha 1-2 ceamuum cnep BKAKOYBAHE MAW NPOMSAHA Ha N€4YEHUETO
M Ha 3-6 mecela cnef, NOCTUTraHe Ha CTabunHM Jo3K.
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OnpepesieHue
XPOHWYHMAT XMMNoNapaTMpeonam3bM € CbCTOAHWE, KOeTO Ce XapaKTepusupa C MOHUMKEHO

CepYMHO HMBO Ha Kanuuii, NOBULLIEHO HUBO HA HeopraHUYHU docdaTh M HeaaeKBaTHO HUCHK Ha
HMBOTO Ha Ka/uusa cepymeH napatxopmoH (MTX). XunonapatMpeonansmsT e pagko 3abonsasaHe
M e peructpupaH KaTo TakoBa oT EBponenckaTa Komucua npe3s 2014 r. CuHapomuTe Ha
HevyyBCTBCTUTENHOCT Kbm MTX (nceBgoxmnonapaTupeonamsbm) MMaT cxofHa flabopaTopHa wm
KAMHWYHA U3aBa, HO HMBOTO Ha [NTX e noBULLEHO.

ETHoOJIOTMSA M YecToTa

Han-yectata NpuYMHA 33 XPOHMYEH XMMNOMAPATUPEOUAM3BM € Onepaumsa Ha LWWUTOBMAHATA
e3a MAM NapawuToOBUAHMUTE Xne3n. Xunonapatmpeomgmsbm ce onucea cneg 0.12-4.6% ot
onepauMuTe Ha npegHaTa YacT Ha wuAata. Mexay 2% n 10% OT npeXxnMBenmte TMPeouaeKToMmsA
pPa3BMBAT XPOHUYEH XMMONapaTMpeonansbm. Tesum WMPOKU rpaHnLM ce onpeaenaT B U3BECTHA
cTeneH oT obema Ha XxMpyprvyeckata MHTEPBEHUMA M OT onuTa M 6poAa onepaumm oT AafeH Tunm,
M3BbPLBAHM B CbOTBETHMA LEHTbP 33 eauHunua Bpeme. CbCTOAHMETO ce uM3ABABA C
XUMOKa/UuMeMmsa, HacTbNBawa B MbPBMTE 4YacoBe MAM AHW cnepd onepaumata. Jo 36% ot
NOBTOPHUTE XOCMAUTANM3aUUM A0 eAuH Mecel, cief, onepaumsa Ha LWWTOBMAHATA Kaesa ce
ObMXKAT HAa MWUHEpasHWM HapyweHua W xunokanuuuemma. [Mpu 40-60% ot cayyvaute
XMNokanumemmuATa € npexogHa W OT3ByyasBa 3a 4-6 cegmuuum. XunonapatupeougmsmbT e
NpPoTPaxmpaH Npu ocTaHaNnTe NauneHTn u npm 15-25% 61 morbn Aa ocTaHe TpaeH (XPOHUYEH).
BeposTHOCTTa 3a TpaeH XxunonapaTMpeouamsbm 3aBucM OT OpoA Ha ocTaHanutTe cres
onepaumata MHTaKTHKU MWK — 16% npwn octaHanu egHa mam gge, 6% npu Tpu n 2.5% npwu
yeTupuU. BepoaTHOCTTa 3a nocTonepaTMBeH (NPexogeH WAW TPaeH) XunonapaTMpeougmsbm
3aBMCKU OT HaANMYMETO Ha npegonepatvBeH aeduuuT Ha BUTamuH [, oT TMNa M obema Ha
onepaumaTa.

XMnonapatMpeonamsmbT MOXKe ga ObAe aBTOMMYHEH — M30AMpPaH WAM B PaMKUTE Ha
KOMM/JEKCEH aBTOMMYHEH CUHAPOM, HANPMMepP aBTOMMYHEH NOJINTAAHAYNAPEH CUHAPOM Tvn 1.
CbluecTByBaT M BpoAeHW GopmmM B pe3yaTaT Ha MyTaumm B reHuTe 3a MNTX, Kanunesma peuenTop,
G-npotenH 11 wn pgpyrn. Pegku nNpuMUYMHM 33 XMMONAPATUPEOUAM3BM Ca YBpEeXKAaHe oT
NHOUNTPaATUBHM 3abonaBaHUA (TYMOPHM MeTacTasu, ¢pubposupaly, TUPeoMauT, capkompaosa),
oT/NaraHe Ha MeTa/IHU MoHKM (6onect Ha YUACHH, XeMOXPOMaTO3a), BUCOKMU A03M MOHU3NPALLO
NbYyeHue.

MpexoaeH xMnonapaTMpeonansbm, HeECBbP3aH C onepauma, ce ONUCBa NPU MaCUBHU U3rapAaHUA
M TEXKW OCTPM 3abonssaHua. CbCTOAHMA HA XMNOMArHesMeMumss U XunepmarHesMemus ce
acoummpart ¢ PyHKUMOHANEH XMMOMNapaTUpPeonansbm.

