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ABSTRACT:

MTbpBuyHata xunepokcanypua (MX) moxe aa foBene fo 00pa3yBaHETo Ha KOH-
KpemeHTH B 6bOpewuTe. Mp1n (Bbp3BaHETO Ha OKCANATBT C KanLyA B ypuUHaTa ce
Mo/yyaBa KanLueB 0KCanar, Koo e 1 Hali-uecTata CbCTaBKa B YPOKOHKpeMeH-
ute.

MTbpBIUYHATa XNEPOKCANYPUA € TPYA OT PEKM TEHETUUHM 3a60NABaHIA, NpU-
YMHABALLM 3ary6a Ha cnewunduuHa eH3uMHa akTuBHOCT. OT (BOA CTpaHa ToBa
BOAMN 10 00pa3yBaHETO Ha roNAMO KONMUECTBO OKCAnaT.

YcTaHoBeHN ca 3 Tuna MbPBUYHA XUNepokcanypusa.

[TbpBY TUN € Hail-uyecTiAT, cpewda ce npu 80 npoueHTa ot cnyuaute. Bogw go
TepMUHaNHa 6bOpeUHa HeAOCTATBUHOCT OLLe B IECTCKA Bb3PacT. JIuncBaLLmAT
€H3UM e anaHuH-IMNOKCNaT amMHoTpaHcdepasa (AGT).

Tan 2 ce cpelwa 3HauNTENHO NO-PAAKO, C MHOTO MO-6naronpuATHa NporHo3a.
[lobaBAHeTO Ha NPOAMKCUH KbM TepanuaTa nosobpasa pesyntarute. Jluncea-
LUMAT EH3UM € FINOKCUNAT peayKTa3a/Xuapokcunupysat peaykrasa (GRHPR).

Tun 3 ce cmaTa ¢ bnaronpuaTHa NPorHo3a, b ce Ha MyTauun B reHa HOGA1,
Pagko BoAK 10 TepMUHANHA 6bOpeUHa HeZoCTAaTbUHOCT.

Mpu auarHocTukata Ha MX ce u3non3gar nabopatopHu u3cneasaHna, 0bpasHa
AMArHOCTUKA 11 TeHETUYHN U3CeaBaHuA.

Neuenneto Ha X ce 0cHOBaBa Ha AMETUYEH PEXMM, BUCOKM 0311 NMPOAOKCHH,
MarHe3ueBo CbbpialLy npenapaTti, FMKo3amMUHOInKaHu. Pesositouns B ne-
yeHneto benexar areHtute 3a PHK untepdepenuma. Mpu nauneHTn ¢ TepMuHan-
Ha XpOHIYHa 6bOPeUHa Hef0CTaTbYHOCT ce NpubArBa Ao Anani3a i ce 06Cbkaa
BapyHaT 3a YepHop0o6HOOBOPeyHa TpaHcNNaHTaL KA.

KnioyoBu mymu: mbpBUYHA XUNEPOKCanypus, ypoKOHKpeMeHTH, GbOpeuHa
He/I0CTaTbYHOCT, eH3MMHA aKTUBHOCT.

BbBELAEHWNE

XnnepokcanypuvsaTa e noBulleHaTa ekCKpeums C ypu-
HaTa Ha MeTabONUTHUA KPaeH MPOAYKT OKCanat, KOoeTo
MOXe fa lonpuHece 3a 0bpa3yBaHETO Ha KaMbHU B Ob-
OpeunTe 1 APYrY 30paBoCoBHY Npobnemmn (1). Hopman-
HOTO FOPHO HMBO Ha eKCKPeLVs Ha OKcanaT B ypuHaTa e
40 mg (440 umol) 3a 24 vaca. MbxeTe UmaT Masnko No-Bu-
COKa HOpMaJsiHa CTOMHOCT (43 mg/d npu mbkeTe cpellly
32 mg/d npu xeHwTe), HO TOBa Ce AbIIXKM NPEAVMHO Ha
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Primary hyperoxaluria (PH) can lead to the formation of kidney stones. When
oxalate binds to calcium in the urine, calcium oxalate is produced, which is the
most common component of kidney stones. Primary hyperoxaluria is a group of
rare genetic disorders causing loss of specific enzyme activity. In turn, this leads
to the formation of a large amount of oxalate. 3 types of primary hyperoxaluria
have been identified. The first type is the most common, occurring in 80 percent
of cases. It leads to end-stage renal failure in childhood. The missing enzyme is
alanine-glyoxylate aminotransferase (AGT). Type 2 is significantly less common,
with a much more favorable prognosis. Adding pyridoxine to therapy improves
results. The missing enzyme is glyoxylate reductase/hydroxypyruvate reductase
(GRHPRY). Type 3 is considered to have a favorable prognosis, due to mutations
in the HOGAT gene. It rarely leads to end-stage renal failure. In the diagnosis of
PH, laboratory tests, imaging and genetic tests are used. The treatment of PH
is based on dietary regimen, high doses of pyrodoxine, magnesium-containing
preparations, glycosaminoglycans. RNA interference agents have revolutionized
treatment. In patients with end-stage chronic renal failure, dialysis is resorted to
and an option for liver-kidney transplantation is discussed.

Keywords: primary hyperoxaluria, kidney stones, renal failure, enzyme activity.

no-ronemua TeneceH xabutyc 1 No-ronemmnsa cpefieH pas-
Mep Ha XPaHEeHe, a He Ha HAKAaKBa peanHa Npucblya me-
TabonutHa pasnuka. OTpasfaBaiiki Te3n HOpMaHK CToW-
HOCTW, OOWUYAHOTO ONpeAeneHre 3a XMNepoKcanypus e
eKCKpeLma Ha OKcanaT B ypMHaTa, KOATO HadBumLlaea 40
mg/aeH. pyrn aBTopmn ONpeaenAT AaBaTt anTepHaTBHO
onpefeneHre Ha XUnepoKCanypuaATa, KOeTo Kopuripa
pasnnk1Te B pa3mepa, e 30 mg okcanar B ypuHata 3a 24
Uaca Ha rpam ekCKpeTUpaH KpeaTuHKH.

*  ETMONOrMUHO 4-Te OCHOBHM BMAA XMMEPOKCasy-
puA ca cnegnute (2, 3):

e [TbpBKrUHa xvnepokcanypua (tunose |, Il v ll);

. EHTepanHa xmnepokcanypus;

. [veTtnyHa xvnepokcanypus;

. MomonatnuHa nnm neka xmnepokcanypus.

JleueHneTo 3aBMCK O V3BECTHA CTEMEH OT OCHOBHATA
eTVONOMMA N TEXeCTTa Ha XMnepokcanypuaTa. Bonpeku
TOBa, MHOIO leYeHI s (Hanp. ANETNYHI MEPKM) MOraT A1a ce
M3MON3BaT BbB BCEKM CyUalt Ha XMNEPOKCanypua 1 neve-
HVATa MOTaT fla Ce KOMOVHMUPAT 3a NOBMLIEHA ePUKACHOCT.

MpousBoacTBO 1 PyHKLMA Ha OKcanaTa.

OkcanatsT € opraHmyHa con ¢ xumnyHa popmyna C 0,
Mpw Gr3MONOrMUHN HUBA Ha pH okcanaTsT 0bpasysa pas-
TBOPVIMa COM C HATPUI U Kanuii, obade, Korato XMMUYeCKu
B3aMMOAENCTBA C KaslLnsA, TOM MPOV3BEXxa HEePa3TBOPYIM
MPOAYKT, HAapeUeH Kanumes oKcasaTt, KOMTO € Hal-4ecTo
CPeLaHOTO XMMUYHO CbeAMHEHWE, HaMMPALLO Ce B Ka-
MbHK B 6bOpeLmTe. OKcanatsT ce abcopbrpa npeayumHO
OT AebenoTo UepBo, HO MOXe fAa ce abcopbypa AMPEKTHO
OT BCAKA TOUKA Ha UPEBHMA TPAKT. B JONMbAHEHVE, OKCana-
THT Ce Cb3[1aBa OT eHAOTeHHN M3TOYHNLM B YepHUA Apob
KaTo 4acT OT meTabonm3ma Ha rnvkonata. B 6vbpeuute
OKCanaTbT Ce CekpeTvpa B NPOKCUMANHMA Tybyn upes 2
OTAENHW HOCUTENS, BKMIIOUBALLM OOMEH Ha HAaTPWUI U XN10-
pvia. OKcanaTbT OOMKHOBEHO Ce NMPOoW3BeEX/Ia B PacTeHN-
ATa, NPedNMHO B TeXHWUTE NCTA, AAKM, MIOAOBE U Kopa.
KonnuecTBOTO MpPOM3BeAeH OKCanaT 3aBUCK He CaMO OT
KOHKPETHMA COPT pacTeHne, HO 1 OT MOYBaTa 1 BOAHUTE
YCIIOBWA, B KOUTO pacTe. KaTo UANO pacTeHmATa, KOUTO ce
OTINeXAaT B MOMeTa C BMCOKA KOHLEHTPAUMA Ha Kanwunii B
NOANOUYBEHNTE BOAM, MMAT MO-BUCOKM KOHLIEHTPALIMM Ha
oKcanar. ToBa e eflHa OT MPUUNHWTE, MOPAAN KOATO TOU-
HOTO M34MCNABaHE Ha XPAHWUTENHMA OKCanat e TPyaHo.
CbObpKaHMETO Ha OKCanaT B PAaMKUTE Ha €AMH 1 CbLn
PaCTUTENEH BMA MOXeE Ad Bapvpa 3HaunTenHo. Hanprimep,
KapToduTe CbabpKaT HWMBa Ha OKcanaT oT 5,5-30 Mg Ha
100 g, bpokonuTe mmat HvBa ot 0,3-13 mg Ha 100 g, a nuwe-
HUYHUTE TPULUW MMAT HMBa OT 58-524 mg Ha 100 g.

PacTeHrATa M3MON3BaT OKCanaT KaTo MOMbLIATeN Ha
Kanuwmi. Bcekn manniieH Kanuui, abcopburpaH oT pacTe-
HVETO OT NOAMNOYBEHWTE BOAW, CE W3BMYA OT TbKaHHaTa
TEUHOCT Ha PacTeHMETO OT OKCafaTa B NMUCTaTa, NIomo-
BeTe, AAKNTE UMK KopaTa. B KpaHa cmeTka pacTeHreTo
M3XBBPNA Te3U CTPYKTYpW. Korato xopata Afat Tesu pac-
TUTENHN NPOAYKTY, Te CbLIO MOMTbLIAT Pa3INYHO KOMN-
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UeCTBO OKCanat. XpaHUTENHWUTE MPOAYKTU OT KMBOTUHCKM
NPOM3X0[ NPAKTUYECKM HAMAT CbbPXKaHUEe Ha OKCanaTul.
OKcanaTbT y4yacTBa B Pas3vuHL METAOOUTHI 1 XOMEeOC-
TaTNUHL MEXaHWU3MK NPUY FbOVYKK 11 BaKTepUK 1 MOXe [a
Mrpae BaxkHa PonA B Pa3fINYHK aCNeKTW Ha KUBOTUHCKNSA
MeTaboIM3bM, BKIIIOUMTENHO PEryvpaHe Ha MUTOXOH[-
pvianHaTa akTVMBHOCT, QYHKUMA Ha WMTOBMAHATA Xe3a,
FIOKOHeoreHe3a U M1Ko13a. VIHTepecHoTo e, ue OKca-
NaTbT € OTKPUT 3@ MbPBK MbT NPU KUBOTHM, KOraTo OBLie-
Te ce pa3bonagaT, cnef KaTo A4aT PacTUTENHOCT, 3a KOATO
NO-KbCHO Ce YCTAaHOBABA, Ue VMa BUCOKO ChAbpKaHue Ha
okcanar. pu xopaTa obaue 13rnexa, Ue OKCanaTbT HAMA
CblLECTBEHa MoMe3Ha PonA U JencTBa Kato MeTabonnTeH
KpaeH MpOoMyKT, MOAOOHO Ha MMKOYHaTa KucenmHa. AKOo
He belle BUCOKUAT adUHUTET Ha OKCasnaTa KbM Kanuma v
HVCKaTa PA3TBOPUMOCT Ha KanLMeBws OKcanaT, OKcanaTsT
N OKCanaTHUAT MeTabonm3bm He Ovxa npeacTaBnaBanv
ronam uHTepec. OKCanaTsT B YpUHATa € Hal-CUNHUAT XU-
MUYEH CTUMYNATop Ha 00pa3yBaHETO Ha KambHYW B ObOpe-
umTe. AHEeBHUAT Nprem Ha okcanaT npu xopa 0b1KHoBe-
Ho e 80-120 mg/d; moxe aa Bapvipa ot 44-350 mg/d npwu
NHOVBUAW, KOWUTO Ce XPaHAT C TUNWYHa 3anagHa aveTa.
Pa3TBOpPMMOCTTa Ha OKCanaTa npu TefiecHa TeMneparypa
e camo npubnusutenHo 5 mg/L npw pH 7,0.

MaTo¢usmonoruna v etnonorns

BucoknTe HMBa Ha OKCanaT B OpraHu3ma mMorat fia fo-
BedaT A0 PasvYHK 30PaBOCAOBHM NPobnemn, 0CobeHo
[0 0bpasyBaHe Ha kKambHW B 6bOpeLnTe. YeTmpute  oc-
HOBHW BYA XMNEPOKCANYPUs - MbPBMYHA XMNEPOKCay-
pVisi, eHTepasnHa XMNepoKcanypus, AMeTUUHa XUNnepoKca-
NypYs M UOMOMNATUYHA WX Neka XWnepoKcanypus - ca
pe3ynTaT OT Pa3nyHM NAaToOU3MONOTMUHM MPOLECH.