YecToTaTa Ha XxunonapaTMpeonamMsbm B NOnynaumsaTa 3aBucu OT Oposa Ha onepaunute Ha
WNTOBUAHA *KNe3a U ApYyryn CTPYKTYPU HA WKMATA M Bapupa B WKWPOKM rpaHumum. 3a CALL
Hanpumep ce cbobluasa 6onectHoct ot 37/100000, 3a [aHua — 25.3/100000 HaceneHue, 3a
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Wtanua — 27/100000, WWotnhaHama - 40/100000. MocTonepaTUBHUAT XMNonapaTMpeonansbm
cbCcTaBnABa mexay 60% (LWotnaHauna) u 90% (JaHuA) oT BCUYKKM perucTpupaHu caydau. Mpes
nocnegHuUTe geceTMaeTma ce onMcea 3HaYMMO HamansiBaHe Ha YecToTaTta Ha 3abonsBaHeTo.

KinHu4Ha u3siBa

XunonapatMpeonamsmbT € CbCTOAHWE, KOETO BOAM A0 MOHWMKEHO KayecTBO Ha KMBOT M
ABYKPATHO MNOBMLIEH PUCK OT CbpAeYHOCHAOBM 3abonABaHMA U CMBPT. [lpuumMHUTEe 3a
yBenmMyeHata CMBPTHOCT HE Ca HaMb/IHO ACHM, HO BEPOATHO Ca CBbP3aHM MOHE OTYacCTu C
BMCOKUTE dochaT U B HAKOM MPOYYBAHMA Ce U3ABABAT CaMO MPW MaLMEeHTUTe C HeonepaTUBeH
XMNONapaTMpeonamnsbm. .

XvnokanumemuATa NpeamM3BUMKBA HaManABaHe Ha npara Ha Aenonsapu3auua Ha aKCcoHa U
HEepPBHO-MYCKY/IHA XMNepBb36yAMMOCT. KNMHMYHWUTE NPOABAEHMA Ha XMNonapaTMpeoMansma ce
M3pasABaT B MYCKYIHM MOTPENnBaHWA, CMAa3mMM, T[bpyOBE, aHTAKMPALLM CKeneTHaTa M
BMCLEpasHaTa MyCKynaTypa, HEPBHOMCUXMYHM CUMNTOMM — OTNAAHANOCT, 3aMasHOCT,
pa3fpasHUTENHOCT, TPEBOXHOCT, Aenpecusa, enuiencua U KapaMONOrMYHU YCAOXKHEHUA —
yabaxkeH QT uHTepBan M pUCK OT KAMEpPHU apuUTMUK. BUCOKOTO cepyMHO HUBO Ha HEOPraHWUYHU
¢dochatm yBenmyaBa pucka oT HedpoanUTMasa M HeppOKasUMHO3a, U XPOHUYHO HBOpeyHo
3abonasaHe.

KnMHuyHata wm3ABa Ha 3abonsBaHeTO 3aBMCM  OT CKOPOCTTAa Ha HacTbMBaHe Ha
XMnokanumemmnaTa, abCcontoTHOTO HMBO Ha Kanuma U UHAMBUAYANHU OCOBEHOCTU HA NauMeHTa.
OcTpa xvnokanumemmsa ce HabnoaaBa B paHHUA clefonepaTMBEH NepMoa Uan Npu cnupaHe Ha
NeyeHMeTO nNpW  AOKasaH UM JieKyBaH xunonapatupeonamsbm. OCTpO  HacTbnuaaTta
XMMOKaNLMEMUA € CNELIHO CbCTOAHUE, KOETO HOCK PUCK OT reHepaan3upaHn rpyoBe, NapuHro-
n 6POHX0CMNA3bM, HapyLLEHWE B Cb3HAHWETO M OCTPa CbpAeYHa HeA0CTaTbYHOCT.

IlocTaBssHe HaA AUArHo3ara

KnMHWYHaTa oueHKa BKAKOYBA Or/ief, 3a CMOHTAaHHW MYCKY/THM NOTPENBaHWA, TECTOBE Ha XBOCTEK
n Tpyco, peHTreHorpadua Ha rnaBa 3a TbpceHe Ha KanuudukatM B 6asanHWUTE TaHMAUMK,
exorpadma Ha 6bOpeun 3a M3KAOYBaHE Ha HedpPOKaNUMHO3a, HEPPOAUTM3A U CTPYKTYPHMU
NPOMEHM B NAapeHXMma.

[unarHosaTa ce OCHOBaBa Ha CbY€TAaHMETO Ha XWUMOKAJUMEMMUA C HUBO Ha KOPUTMpaH obly
cepymeH Kanumit nog 2.0 mmol/l nan Monmsupan kanuyuin nog 1.0 mmol/l v cepymen NTX nog,
15 pmol/l npu Hai-manko ABe M3cneaBaHMA Npe3 MoHe AByceaMuyeH WHTepsan. Mopaau
pa3nnuma B U3NON3BAHUTE METOAMKM 33 n3mepBaHe Ha MNTX, HUCKOHOPMAHW HMBA B CbYeTaHue
C XMNOKa/uMeMMsa CbLo Ca MOKa3aTe/HW 3a XMMNoMapaTMpeouamsbm W MO3BOAABAT ACHO
pasrpaHW4YaBaHe OT NCEBAOXMNOMAPATUPEOMAM3IBM WU BTOPUYEH XMMepnapaTMpeouamnsbm.
MNpenopbynTenHO e 4a ce N3Noa3BaT BTOPO U TPETO NOKOJIeHNe MeToam 3a uamepsaHe Ha MNTX.
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3a4b/IKUTENHO € ga ce u3cnepBaT ObbpeyHa GyHKUMA 4Ypes3 onpenensiHe Ha IIOMepy/iHa
dunTpaums, HMBo Ha 25(0OH)D n 24-yacoBa KanumeBa eKckpeuusa. JonbAHUTENHU N3cNeaBaHuA
KaTo HmMBa Ha 1.25(0OH)2D, mapkepu Ha KocTeH obMeH U M3mepBaHe Ha KOCTHA MUHepasiHa
NABTHOCT A0NBABAT KAPTUHATA, HO He Ca HYXKHU 33 NOCTaBAHEe Ha AMarHo3aTa.