MbpBUYHa XunepoKkcanypus

[MbpBrYHaTa XMNEPOKCANypuA e rpyna OT peaku 3abo-
NABIHNA, ObSKALLM Ce UBKMOUNTENHO Ha reHeTnYHN aede-
KTV, KOMTO NPUUMHABAT 3aryba Ha crneunduuHa eHsnmHa
aKTMBHOCT. [Mpn GnoKMpaHe Ha HOPManHWA MeTabonmTeH
MbT ANTEPHATUBHUAT MbT, KOWTO BOAM A0 NPOW3BOACTBOTO
Ha OKCanaT KaTo KpaeH NPOAYKT Ha MMOKCUNATHUA MeTa-
60NM3bM, CTaBa W3KMOUUTENIHO aKTVBEH, KOETO BOAM [10
N3KIOYNTENHO BUCOKO MPOM3BOACTBO Ha OKCanaT (4).
YCTaHOBeHM Ca TpW BMWAA MbPBUYUHA XMMEepOKCanypus,
KaTo BCEKM OT TAX BKITIOYBA Pa3NnyeH eHsunm. M TpuTte Tvna
Ce NpefaBaT KaTo aBTO30MHO-PELIECHBHI MPU3HALIN.
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Xunepokcanypus tun 1

Tun 1 ce cpeua npu 1 Ha 120 000 »xnBopoaeHn aeua
n npencrasnaga /0-80 % OT BCUUKM OMArHOCTULMPAHU
C/lydaun Ha MbpPBUYHA XMNEPOKCaNypus, IOKATO TUMOBETE
2 1 3 ce oueHnaBat Ha okono 10 % ot ciyvante (5). T p 1
MbPBWYHA XMNepoKcanypua TN 1 AMACBALUMAT EH3MM
e anaHWH-rMoKCMNaT ammHoTpaHcdhepasa (AGT), KoATo
OOVIKHOBEHO Ce HamMpa CaMo B YepHOOPOOHMTE Mepo-
KC130MM. TO31 eH3VIM € HEOOXOAMM 3a [IeTOKCUKaLMATa Ha
rnokcunata (6). Korato AGT nuncea, Npov3BOACTBOTO Ha
oKcanaT ce nokauga (2). [MMpuaoKCnHBLT (BUTaMWH B6) e
KOGaKTOp B TO3M XUMMYEH MbT, KOWMTO OOMKHOBEHO Mpe-
BPbLa mmokcuiosara kvucenvta (CH O,) 8 rmvymn (7).
KoraTo nbTaT e 6noKk1MpaH Nopaamn HeAoCTUN UV Nnca Ha
AGT, pe3ynTaThT e BUCOKO HUBO Ha MMMKOMOBA 1 OKCaNoBa
KMCeNMHa, KOUTO NeCHO Ce NMpeBpbLUaT B okcanat. Okca-
NaThT, KOUTO € Pa3TBOPUM, Ce KOMMIEeKCMPa C Kanuma u
00pa3yBa KasnlyreB OKCanat, KOUTO e HepasTBoOpUM. Kanun-
EBUWAT OKCaNaT KPMCTaNmM3npa 1 NprYnHABa HeQpoKaLm-
HO3a W B KpaiHa CMeTKa pa3BuTMe Ha ObOpeyHO 3ab0ns-
BaHe B KpaeH CTaaui, OOMKHOBEHO B [1€TCKa Bb3PacT.

Xunepokcanypua tun 2

[py MbpBUYHA XMNEPOKCanypua TN 2 NUNCBAWLMAT
EH3VIM € TIMOKCUNAT PefyKTa3a/XnapoKCUNUPYBaT peay-
KTa3a (GRHPR), koitTo Mmoe fia 6bae OTKPUT B NIEBKOLINTHM
npenapatn. To3un aeduumnT NognomMara NPeBpPbLIAHETO Ha
FNOKCKNAT B OKcanar (6, 8). [pernedbt Ha Ham-ronAmaTa
KoxopTa naumeHT (n=101) ot pernctbpa OxalEurope yc-
TaHOBW, Ye cpefHaTa Bb3pacT MNPV MbPBUA CUMMTOM € 3,2
rOAVIHK; Bb3pacTTa NPV NOCTaBAHE Ha AMarHo3ata 3a UH-
fekcosute cnyyan e 8,0 roanHu. [Npm noeeyeTo nauyeHTy
(82,8 %) e yctaHoBeHa yponutrasa (9). CmdAta ce, ue
TVN 2 VMa No-bnaronpuATHa NporHo3a ot Tvn 1. Mpndnu-
3uTenHo 25-50% OT nHAMBMAUTE C TUN 2 NpOorpecrpar 10
6BOpeyHa HegocTaTbuHOCT (9, 10). [lobaBaHeTo Ha Nypw-
[IOKCVIH, KOETO MOXe [1a e OT MOf13a 3a HAKOW MaumeHTu
C MbPBMYHA XMMNepoKcanypus Tmn 1, 0BMKHOBEHO He e
edeKTVBHO NpW NaUMEeHTV C MbPBUYHA XMMEPOKCanypus
™n 2.

Xunepokcanypusa tun 3

[TbpBUYHaTa XMNEPOKCaNypUa TUM 3 Ce AbITKN Ha My Ta-
umm B reHa HOGAT (npegumwer DHDPSL) (12, 13). M3cneq-
BaHMATA MOAKPENAT MexaHV3Ma Ha 3aryba Ha OyHKumA,
KOeTO BOAM [0 HATPynBaHe Ha 4-XWUAPOKCU-2-OKCOrMy-
TapaT U/Van Herosute MeTabonnTV B MUTOXOHAPUKUTE C
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nocneABallo M3TMYaHe B LIMTO30M3, KbETO MOXe fla ce
npeBbpHe B mnokcunat (14). Tun 3 e goknagBaH Kato
Bb3MOXHA MPUUMHA NPV NAUMEHTU C MANOMNATUYHM Kasl-
LIeBO-OKCaNaTHM KambHu (14). HayanoTo Ha cumntommTe
HaCTbMBa B NO-M/aAa Bb3PacT, OTKOMKOTO Npu Turnose |
1 2, HO CnaabT Ha ObbpeuHaTa dyHKUMA e no-HageH; Npu
54-13,9 % OT nauveHTUTE € YCTaHOBEHa Nporpecns Ao
XPOHMYHO OBOpPeyYHO 3abonasaHe B TPETU WK MO-NOLL
CTaWi, KaTo PAKO ce CboOLLaBa 3a TepMUHaneH CTaauin
Ha 6bbpeyHo 3abonasaHe (12-18).