Mpn HeonepupaHu NaumMeHTH, NPU KOUTO Ce YCTaHOBABA 3a MbPBU NbT XMNOMapaTUMpPeonuam3bm,
61 cnepgano Aa ce U3KNKYM aBTOMMYHHA yBpeJa Ha Apyra eHAOKPUHHA Kie3a, Aa ce CHeme
dammnHa aHamHes3a M ga ce u3cnenBaT POLAHWHUTE OT MbpPBa JIMHWMA 3@ WU3K/IOYBAHE Ha
reHeTM4HM Gopmm Ha 3abonAsaHeTo.

JledeHH e HAa XpPOHUYEH XUNIONIAPAaTUPEOU U3 BM
Lennte Ha neyeHMeTo Ha xMnonapaTMpeoMansma ca:
1. EnvmMHMpPaHe Ha KAMHUYHUTE NPOABM Ha 3abonABaHeTo
2. NMoapbpKaHe HA CEPYMHUTE Ka/LMEBM HUBA A0 M OKOJIO A0/NHA pedepeHTHa rpaHnua —
TUNUYHO ManKo Hag 2.0 mmol/I.
NMoaabpskaHe Ha KanumeBo-¢pochopHOTO NponssegeHme ao 4.4 mmol?/1?
N3b6arsaHe Ha xunepKaaunypusa
MN3barsaHe Ha xunepKaaunemmsa

o v kW

MpenoKBpaTaABaHe Ha OTAaraHeTO Ha Kajuuesu Coaun B 6bbpeuuTe u Apyrv TbKaHU U
OpraHu U3BbH CKeneTa.

KbM MOMEHTa HAMa KAWHUYHO MPUIOKMMO XOPMOH-3aMeCcTBalllo JeyeHue 3a LKUPOoKa
ynoTtpeba, KOETo OT/INYaBa XMNonapaTMpPeonamsma oT NPaKTUYECKM BCUUYKM APYTU CbCTOSHUA Ha
XOPMOHaneH aedbuumnT B eHAOoKpUHoNornaTa. PekombuHaHTeH yoselwku MNTX (1-84) e opobpeH
3a ynotpeba Npu NauMEHTU C XPOHMYEH XMMNOMNapPaTUPEONAN3bM , KOUTO HE MoraT Aa NocTUrHat
NPULENHUTE HUBA HA CEPYMEH U YPUHEH KaJILMA C KOHBEHUMOHaAHa Tepanua. Mma gaHHu, ye
npunoxkeHuneto Ha NTX (1-84) e cBbp3aHO ¢ NOAOOPEHO KAayecTBO Ha *KUBOT, HamansiBaHe Ha
HYXKOUTE OT NMPUemM Ha Kaauuih n gobbp npodun Ha besonacHocT. MoHacToAwem obaye Hama
LOCTaTb4yHO [aHHM 33 ABATOCPOYHO NPeaAMMCTBO Ha npuaoKeHueto Ha [TX m TO He ce
npenopbYBa KAaTo CTaHAAPT Ha JieyeHme.

JleyeHNeTo Ha XPOHWUYHMA XMMonapaTMpeouamsbm, HE3aBMCMMO OT ETUONOTUATa, BKOYBA
NPUNOMKEHWNE Ha KauMeBM NpenapaTi, akTUBHU MeTabonuTn Ha BUTaMuH [ v Apyrv cpeacrtsa.