Ennpemunonorunsa

Xnnepokcanypuvsata (MpekoMEPHO KOMMYeCTBO OKCa-
N1aTV B ypWHaTa) e 4eCTo CpelljaHa aHoManua npu naymneH-
TV C KaNUMEeBO-OKCanaTHM KaMbHM B 6bbpeumTe. 3BecTHa
CTeneH Ha NpekoMepeH OKCasaT B yprHaTa ce yCTaHOBABA
npn 20-30 % OT BCUMYKM MaLUWEHTH C peunamBmpaLln Kas-
LMEBO-OKCaNaTHW KambHU. [MpubnusntenHo 30 MuvoHa
aywm B ChefiHeHWTe WaTn umat 6bopeuHokameHHa 60-
NecT, a BCAKA roAvHa ce noasasaT 1,2 MUAMOHA HOBM CIly-
yas. Haln-yecTo cpellaHmaT B 6bOpeYeH KamMbk e Kanuu-
eBUWAT OKCanart. Bbnpeku ue xunepkanumypusata Moxe fia e
MO-4YeCTo CPeLLaHVAT MeTabonuTeH NPobeM, U3NNLWBKLT
Ha YPMHAPEeH OKCaaT € MHOro Mo-CUeH CTUMYNaTop 3a
0bpa3yBaHe Ha KaMbHW B YPUHATa, OTKOSKOTO U3NLWBKLT
Ha YPUHapPEeH Kanumn.  Xnunepokcanypuata — msrmexaia
e rno-ronam npobnem B no-pas3sutmTe CTpaHu. B AnoHna
HapacTBallaTa YecToTa Ha KanumeBo-oKcanaTHa KaMeHHa
00ecT BEPOATHO € CbMbICTBAHA OT MOCTENEHHWU MPO-
MeHW B TeHaeHUumnTe B xpaHeHeTo. C yBennyaBaHeTo Ha
KOHCYMaLIMATA Ha KMBOTUHCKI MPOTEWHW 1 Ma3HUHW Cpef,
AMNOHCKOTO HaceneHune ca ce yBenuumim n abcopbumara
Ha OKCanaTW, OKCanypwviaTa U KanumeBO-OKCanaTHaTa Ka-
MeHHa 6onecT. [TOBMWEHOTO CbAbPXKaHME Ha Ma3HUHM B
AveTaTa No3BOSMABA [a Ce YBenuumM Komnnekcoobpasysa-
HEeTO Ha Kanuus, KaTo MaCTHUTE KUCEMHM NPUYMHABAT
neka dopma Ha eHTepanHa xunepokcanypus. [MbperyHaTa
XMNEPOKCaNypuis e No-4ecTo CpelliaHa Cpes MIOCIONIMaHW-
Te. KambHKTe B 6bOpeLmTe ce cpellaT no-4ecTo npu
HenuTe, OTKONKOTO NpU UepHOKOXMTE. ToBa e Aobpe yCTa-
HOBEHO 1 Ce CMATa, Ye Ce Ob/MKN NPeanMHO Ha pa3fnkaTa
B CPeHVIA COLIMANHO-UKOHOMMYECKM CTaTyC U BIVAHMETO
Ha XPaHWUTENHMA Pexmm. He ca OTKPUTU 3HaUUTENHM pa3-
NMKW B CPEAHWTE HMBA Ha eKCKPeLMs WK KOHLIeHTPaLWs
Ha OKCanaT B ypuHaTa MeX/y repuaTpuunHu 1 no-mnaam
KOXOPTW OT NnLa C KanumeBo-oKcanaTHy kambHK (19, 20).
[MbpBMYHaTa XMNEpPOKCanypus ce MposBABa MNpeavMHO
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KaTo neauaTpnyHO 3ab0nsABaHe, HO ce HabntoaaBa U Hava-
no npw Bb3pacTHW. CpeaHaTa Bb3pacT 3a NosABa Ha CUMM-
TOMUTE MPW MbPBMYHATA XMMNEPOKCanypus e crefjHaTa
VADE

e Tun 1:52 rogmHu (amnanasoH 0,1-53 rognHm);

e Tun 2:74roguHu (omanasoH, 0,6-42 rognHm);

e Tun 3:2,6 roguHu (omnanasoH, 0,3-31 rognHn).

KambHMTe B ObOpeumnTe ce cpelat 3 mbTi No-4ecTo
NPV MbXKETE, OTKOMKOTO MPW KEeHWTe, HO MpuYMHaTa 3a
Ta3u paszfvika He BMHarK e AcHa. PasnndHute pedepeHT-
HW [11MaNa3oHN Ha HAKOSKO YPUHAPHW meTabonmTa (Hanp.
MVKOYHA KUCEeNWHA, Kanuui, oKcanat) WitocTpupat Tpya-
HOCTWTE NMPW ONPeaenaHeTo Ha AeNCTBITENHATa NPUYMHA
33 KaMbHWUTE NPK Pa3nYHKTE Nonynaumn. He e n3sectHo
[anv pasNnyHUTe CTOMHOCTM Ca Pe3ynTaT OT Pasfvky B
MeTabonn3ma, CBbP3aHN C Bb3AeNCTBMETO Ha NONOBMUTE
XOPMOHW, WA Ca CITyYaiHI 33 N3BECTHITE Pa3NMKI B Xpa-
HUTENHNUA NPUEM 1 TENeCHOTO Terno (22).

DakTbT, Ue KambHUTe B ObbOpeLnTe Ca efHAKBO pas-
NPOCTPAHEHW Cpef] MbXKETe 1 XKeHUTe B 1eTCKa Bb3pacT U
BbB Bb3pacToBaTa rpyna cjlef MeHomnaysarta, Npeanonara,
ue KEHCKMTE MOSMOBM XOPMOHW MOTaT a UrpasT M3BEeCTHa
3aWmMTHa pona (23). Peanua NpoyyBaHMA ro JOKa3BaT TOBa
TBbPAeHWE (24-27). Powell et al. pa3rnexaaT BbMNpo-
Ca 33 3aTHCTABAHETO, CBbP3aHO C 0OPasyBaHETO Ha Ka-
MbHWM B OBOpeLTe, Bb3 OCHOBa Ha rofiAMa HalMoHanHa
6a3a flaHHK (27) 1 YCTAaHOBABAT, Ye KaTo LIANO XeHWTe CbC
33TTbCTABAHE, KOUTO MMAT KaMbHM, OBUKHOBEHO Ca M3/10-
KEHM Ha Manko Mo-BUCOK PUCK, OTKOSIKOTO »KeHuTe 6e3
3aTIbCTABAHE, KOUTO MMAT KaMbHW. [1pn MbkeTe obade ce
HabntofaBa Maska, ako 1300LLO VMa TakaBa pasfnKa.

PKeHuTe UMaT Mo-BUCOK MPOLIEHT Ha OTFOBOP KbM Te-
panuATa C NMPWAOKCMH NPUY NEeKU U YMEPEHN HapyLeHNA
Ha X1NepoKcanypmaTa, OTKONKOTO MbxeTe. [prunHaTa 3a
TOBa HECHOTBETCTBME € HeACHa.

CpenHaTta KOHUEHTPaUMA Ha MMKO3aMMHOIVKAHN B
ypMHaTa € NO-HWCKa NPU MbXeTe C KaMbHK, OTKOIKOTO
MNPV »KeHWTe C KaMbHW; TOBa MOXe [la Urpae pons 3a pas-
NIVKaTa B CTeMeHTa Ha 0bpasyBaHe Ha KaMbHY MeXay no-
nosete.

MporHosa

MocneauumTe OT XUMNEPOKCAlypUATa, Kakto U OT
BCUYKM GOPMM Ha KaMeHHa 60onecT, ca CBbp3aHu C 0b-
Pa3yBaHETO Ha KaMbHW W1 MOCNEABALLOTO YBpeXaaHe Ha
MUKOYHWUTE MbTMLLA. Te mMoraT Aa BkJo4yBaT 0osKa, 6b0o-
peuHa 0bCTPYKLVS, YPOCencnc, ocTpo 6bOpeUHo yBpex-
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JlaHe, XPOHMUYHO 6BOpPEeYHO 3abonsaBaHe W JOPU CMBPT.
MNo-cneymanHo NMbpBUYHaTa XMMEPOKCanypus ce CBbpP3-
Ba C Hal-CepM1o3HM nocneauun 3a 3apaseTo. [pnbnmsm-
TENIHO MOMOBMHATa OT MaUMeHTUTe, ANArHOCTULMPaHN C
ToBa 3ab0nABaHe, Pa3BMBaT KpPaeH CTaaui Ha 6bopeyHo
3ab0M1ABaHe, @ CMbPTHOCTTa, OCOOEHO MPW KbpMayeTaTa,
e BMCOKa (> 50 %)(28). be3 neueHne nporHo3aTa 3a Te3n
nauMeHTV e nota. XPoHUYHO 6bOpeyUHo 3abonasaHe ce
pa3srBa Npu 50% OT NauUVEHTUTE C MbPBUYHA XMNEPOKCa-
nypma o 15-rogniiHa sb3pact 1 npu 80% o 30-roamiHa
Bb3pacT. HopmanHata Avannsa npv ypemus He Moxe Aa
OTCTPaHM AOCTaTbuYHO CEPYMEH OKCanat, 3a fla npeanasu
ObbpeunTe 1 ApyrUTe OpraHu OT LWMPOKO Pa3npocTpa-
HEeHO OT/IaraHe Ha Kanumes okcanaT (T.e. okcanosa) n ob-
Pa3yBaHe Ha Ka/LMeBO-OKCcanaTHM KamMbHK. [1porHo3aTta
Ha MaUWEHTUTE C MbPBMYHA XMNEPOKCANYpUA 3aBUCH OT
PaHHOTO NeueHne 1 OBN3iABaHE Ha XMMepPOKCanypusTa u
CBbP3aHOTO C Hes BfoWaBaHe Ha ObOpeuHuTe GyHKLMN.
AKO MeIVIKaMEHTO3HOTO JleUeHue He MOXKe Aa MOMOrHe Ha
naumeHTa fa NoALbPXa HOPMAIHO HMBO Ha OKCanatuTe,
MOXe fa ce pa3Bue HedpoKanLMHO3a C nocneagalla ob-
OpeyHa HeOCTaTbUHOCT. B Tasn c1Tyalma 3a U3nekyBaHe
e HeobxoaMMa KOMOMHMpaHa 4YepHOAPOOHO-ObOpeUHa
TpaHcnnaHTaums (29,30).