JledeHH e Ha XUIIOKAJILUEMUATA

[IpuiokeHHe Ha Ka/IMeBU penapaTu/BUCOKOKAJILIMEBa AeTa

JleueHMeTO Ha XpoOHMYHATA XWUMOKANUMEMMUA BKAKOYBA HEMpPeKbCHaT MNpuMem Ha Kaauui-
CbabpXKalw, npenapaTt. Hai-nogxopAw, M 4YecTo W3NONA3BaH € KanuueBuAT KapboHar.
CbAbprKaHMETO Ha eNleMeHTapeH Kanumin B Kanuuesus KapboHat e 40% (TernoBHu). HegocTaTbK
Ha npenapaTuTe, CbAbPXKALWM Kanumes KapboHaT e HyXAhaTa OT Kucena cpeaa 3a gucoumaumn
Ha CO/ITa M yCBOABaHE Ha Kanuwus. MNpuioxKeHNeTo Ha Kanumes KapboHaT He ce npenopbyBa npu
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MAaUMEHTU C XUMO/axNopXMApUs, TaKMBa, KOUTO NpuemaT UHXMOUTOPM Ha NPOTOHHATa Momna
nnan cbobLaBaT 3a NPOBOKMPAHA OT MeANKAMeEHTa KOHCTMMNaumMA. B TakMBa cnyydam KapboHatoT
MOXKe Aa Ce 3aMeHM C Kanuunes umTpaT. CoabprKAaHUETO Ha Kanumii B MOIEKYIAaTa Ha Kaauuesua
unTpaT e 21%. He ce npenopbyBa M3NoA3BaHE HA NpenapaTh Ha OCHOBATa Ha Kaauues ¢ocdart.
[o3aTa Ha Kanumesusa npenapar ce pasnpenena no Bpeme Ha OCHOBHUTE XpaHeHMA U 06MyaiiHO
e no 500-1000 mr TpuM NbTM AHEBHO KAaTO B HAKOM CAyyYan ce Hanara yBenuyasaHe A0 9 g
OHEBHO.

AKTHMBHM MeTa60/IMTH HA BUTAMMH /]

Nuncata Ha MTX M BUCOKUTE cepymHU docdaTM BOAAT A0 HamaneHa aKTUBHOCT Ha l-anda
XMapoKkcmnasata B 6bbpeka M HamaneHa CUHTE3a Ha KaauuTpuon. o TasuM npuymHa
npegnoymtaHata ¢opma Ha BUTaMMH [l 3a 1eyeHme Npu NAUuMeHTUTE C XMNOMapaTMPEOUAN3bM €
Kanumtpuon. [lnasmeHUAT NOAYKMBOT Ha Kanuutpuon e 5-8 yaca, makcumanHa nnasmeHa
KOHLEHTpauuA ce goctmra 3-6 yaca cnefs NPUNONKEHMETO My U KanuMeMmnAaTa HapacTtea 1-3 gHu
No-KbCHO. [l03aTa Ha KanumMTpmMoa Npu fieYeHne Ha XxmnonapaTnpeomansbm obUYaiHO e mexay
0.5 1 2 MKr gHeBHO, HO MOHAKOra Ca HYXHW N NO-BUCOKMN [03N. KaTo anTepHaTMBa MoXe ga ce
nsnonssa Andakanumgon B posa 0.5-4 mKr, KoTo ce metabonmsmpa B yepHua apob go
KanuuTtpuon. Hayanoto Ha aencteuetro my e 1-3 AHM cnef HA4vyanoTO Ha JIeYEHMETO KaTo
KanumemuAaTa HapacTBa No-6aBHO, OTKOAKOTO C KaauuTpuon. MWMsnonsea ce Cbwo
anxungpotaxucrepon B go3sa 0.3-1 mkr. AMXnapoTaxmcrteponsbT € C No-4bAblr MNOAYKMBOT U MMA
OMMCaHM Cly4an Ha TEKKA XMMNepKaaumemmsa c passmtme Ha 6bbpeyHa HeZoCTaTbYHOCT.

B cnyy4aih Ha HEBB3MOXKHOCT 33 MPUJIOMKEHME HA AaKTUMBEH MeTaboMT MOXKe ga ce M3Non3Ba
Xonekanundepon B aosa 25000-200000 eanHMumM AHeBHO. EQeKTbT HacTbnBa No-6aBHoO,

KonTpos Ha xunepdocparemusita

XunepdocdatemmaTa npu xmnonapaTmpeonansbm N3NCKBA Cna3BaHe Ha HUCKodocdaTHa aueTa.
Mpu nepcucTnpaHe Ha BUCOKM PochaTHM HMBa BM MOrI0 Aa ce yBenmuM AosaTa Ha Kanuues
KapboHaT, KOMUTO CNyXKu KaTo docdateH ynosuten. MNpu Heycnex KbM TepanuaTa MoOXKe aa ce
nobasu cesenamep — 800 Mr C BCAKO XpaHeHe.

Apyru
BucoKkaTa KanumeBa eKCKpeLma yBeanmyaBa pucka ot HedpoaunTmasa n HeppoKanLunMHO3a, KakTo U

OT MEKOTbKaHHU Ka/uMeBM OTNaraHuMAa nopaau HapacTBaHe Ha KaauueBo-¢ochopHOTO
npousBeneHue.

Mpn BUCOKA Ka/uMeBa EKCKpeuumAa e YMeCTHO Aa Ce HaManu KanumeBuAT Npuem U Ja ce
npenopbya HUCKo-HaTpueBa aueta. Moxe ga ce gobaBu U TMAsMAEH AUMYPETUK, Hanpumep
Xngpoxnopotnasmg 8 gosa 25-100 mr gHeBHO B eguH nnan aBa npuvema. [puaoXKeHMeTo Ha
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TWa3uAeH AMYPETMK Hanara cnefeHe Ha CEPYMHUTE HMBA Ha Kaaui U marHesui nopagm puck ot
XUMOKaNMeMMa 1 XMnomarHesmemms.

Mpw pernctpupaHe Ha XMnomarHesmemus, ce NpenopbYBaT NepopasHM MarHesnmesmn npenaparu.
Mpu NepcmucTUpaLLO HUCKK MarHeanesn HMBa 61 morio ga ce 4obasu ammnopuAa.

ButammH [1 — npu naumMeHTM C HegoCTMr Ha BuTamuH [1 6u cnegBano Aa ce npwuaara
XonnKanumdepon B 403a, KOATO Aa OCUFYPU HUBA, NPENOPbUYMTENHM 3a 34paBu anua — Hag 30
ng/mil.

JledeHHMe Ha OCTpPaA XUINOKAJILUEMHUS

lMoKasaHMA 3a neyeHUe Ha OCTPa XMMOKAAUMeMUA NpU XMNonapaTMpeonamsbm ca U3paseHu
TETAaHUYHN (EHOMEHM,  NapuHro- U bpoHxocnasbm, yabaKeH QT WHTepBas, HapylleHo
Cb3HaHMe. JleueHMeTo ce OCbLLECTBABA C Pa3TBOP HA Kaauues rNtoKoHaT (90 mr enemeHTapeH
Kanuuiti 8 10 mn). e amnynu, paspeneHu ¢ ¢pusmnonormyeH pasteop Ao 50 mn morat ga ce
BneaT 3a 10-20 muHyTU. 3a NoaabprKaHe Ha KajauuemuaTa ce npunara no-b6asBHa WHOy3MA.
AmnynuTte ce paspexzaaTt ¢ pusnonornyeH pasTeop Man 5% raoKo3eH pa3TBOpP 3a NOCTUraHe Ha
KoHUeHTpauma 1 g enemeHTapeH Kanuuii B 1000 ma pasteop. CkopocTa Ha BamBaHe e 50-100
mM/4ac, Koeto 6y cneasano aa otrosaps Ha 0.5-1.5 mr/Kr Kaauuit Ha yac. Llenta e oBnaassaHe
Ha KIMHWUYHATa CUMNTOMATMKA M AOCTUrAHE Ha Kanuuemus okono 2 mmol/l.

CbLueBpeMeHHO ce 3ano4Ba NepopasHO NPUIOXKEHME Ha Kanumii KaTo Kaaumes KapboHaTt uau
LMTPaT 1 Kanuutpuon no 0.25-0.5 mKr gBa-Tpu NbTU AHEBHO.

Mpyn OCTpO HacTbNMANa Xxunokanuuemusa, ocobeHo 6e3 npeaxoaalwy [AaHHM 33
XMNonapaTMpeovansbm, € HeobxoaMMo fa ce U3KAKYM XMMOMArHe3Memmsa Kato MpuymMHa 3a
HeaAeKBaTHaTa cekpeuma Ha IMTX.

Cnepn oBnagsasaHe Ha OCTPOTO CbCTOAHWE U NPEMMHaBaHe Ha MepopasiHO JeyeHne MauUeHTbT
noAsieXkn Ha npocneansaHe B caefBallmTe ceaMmuLm nopaamn puUcK ot peunans Ha TeTaHUATA.

BbpeMeHHOCT M KbpMeHe

JNleyeHneTo Ha xmnonapaTupeomamsbm No Bpeme Ha HpemeHHOCT cnegBa ga 6bae cxoaHo ¢
TOBa NPU HebpeMeHHM Nnua — C KaauMeBn npenapaty U akTUBHU MeTabonuTu Ha BUTaMuH /.
MpenapaT Ha n3bop e KanuMTPMOoA Nopaam KpaTkMAa My NOAYKMBOT. [pn YacT oT BpemeHHUTe
HYXAauTe HapacTeaT cnes 20 rectayMoHHa ceamMmLA, KOeTo Hanara TUTpupaHe Ha o03uTe.
MpenopbyBa ce NPoOCAeaABAHETO NPU OPEMEHHU XKEHWU ce NPaBU C USMEPBAHE HA CEPYMHUTE
HWMBA Ha MOHWM3MPaH, a He 06l KanuMi NopaaM MPOMEHUTE B CepPyMHaTa KOHUEHTPAUMs Ha
anbymuHa. KaTto antepHaTMBa MOXKe Aa ce M3MN0A3Ba KOPUTMpaH Kanuui.

JlakTUpawaTta mneyHa ¥xaes3a cekpetnpa 3HauynTenHn Konundecrsa NTX-ceBbp3aH npoTenH. Tosum
XOPMOH yBeAMYaBa 3HAYMMO KOCTHATa pe3opbums M NOCTbNBAHETO Ha Kanuui OT KOCTTa B
UMpKynaumaTa. ToBa Hanara npocnegAsaHe Ha KaJlLMeBUTe HMBA M HamMasABaHe Ha A03aTa Ha
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npuemaHua Kaauui UM KanuuTpuon BeaHara cfef, pa{JaHeto 3a wu3barsaHe Ha
XunepKanumemms.

IIpociegsaBane

CepymMHUTE HMBA HA Kanuui U HeopraHuMYHW ¢ocdaT M ypUHHATA KaauMEBA EKCKpeuuma B
HA4YaNoTO Ha NleYeHMneTo ce cnegAaT Ha 1-2 cegmumum, a cneq NOCTUraHe Ha TPalHM 403U — Ha 3-6
MeceLa, 3ae4HO C MU3MepPBAHE Ha ypes, KPeaTUHMH, MarHesui B CEpym.