KnuHnyHu KapTuHa

CpefHaTa Bb3pacT 3a MOABA Ha MbPBOHAYANHMTE
CUMNTOMM, CBbP3aHW C XMMNEPOKCanypws, € 5 rofuHu.
OkcanaTHu oTnaraHusa Morart fia ce NosABAT U B APYrW op-
raHu (Hanp. KOCTW, CTaBuW, o4u, Cbpue). lo-cneumanHo,
KOCTUTE OOWMKHOBEHO Ca OCHOBHOTO XpaHWMLLE Ha U3-
JIALLHWA OKCanaT npv Anua C MbPBUYHA XMMEPOKCay-
pua. Mpn 3ApaBK xopa HYBATa Ha OKCanaT B KOCTUTE Ca
He3HaumtenHn. OTnaraHeTo Ha OKCanaty B cKefeTa MMa
TeHAEHUVA [la YBeNMYaBa KOCTHaTa pe3opbuma 1 Aa Ha-
MasifABa akTVMBHOCTTa Ha ocTeobnacTute.  Tbi KaTo CUMM-
TOMUTE Ce MOABABAT CPABHUTENHO KbCHO U Ca CBbP3aHW
CbC CEPUO3HN YCIOKHEHNA, BCUUKM NeANaTPUYHN Naum-
EHTI, KOUTO MaT KaMbHW, TPA0Ba Aa ObaaT M3CneaBaHN 3a
xunepokcanypua. OTKPMBAHETO Ha TOBa CbCTOAHME MpW
OpaTaA 1 CecTpu MOXe [1a MO3BOMM MO-PaHHO U3CNeiBaHe,
OTKPWBaHe, AMArHOCTMLMPAHe M NPeBaHTVBHA Tepanus.
CKPUHUHIBT 33 XMMNepoKcanypusa e NMokasaH v npu Bb3-
PACTHM MaLUWEHTN C MOBTAPALWM CE KaMbHM B ObOpeLmTe
(31). Mpn MbpBMYHATa XMMEPOKCaNYpPUA eKCKpeunaTa Ha
OKCanatv B yprHaTa 0buKHOBeHO e noseye ot 100 mg/d.
[MbpBrYHaTa XMNepoKcanypusa Moxe Aa foeeae 1o 6bo-
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peYyHa HeOCTaTbYHOCT BCEACTBYE Ha HePPOKanLUmHOo3a.
B MMHanoto 0OMKHOBEHO Ce e 13Mos3Bana YepHoapPob-
Ha O1oncuvsa, 3a fa ce YCTaHOBM eH3VMHUAT AedeKT npu
pasNnMUYHUTE BMOOBE MbPBUYHA XMMEPOKCanypus; C BCe
No-HI1CKaTa LieHa 1 nofobpeHata YyBCTBUTENHOCT Ha MO-
NeKynApHO-TeHeTUYHKTE TecToBe obave HeoOXOAMMOCTTa
OT YepHoApPobHa bKoMNCKA 3HaUMTENHO Hamansa (5). Bcuu-
K GOPMI Ha X1nepoKcanypws ce CBbp3BaT C peLnansm-
palla yponunriasa.

JlabopaTopHu nscneagBaHnA

B3emaHe Ha 24-yacoBa ypwWHa W K3CefBaHe Ha 0b-
WIMA KPeaTVHWH (T.e. 33 onpefiensaHe Ha aflekBaTHOCTTa Ha
CbOMPAHETO) 1 APYTY XUMUUHKU KOMIOHEHTI Ha YPUHaT3,
KOMTO MOraT fla AoBeAaT 0 06pasyBaHe Ha KaMbHW, KaTo
OKCanat, Kanuui, NKoYHa K1UcenmHa, Hatpum, ocdaTt 1
06Uy obem Ha ypuHata. [lobpe e aa ce Hanpaeu v3cnea-
BaHe 33 MHXMOMTOPW Ha 0OPa3yBAHETO Ha KaMbHMU, KaTo
Kanui, untpat 1 marHesmin. OueHssa ce obliys obem Ha
ypuHaTta 1 pH, 33 Aa onpefenvte NpuHOCa Ha Aexuapa-
TauMATa WM pH 3a TeHAEHUMATa KbM KpUCTanm3aLms.
Bcuukn ocHOBHW puUCKoBK dakTopW B ypuHaTa (Hanp.
Kanuumi, oKcanart, UMTpaT, MUKOYHa K1cennHa, obly obem,
HaTpwin, docdat) TpabBa NepuoanyHO a Ce MpPeoLieHs-
BaT C 24-4acoBO CbOMpaHe Ha YpWHa, 3a fia ce npocnean
ed1KaCHOCTTa Ha leYyeHneTo, fia ce ASHTUGULIMPAT HOBM
PUCKOBK GaKTopW 3a MeTabonmaMa Ha ObbpeyHuTe Ka-
MBHW 1 Aa Ce NPOC/iefn Cra3BaHeToO Ha WU3NCKBAHWATA OT
CTpaHa Ha naumneHTa. VI3cneaBaHeTo ce NoBTapsA Ha BCEKM
2-3 mMecela, [OKATO Ce M3MOJI3BaT Pa3/IMyHM N1aHoBE 3a
NeveHwe, 1OKaTo ce JOCTUIHAT NPUEeMIVBI H1BA Ha XWi-
MUUYHMSA CbCTaB Ha YpvHaTa UK ce BbBeAe MaKCVMaHa
Tepanva. Cnef ToBa OOMKHOBEHO e A0CTaTbYHO MOBTOP-
HOTO TeCTBaHe Ha BCeKM 1-2 roAVHM B 3aBUCUMOCT OT K-
HUYHAaTa cUTyauua. LIANOCTHUAT ycnex Ha BcAka Nporpama
3a NPEeBaHTMBHA TePanuA Ha KaMbHM 3aBMCK OT CNa3BaHe-
TO Ha ABArOCPOYHATa NPEBAHTVIBHA Tepanys OT CTpaHa Ha
OTAENHWA MaUVeHT 1 OT HeMpPeKbCHATOTO MOALbpPKaHe
Ha afilekBaTeH obem Ha ypuHaTa. [1penopbuynTenHo e 13-
CnefBaHe Ha CepyMHUTE HMBA Ha KPeaTVHMHA 33 OLieHKa
Ha 6bOpeyHaTa QyHKUMA. CepyMHUTE HIBA Ha Kanuyms Mo-
raT Aa ObaaT nonesHn 3a pasrpaH1MyaBaHe Ha xunepkarsn-
KypuATa OT x1nepnapatnpeonamnsma. TectoseTe 3a U3mep-
BaHe Ha M/1a3MeHu1Te HYBa Ha OKCanaTu Ca Beve AOCTbMHN
B TbProBCKaTa MpeXa, Taka Ye cera TpadBa Aa ce u3Mepsart
KaKTO Ma3MeHuTe, Taka 1 YPUHHITE OKCanaTty, ThiA KaTo
KPbBHWTE TECTOBE MOTaT fla MOKaXKaT MOBULLIEHM HIBA.
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KomniorbpHa Tomorpadus