KAMHMYHOTO CbCTOSIHME Ha NAUMEHTA Ce OLLEHABA HA WECT Mecel,a 3a OLLeHKa Ha KaYyecTBOTO Ha
YKMBOT U HACTbMUAN YC/IOKHEHMA.

Mpu nepcucTMpalla Xunepkaauuypusa, HamanaBaHe Ha [/iomepyaHata oéuaTpauma wam
aHamHe3a 3a bbbpeyHoKkameHHa 6o/s1ecT e ymecTHO exorpadcko npocnegsasaHe Ha 6bbpeuMm.

He e HeOO6XO4MMO PYTUHHO M3MEPBAHE HAa KOCTHA MUHEPasiHa NAbTHOCT. KOCTHMAT oOmeH npu
XMMoMapaTMpeouansbm € HamasieH, U HaW-4ecTo € Hanuue XxunepmumHepanusaums. MNpu
noseyeto nauneHT KM e HopmanHa nan No-BMCOKa OT O4YaKBaHaTa W MMa olla NpeanKTUBHA
CTOMHOCT 33 GPaKTYPHUA PUCK.

3a MOMEeHTa HAMa [0Ka3aTe/ICTBa 3a N0/13a OT NPUJIOXKEHME Ha aHTUPEe30pPOTMBHO NeyeHne nNpu
NauMeHTU C XUMNoNapaTMPeonaM3bM M HUCKA KOCTHA MUHepasiHa MIbTHOCT, OTroBapsAla Ha
KpUTEpUUTE 33 OCTEONOPO3a.

KHuromnuc:

1. AACE/AAES Task Force on Primary Hyperparathyroidism. The American Association of
Clinical Endocrinologists and the American Association of Endocrine Surgeons position
statement on the diagnosis and management of primary hyperparathyroidism. Endocr
Pract. 2005 Jan-Feb;11(1):49-54. Rao SD. Epidemiology of parathyroid disorders. Best
Pract Res Clin Endocrinol Metab. 2018 Dec;32(6):773-780. doi:
10.1016/j.beem.2018.12.003.

2. Almquist M, Ivarsson K, Nordenstrom E, Bergenfelz A. Mortality in patients with
permanent hypoparathyroidism after total thyroidectomy. Br J Surg. 2018
Sep;105(10):1313-1318. doi: 10.1002/bjs.10843

3. Bilezikian JP, Bandeira L, Khan A, Cusano NE. Hyperparathyroidism. Lancet. 2018 Jan
13;391(10116):168-178. doi: 10.1016/5S0140-6736(17)31430-7.

4. Bilezikian JP, Brandi ML, Cusano NE, Mannstadt M, Rejnmark L, Rizzoli R, Rubin MR,
Winer KK, Liberman UA, Potts JT Jr. Management of Hypoparathyroidism: Present and
Future. J Clin Endocrinol Metab. 2016 Jun;101(6):2313-24. doi: 10.1210/jc.2015-3910

5. Bilezikian JP, Brandi ML, Eastell R, Silverberg SJ, Udelsman R, Marcocci C, Potts JT Jr.
Guidelines for the management of asymptomatic primary hyperparathyroidism:
summary statement from the Fourth International Workshop. J Clin Endocrinol Metab.
2014 Oct;99(10):3561-9. doi: 10.1210/jc.2014-1413.



23

10.

11.

12.

13.

14.

Bilezikian JP, Cusano NE, Khan AA, Liu JM, Marcocci C, Bandeira F. Primary
hyperparathyroidism. Nat Rev Dis Primers. 2016 May 19;2:16033. Bilezikian JP, Khan AA,
Silverberg SJ, Fuleihan GEH, Marcocci C, Minisola S, et al. Evaluation and Management of
Primary Hyperparathyroidism: Summary Statement and Guidelines from the Fifth
International Workshop. J Bone Miner Res. 2022;37(11):2293-314.

Bollerslev J, Rejnmark L, Marcocci C, Shoback DM, Sitges-Serra A, van Biesen W, Dekkers
OM; European Society of Endocrinology. European Society of Endocrinology Clinical
Guideline: Treatment of chronic hypoparathyroidism in adults. Eur J Endocrinol. 2015
Aug;173(2):G1-20. doi: 10.1530/EJE-15-062

Brandi ML, Bilezikian JP, Shoback D, Bouillon R, Clarke BL, Thakker RV, Khan AA, Potts JT
Jr. Management of Hypoparathyroidism: Summary Statement and Guidelines. J Clin
Endocrinol Metab. 2016 Jun;101(6):2273-83. doi: 10.1210/jc.2015-3907

Cianferotti L, Parri S, Gronchi G, Marcucci G, Cipriani C, Pepe J, Raglianti M, Minisola S,
Brandi ML. Prevalence of Chronic Hypoparathyroidism in a Mediterranean Region as
Estimated by the Analysis of Anonymous Healthcare Database. Calcif Tissue Int. 2018
Aug;103(2):144-150. doi: 10.1007/s00223-018-0405-5. Epub 2018 Mar 8. PubMed PMID:
29516129.

Cipriani C, Pepe J, Biamonte F, Manai R, Biondi P, Nieddu L, Cianferotti L, Brandi ML,
Minisola S. The Epidemiology of Hypoparathyroidism in Italy: An 8-Year Register-Based
Study. Calcif Tissue Int. 2017 Mar;100(3):278-285. doi: 10.1007/s00223-016-0222-7.
Epub 2016 Dec 24. PubMed PMID: 28012105

Clarke BL. Epidemiology and Complications of Hypoparathyroidism. Endocrinol Metab
Clin North Am. 2018 Dec;47(4):771-782. doi: 10.1016/j.ecl.2018.07.004. Epub 2018 Oct
11. Review. PubMed PMID: 30390812.

Fraser WD. Hyperparathyroidism. Lancet. 2009 Jul 11;374(9684):145-58. doi:
10.1016/50140-6736(09)60507-9.

Iglesias SG, Dominguez MLM, Herrero EF, Martinez-Pueyo JI, Arroba CM, Diaz-Guerra
GM, Hawkins Carranza F. Trabecular bone score and bone mineral density in patients
with postsurgical hypoparathyroidism after total thyroidectomy for differentiated
thyroid carcinoma. Surgery. 2019 Apr;165(4):814-819. doi: 10.1016/j.surg.2018.10.034.
Epub 2018 Dec 13. PubMed PMID: 30554726.

Khan AA, Hanley DA, Rizzoli R, Bollerslev J, Young JE, Rejnmark L, Thakker R, D'Amour P,
Paul T, Van Uum S, Shrayyef MZ, Goltzman D, Kaiser S, Cusano NE, Bouillon R, Mosekilde
L, Kung AW, Rao SD, Bhadada SK, Clarke BL, Liu J, Duh Q, Lewiecki EM, Bandeira F, Eastell
R, Marcocci C, Silverberg SJ, Udelsman R, Davison KS, Potts JT Jr, Brandi ML, Bilezikian JP.
Primary hyperparathyroidism: review and recommendations on evaluation, diagnosis,
and management. A Canadian and international consensus. Osteoporos Int. 2017
Jan;28(1):1-19. doi: 10.1007/s00198-016-3716-2



24

15.

16.

17.

18.

19.

20.

21.

22.

23.

24,

25.

26.

27.

Khan AA, Koch C, Van Uum SHM, Baillargeon JP, Bollerslev J, Brandi ML, Marcocci C,
Rejnmark L, Rizzoli R, Shrayyef Mz, Thakker RV, Yildiz BO, Clarke B. Standards of Care for
Hypoparathyroidism in Adults. Eur J Endocrinol. 2018 Dec 1. pii: EJE-18-0609.R1. doi:
10.1530/EJE-18-0609.

Kidney Disease: Improving Global Outcomes (KDIGO) CKD—-MBD Work Group. KDIGO
clinical practice guideline for the diagnosis, evaluation, prevention, and treatment of
chronic kidney disease— mineral and bone disorder (CKD—MBD). Kidney Int. 2009;
76(Suppl 113):51-S130.

Macfarlane DP, Yu N, Leese GP. Asymptomatic and mild primary hyperparathyroidism.
Ann Endocrinol (Paris). 2015 May;76(2):120-7. doi: 10.1016/j.ando.2015.03.001.
Marcucci G, Della Pepa G, Brandi ML. Drug safety evaluation of parathyroid hormone for
hypocalcemia in patients with hypoparathyroidism. Expert Opin Drug Saf. 2017
May;16(5):617-625. doi: 10.1080/14740338.2017.1311322

Mihai R, Sitges-Serra A. Multigland primary hyperparathyroidism—frequently
considered, seldom encountered. Langenbecks Arch Surg. 2015 Dec;400(8):863-6. doi:
10.1007/s00423-016-1373-8. Epub 2016 Jan 20. PubMed PMID: 26791744.

Orloff LA, Wiseman SM, Bernet VJ, Fahey TJ 3rd, Shaha AR, Shindo ML, Snyder SK, Stack
BC Jr, Sunwoo JB, Wang MB. American Thyroid Association Statement on Postoperative
Hypoparathyroidism: Diagnosis, Prevention, and Management in Adults. Thyroid. 2018
Jul;28(7):830-841. doi: 10.1089/thy.2017.0309

Powers J, Joy K, Ruscio A, Lagast H. Prevalence and incidence of hypoparathyroidism in
the United States using a large claims database. J Bone Miner Res. 2013
Dec;28(12):2570-6. doi: 10.1002/jbmr.2004

Prevention, and Treatment of Chronic Kidney Disease—Mineral and Bone Disorder (CKD-
MBD), Kidney International Supplements (2017) 7, 1-59

Rao SD. Epidemiology of parathyroid disorders. Best Pract Res Clin Endocrinol Metab.
2018 Dec;32(6):773-780. doi: 10.1016/j.beem.2018.12.003

Rios-Diaz AJ, Zheng R, Thibault DP, Crispo JAG, Willis AW, Willis Al. Understanding
nationwide readmissions after thyroid surgery. Surgery. 2019 Feb;165(2):423-430. doi:
10.1016/j.surg.2018.09.007

Shane E, MD, Berenson J.R., MD, Rosen C.J., MD, Multer J.E., MD. Treatment of
hypercalcemia. 2017 Dec 06. https://www.uptodate.com/contents/treatment-of-
hypercalcemia

Silva BC, Cusano NE, Bilezikian JP. Primary hyperparathyroidism. Best Pract Res Clin
Endocrinol Metab. 2018 Oct;32(5):593-607. doi: 10.1016/j.beem.2018.09.004.