Hama cneumduuHin 0bpasHn n3cneaBaHns, KOMTo 1a
nomaraT 3a WAeHTUGMUMPAHE Ha XMNEepPOKCanypus, HO
Ka/LMeBo-OKcanaTHata Hebponutasa Moxe necHo Aa
ce gvarHocTMumpa.  KomnotbpHata Tomorpadusa (KT),
MO-KOHKPETHO cnupanHata KT 6e3 MHTpaBeHO3eH KOH-
TpacT, 6BP30 M3MeCTBa MHTPaBeHO3HaTa nvenorpadus
(MBIT) kaTo NpegnoyYnTaH MeTOZ 3a OLEHKa Ha NauueHTu
C oCTpa 6onKa B XbIOOKa, NMPW KOUTO MOXe f1a MMa Ka-
MbK B ypuHaTa. KommioTbpHaTa Tomorpadus e no-6bp-
33, M3MCKBA MO-MasKo YCUIVA, He M3MCKBA MOTEHLIMAHO
OMaceH MHTPaBeHO3eH KOHTPACT M MPeAoCTaBsa nosesHa
nHbopMaLMa 3a anTepHaTneuUTe B AndepeHLUmnanHaTa au-
arHo3a. KambHUTe OT MMKOUHA KUCENMHA Ce BUXAAT ACHO
NpY KOMMIOTbPHA TOMOrpadua, HO KaMbHUTE, HaNpPaBeH!
OT NeKkapcTBa C MHXMOUTOPM Ha NPOTeasaTa, He Ce BUKAAT.
AKO e HeobXOAWMO, MOXe [la Ce M3MNOSM3Ba CeNekTUBHO
MHTPaBEHO3EeH KOHTPACT 3a M3ACHABaHe Ha AuarHosaTa.
OrpaHunueHraTa Ha KOMMIOTbPHaTa TOMOrpadua BKIOUBAT
MO-BMCOKa LIEHA, HEBB3MOXKHOCT 3@ OLieHKa Ha 6bbpeuy-
HaTa QYHKUMA U HEBBb3MOXHOCT 33 AMArHOCTULMPAHe Ha
PEeHreHoHeraTuBHUTe KambHW. KOMMIoTbpHaTa ToMorpa-
duAa He MoXe Aa ce M3Mon3Ba NP BPEMEHHM XEHK, Tbi
KaTo e CBbp3aHa C MO-3HaUWTENHO PEHTIEHOBO O0bYBa-
He. OCBeH TOBa MalTbK [IMCTaNeH ypeTepaneH KambK npu
NaLMEHT C MHOMECTBO Ta30BM KanuMOUKaT U MUHUMANHa
XNOPOHePPO3a MoXe Aa Obe NOoYTV HEBB3IMOXHO f1a ce
naeHTUOULMPa Camo C KOMMIOTbPHa ToMorpadus.

NHuTpaBeHo3Ha nuenorpadpus (MBM)

N306parkeHuaTa oT MBI npeanarat Han-gobpaTa KapTa
Ha aHaTOMMATA Ha FOPHUTE MMKOYHM MBTULLA U ypeTepuTe.
Te MoraT necHoO Aa PasKpUAT TOUYHOTO MECTOMNOSIOXKEHME
Ha KaMbHWTE B MMKOYHWTE MbTULLA. Te CbLIO Taka Npefoc-
TaBAT LeHHa MHOPMaLMa 3a OTHOCKTENHaTa O6bbpeyHa
GYHKUMA, KOATO KOMMIOTbpHATa TOMOrpadusa u yntpas-
BYKOBOTO M3C/leflBaHe He MoraT fa npeanoxatr. Bcuuku
AHATOMMYHL aHOMaNMK, CBbP3aHM C NOTOKA Ha YpUHaTa,
MoraT no-necHo fa 6vaat paskputn ¢ MBM, a ueHata my
UeCTo e MO-HMCKa OT Ta3W Ha KOMMIOTbPHaTa TOMOrpadus.
Hepoctatbumte Ha VIBIT BKMtOUBAT Bb3MOXHa Hedppo-
TOKCWMYHOCT 1 aneprvs KbM WHXEKTUPaHWA KOHTPACTeH
areHT. o npuHumn MBI He Moxe Aa ce n3BbpLuBa He30-
MacHO NpW NaLUWeHTH, YMEeTO HMBO Ha CEPYMHUA KpeaTu-
HWH e No-B1coko oT 2 mg/dl, a 3a n3sbpLIBaHeTO Ha MBI
e HeobXoAMMO NoBeYe BpemMe, OTKOSIKOTO 3a KOMMIOTbPHa
Tomorpadus. VBl npegocTaBs caMo MHOTO OrpaHuudeHa

M. Cantupos, K. [MeTkosa, L. NeTkos « PeTporpagH...

MHOOPMaLUMA OTHOCHO APYrM MOTEHUMANHN AMarHo3w,
KOWTO MOraT fla UMUTUPAT OCTpa ObbpeyuHa Konmka, Kato
Hanpu1Mep aHeBPM3Ma Ha abIOMMHaNHaTa a0PTa, KOSATO Ce
BVI3yanu13npa MHOTO Mo-NeCHO NPK KOMMIOTbPHA TOMOrpa-
dua. Tpu BpeMeHHM NaLnMeHTKM MoraT Aa Ce M3BbPLUBAT
OrpaHudeHn nscneasaHna ¢ VIBM, Ho Te Tpsabga Aa 6baat
cBefieHu 10 MUHUMYM, IOKOSIKOTO € Bb3MOXHO.

YnTpasByK Ha 6b6peuuTe n

peHTreHorpadpua Ha BYM

KoraTo ce 13non3BaT B KOMOMHALVSA, YNTPA3BYKbT Ha
6bBOpeunTe 1 peHTreHorpaduraTa Ha bYM moraT fa 6baat
NoNe3HN CPeCTBa 3a MbPBOHaYaNeH CKPUHMHT Ha Xapo-
Hedpo3a 1 yponuTrasa. YnTpacoHorpadusaTa € OCHOBHUAT
AVArHOCTUYEH MHCTPYMEHT Npv OpemMeHHM NaUMeHTKU C
npeanonaraem 6bOpeyeH unm ypetepaneH KambK.

AneTtnyeH pexum

M3nUWBKBT OT XPaHW, CbhAbpalyM okcanat (Hamp.
CMaHak, AAKK1, peBeH, NPOAYKTN OT YepBeHa ODOPOBMHKA),
MOXe Aa MPUUMHL XUNepOKCanypua. VI3NMWbKLT OT BU-
TammH C B XpaHaTa Cbllo MOXe 1a yBennum abcopbumara
N eKCKpeuyAaTa Ha OKCanaTw, BbNpeku ye CTeMneHTa 1 3Ha-
UeHMeTo Ha BUTamMuH C 33 Pa3BUTMETO Ha KanLMEeBO-OKCa-
NaTHa KaMeHHa H6onecT ca AoHAKbAe CriopHK (7). BaxkHo e
[a Ce OUeHu npremMa Ha TeYHOCTW Mpe3 yCTaTa, 3a Aa ce
M3KIIOUM AEXMAPATALMATA KaTO KOMMOHEHT Ha XMnepo-
KcanypuisTa. [puemMbT Ha TeYHOCTI TpAbBa Aa e A0CTaTb-
UeH, 3a Aa ce reHepumpat 2000 mn MK NoBeYe yprHa Ha
JeH. VI3BeCTHO e, Ue NPUeMBT Ha BMCOKO ChObPMKaHMe Ha
NpOTENHM (MeCo) e 3HaunTeNneH pPUCKOB GakTop 3a Kanuu-
eBOKaMeHHa 6onect nopaau edpexTa My Bbpxy YPUHAPHWSA
Kanuum 1 NUKOYHaTa KMCenuHa. B JOMbiHeHVE KbM Bb3-
[EeVICTBMETO CM BBPXY HMBATa Ha Kanumii 1 NMKOYHa Kince-
NIMHA B YPVHAaTa, NPEKOMEPHUAT MPMEM Ha MECHM MpOoTe-
MH MOXeE Aa YBENMUM OTAENAHETO Ha OKCanaT B ypuHaTa
(32).

JleueHe Ha MbpBUYHaTa XMNepPOKcanypusa

MaumeHTUTE C MbPBUYHA XMNepoKcanypus obnKHoBe-
HO MMaT HMBO Ha OKCanat B ypuHaTa Hag 100 mg/d. He-
00XOAUMO € PaHHO MEeAVKAMEHTO3HO NleueHne, 3a Aa ce
Hamasu HMBOTO Ha OKCanaTuTe 1 a ce NpeaoTBPaTH BO-
aBaHETO Ha ObOpeyHaTa GYHKLMA. 33 OKOHUATENIHOTO
U3neKyBaHe YeCTo Ce Hanara paHHa YepHoAPOOHO-6BO-
peyHa TpaHcnnaHTauma (33). Bbnpekr ToBa NpOLEHT BT Ha
NPEXNBAEMOCT U MHTAKTHOCT Ha OpraHuTe Npu naumneHTH,
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KOWUTO Ce NoffaraT Ha NleueHne 3a xunepokcanypus tin |,
€ MO-HMCBK OT TO3M NPK NALMEHTM C TPaHCMIaHTaLmA KaTo
uANo (34-36). OrpaHndeHnATa B AneTaTa no OTHOWEHME Ha
OKCanatuTe He HOCAT CbLLECTBEHA MOJ3a NPV TO3M TUM Xn-
nepokcanypunHo 3abonsagane. HoswTe 1 Obaelin meToam
Ha fleyeHre, KOUTO Ce MPOYYBaT, BKMIOYBAT A00aBAHe Ha
npobuoTnuy, (37) LWanepoHn 1 TpaHCMNaHTaUms Ha xena-
TOLMTHW KNETKM, KaKTO 1 PEKOMOVMHAHTHA reHHa Tepanyis
33 3aMeCTBaHe Ha eH3rma (38).

Bucokn gosun nupugoKkcviH (ButamuH B6)

13BeCTHO €, Ye HeAOCTUMbT Ha NMMPUAOKCUH YBEeNUYa-
Ba EKCKpeUMATa Ha OKcanati B ypuHaTta. Bucokute fo3n
MVPWOOKCMH MOTaT fia HaManAT NPOV3BOACTBOTO Ha OKCa-
NaT ype3 3acnBaHe Ha NpeobpasyBaHETO Ha MMOKCUNAT
B MMMWLMH, KaTO MO TO3M HauuH Ce HamasnsaBa HanuyHUAT
cybcTpat 3a MeTabonmnsbm A0 okcanar (6). [Mpu HAkom na-
LMEHTN MOXe a Ce NOCTUrHE HOPMASTHO HUBO Ha OKcanat
B ypuvHaTa (< 40 mg/d)(39). JleueHreTo Ha pe3nCTEHTHa Ha
MVPUAOKCKH MbPBUYHA XMMEPOKCANypUs YeCTO BKIIOU-
Ba KOMOWMHaLMM OT BCUYKI HaNMYHK Tepannu 1 B KpalHa
CMeTKa MOXe [1a AoBe[e [0 TRaHCMaHTauus Ha 6bopek 1
yepeH Apob (40).

Optodocdar

OpTodocdaT, B KOMOMHALMA C MUPUAOKCUH, Ce W3-
Non3Ba epeKTVBHO NPU JIeUEHNETO Ha MbPBUYHA XMMEePO-
kcanypus. QocdaTsT yenmdasa nupodocdara B yprHaTta
1 ce KoMMneKkcmpa C Kanuus, Kato Mo TO31 HaumMH Hamans-
Ba HMBOTO Ha Kanuua B ypWUHaTa, AOKATO MUPUAOKCUHBT
HamasnABa eKCKpeLmMaTa Ha OKCanaT B ypuHaTta. Tepanvis-
Ta ¢ docdaTi He TPAOBa Aa Ce M3MoM3Ba NPy NaLneHTH C
XPOHMYHO O6bOpPeUHo 3abonsaBaHe (41).

MarHesun

M3non3eat ce gobaskm C marHesuin nog dopmata Ha
MarHesreB XMOPOKCWA W MarHesveB okcua. MarHe3mart
MOMe [a Ce KOMIM/IeKCMPa C OKCanaT B YPeBHNA TPaKT, KaTo
HaMasnsaBa HMBOTO Ha HaNMYHKA CBOOOAEH OKCanaT U npe-
HaCKLLAHeTO Ha Kanumes OKcanat B ypuHata. Ton He Biv-
A€ NPAKO BbPXy NMOBULIEHOTO eH0reHHO NPOn3BOACTBO
Ha okcanat (42, 43)]. koraTo ce 13Mnon3Ba B KOMbMHaLMA C
NYPWOOKCKH, Ce HabnoaaBa 3HaUMTeNHO HamanABaHe Ha
HVBAaTa Ha OKcanaT B ypu1HaTa.

YBennuaBaHe Ha o6ema Ha YPVHaTa
YBenuyaBaHeTo Ha obema Ha YpWHaTa € OT CbllecTBe-
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HO 3HaueHKe. OnTrmaneH 24-yacos obem Ha ypuHata e 3-4
n. fTonamaTa anypesa nofobpsaBa NocneanLnTe OT TEXKaTa
XMMNepOoKCanypus. YBENMYaBaHETO Ha obeMa Ha ypurHaTa
OOMKHOBEHO M3MCKBA MHOTOKPATHW HOLLIHM NMPEeKbCBaHWA
Ha CbHA 33 JOMbAHUTENIHA KOHCYMaUVs Ha Boda. [loka-
3aHO €, Ye TWasnanTe HaManABaT [JOHAKbEe eKCKpeLmaTa
Ha OKCanaTtV B ypMHaTa, BEPOATHO UYpe3 HamassABaHe Ha
UpEeBHWA OKCanaTteH TPaHCMoPT.  Apyrv daktopw, KOUTO
MoraT [la JONpUHEeCaT 3a 00pa3yBaHeTO Ha KaMbHM, KaTo
UMTPAT M NMKOYHA K1CeNVHa B ypUHaTa, TPAbBa f1a ObaaT
ONTUMM3UPAHN.