Syed H, Khan A. Primary hyperparathyroidism: diagnosis and management in 2017. Pol
Arch Intern Med. 2017 Jun 30;127(6):438-441. doi: 10.20452/pamw.4029



25

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

Tabacco G, Naciu AM, Maggi D, Santonati A, Pedone C, Cesareo R, Bosco D, Gaspa G,
Napoli N, Pozzilli P, Manfrini S, Palermo A. Cardiovascular Autonomic Neuropathy as a
New Complication of Postsurgical Chronic Hypoparathyroidism. J Bone Miner Res. 2019
Mar;34(3):475-481. doi: 10.1002/jbmr.3623

Tachibana S, Yokoi T, Sato S, Yanase T, Yamashita H. Surgically proven normocalcemic
primary hyperparathyroidism: speculation of the possible role of estrogen in the etiology
of this disease in premenopausal women. Intern Med. 2013;52(7):781-5. Epub 2013 Apr
1. PubMed PMID: 23545675.

Teshima M, Otsuki N, Morita N, Furukawa T, Shinomiya H, Shinomiya H, Nibu KI.
Postoperative hypoparathyroidism after total thyroidectomy for thyroid cancer. Auris
Nasus Larynx. 2018 Dec;45(6):1233-1238. doi: 10.1016/j.anl.2018.04.008. Epub 2018
May 7. PubMed PMID: 29747960.

Teshima M, Otsuki N, Morita N, Furukawa T, Shinomiya H, Shinomiya H, Nibu KI.
Postoperative hypoparathyroidism after total thyroidectomy for thyroid cancer. Auris
Nasus Larynx. 2018 Dec;45(6):1233-1238. doi: 10.1016/j.anl.2018.04.008

Underbjerg L, Sikjaer T, Mosekilde L, Rejnmark L. Cardiovascular and renal complications
to postsurgical hypoparathyroidism: a Danish nationwide controlled historic follow-up
study. J Bone Miner Res. 2013 Nov;28(11):2277-85

Underbjerg L, Sikjaer T, Mosekilde L, Rejnmark L. The Epidemiology of Nonsurgical
Hypoparathyroidism in Denmark: A Nationwide Case Finding Study. J Bone Miner Res.
2015 Sep;30(9):1738-44

Underbjerg L, Sikjaer T, Rejnmark L. Health-related quality of life in patients with
nonsurgical hypoparathyroidism and pseudohypoparathyroidism. Clin Endocrinol (Oxf).
2018 Jun;88(6):838-847. doi: 10.1111/cen.13593. Epub 2018 Apr 3. PubMed PMID:
29520810.

Vadiveloo T, Donnan PT, Leese CJ, Abraham KJ, Leese GP. Increased mortality and
morbidity in patients with chronic hypoparathyroidism: A population-based study. Clin
Endocrinol (Oxf). 2019 Feb;90(2):285-292. doi: 10.1111/cen.13895. Epub 2018 Nov 20.
PubMed PMID: 30375660.

Vadiveloo T, Donnan PT, Leese GP. A Population-Based Study of the Epidemiology of
Chronic Hypoparathyroidism. J Bone Miner Res. 2018 Mar;33(3):478-485. doi:
10.1002/jbmr.3329. Epub 2017 Nov 30. PubMed PMID: 29087618.

Wilhelm SM, Wang TS, Ruan DT, Lee JA, Asa SL, Duh QY, Doherty GM, Herrera
MF,Pasieka JL, Perrier ND, Silverberg SJ, Solérzano CC, Sturgeon C, Tublin ME,Udelsman
R, Carty SE. The American Association of Endocrine Surgeons Guidelines for Definitive
Management of Primary Hyperparathyroidism. JAMA Surg. 2016 Oct 1;151(10):959-968.
doi: 10.1001/jamasurg.2016.2310.



26

ABTOpPKM KOJIEKTUB

Mpod. a-p PycaHka Aumutposa KosaueBa, gm.
Kategpa no eHaokpuHonorua, @akynteT no meanumHa, MegmumnHckmn YHusepcuteT Codusn

Oou. AnekcaHabp Aumurtpos LLIMHKOB, Am.

Kateapa no eHgokpuHonorua, dakyntet no meanumnHa, MegmunHckm YHusepcuteT Codusa
O-p UHHa AHrenoBa AAHKoBa, oM.

Kategpa no eHgokpuHonorua, ®akyntet no meguumHa, MeanuuHckm Yumsepcutet Codusn
Mpod. a-p Kupun Xpucrosos, gm.

BTopa KaTegpa no BbTpelHn 6onectn, MeguumHckn pakyntet, MegMUNHCKN YHUBEPCUTET —
BapHa

Dou. a-p Muna boragaHoBa boaaykuesa, am

BTopa KaTeapa no BbTpelwHn bonectn, MeguumHckm dakyntetr, MeAULMHCKMN YHUBEPCUTET —
BapHa
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