MukosamnHornukaHm (neHTocaH nonucyndar)

[l06aBAHETO Ha MMMKO3aMMHOMMKAHN MOXe [fa Mo-
MOTHe 3a HaManABaHe Ha KpuCTanv3aumATa Ha Kanuves
OKCanat 1 0bpa3yBaHETO Ha KaMbHM Ype3 HamanABaHe Ha
arperaymaTa Ha kpuctanute. OCBEH TOBa MOXe Aa HaManv
UPEBHNA TPAHCMOPT Ha OKCaNaTi 1 OTAENAHETO Ha OKCa-
natv C ypuHarta (44).

AreHtn 3a PHK nnrepdepeHumns

AMepyiKaHCKaTa aAMUHUCTPALMA MO XPaHWTe U Nekap-
cTBaTa (FDA) e ogobpuna cnegHuTe areHTr 3a PHK nHTep-
depeHLA 3a NedeHne Ha MbPBKYHA XMNEPOKCANypUs TN
1. - Nedosiran (Rivfloza) - Lumasiran (Oxlumo). Kato kbm
MoMmeHTa camo Oxlumo e ofobpeH B EBpona.

Nedosiran e nokasaH 3a MOHWKaBaHe Ha HMBaTa Ha
OKCanatuTe B ypyWHaTa Npu NaumeHTV Ha Bb3pacT 9 rofnHu
¥ MoBeYe C MbpBUYHA XMNepOoKcanypus TWM 1, KOUTO UMaT
OTHOCKTENHO 3anaseHa 6bbpeuHa GyHKumA. Nedosiran e
[IBOVIHOBEPWIKHA MasKa MHTepdepyrpallia pybOoHYKIeMHO-
Ba KucennHa (SIRNA), KOHIOrMpaHa C aMrMHO3axapHu oCTa-
Thum GalNAc. Cnen npwnaraHe, GalNAcC-KoHiorpaHuTe
3axapw Ce CBbP3BAT C a3ManorvMKoNpoTeNHOBUTE peLien-
Topn (ASGPR), 3a na gocTtaBAT nedosiran fo xenaTouuT-
Te. Cnef TOBa TOW HamansaBa HMBaTa Ha YepHoapobHaTa
naktataexvaporeHasa (LDH) upe3 pasrpaxgaHe Ha LDH
MecnHpkbP PHK (MRNA) B xenatoumTtute NOCPeaCTBOM
PHK nHtepdepeHuma. FDA e opobpuna nedosiran npes
okToMBPK 2023 T. Bb3 OCHOBA Ha NpoyyBaHeTo PHYOX 2 o1
dasa 2 1 MeXAVNHHUTE AaHHW OT TeKyLIOTO NPOYyYBaHe 3a
pa3lWwypsBaHe Ha ¢asa 3 PHYOX 3. (45).

Lumasiran e nokasaH 3a MOHWXaBaHe Ha HvBaTa Ha
OKCanatute B ypuvHata Npvi NeauaTpuyHn U Bb3PacTHW
nauneHTV C MbpBMYHAa XMnepokcanypma Tun 1. Lumasiran
e areHT 3a PHK nHTepdepeHuma (PHKK), KoinTo e HacoueH
KbM XMOPOKCMKMCeNHHaTa okcmaasa (HAOT), kosaTo cnen
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TOBa HamanABa HMBATa Ha €H3VMa MMKOMAT OKCMOa3a
(GO). HamanerwTe HMBa Ha GO HamanABaT KOMMYECTBOTO
Ha HalIMYHKA MIVOKCNAT, CybCTPaT 3a NPOM3BOACTBOTO Ha
oKcanart (46). FDA oaobpsaga nymacnpaH npes 2020 r. Bb3
OCHOBa Ha npoyusaHnATa ILLUMINATE-A n ILLUMINATE-B.

NHTeH3MBHa guanusa

MW NauMeHTX C MbPBUYHA XMNEPOKCANYPUIA U 3HaUN-
TenHa 6bOpeYHa HefOCTaTbYHOCT € HEOOXOAMMA UHTEH-
3VIBHa [11Manw3a, 3a fla ce CBefle 10 MUHKUMYM CePYMHOTO
HMBO Ha OKCanaT W Aa Ce HaMasAT TenecHWTe 3anacu ot
okcanat. CTaHAapTHUAT PeXMM Ha Auanisa npu 0bUKHO-
BEHa ypemuna He e aflekBaTeH 33 OTCTPaHABaHe Ha [0C-
TaTbUHO OKCasaT, 3a Aa ce NpefoTepat obpasyBaHeTo
Ha KaMbHWU UAX APYTU CUCTEMHN edeKTU Ha OKcanosaTta
NpY TEXKM XMNEPOKCANYPUUHM CbCTOAHWS, CBbP3aHN C
6bOpeyUHa HeaOCTaTbYHOCT. Heobxoanmn ca exxeHeBHN
CEaHCM Ha xemoamanisa C NMPOABIIKUTENTHOCT 6-8 Yaca
Ha [1eH, KOETO € 3HAUUTENHO NoBeYe [11Man3a, OTKONKOTO
e HeobxoAMMa Ha TUMNYHWA NAUMEHT C TEPMMHAEH CTa-
AN Ha ObbOpeuHo 3abonasaHe(47). OTCTPaHABAHETO Ha
HaTVBHWUTE O6bOpeLn YecTo Ce NPeropbYBa Mo Bpeme Ha
6bOPeyUHa TpaHCMNaHTaLUWs, Thil KaTo ChlUMUTe 4eCTo UMmaT
3HAUUTENHN YBPEXAAHWUA U OCTaTbUHM KaMbHY, KOETO M
MpaBy 0CODEHO NOAaT/IMBI Ha NOBTAPALLM Ce MHEKLMM
1 06CTPYKLMA.

XupypruyHo neuyeHue

XUpyprmyHuTe MHTEPBEHUMK, KOUTO MoraT Aa 6baat
MoKa3saHw, BKIIKOYBAT NUTOTPUNCKUA 1 ObOpEeYHO-UYEePHO-
pobHa TpaHCnNaHTauuA.  MpUHUMNUTE Ha XUPYPrUYHO
neyeHmne Npu NaUMEHTV C KaMbHK, KOUTO MMAT 1 XMNepo-
KCanypus, He ce pa3nnyasaT oT NPUHLMNAUTE Ha NeveHue
npu Apyrv NaumeHTV ¢ yponutiasa. [Mpv Te3n naumeHTm
ce 0bpa3yBaT KanuyeBo-OKCaNnaTHN KaMbHW, KOUTO MoraT
Aa 6baaT MOHOXMAPATHY UKW AVXUAPATHA MO NpUpofa.
Kanuueso-okcanaTHuTe MOHOXMAPATHWU KaMbHM Ca eavH
OT Hal-TPyAHMTE BUAOBE KaMbHW 3a dparmeHTVipaHe C
HaCTOAWMTE METOAM Ha IMTOTPUNCKS N MOXe Aa M3NC-
KBAT MHOTOKPATHO fleyeHre B 3aBMCYMOCT OT pa3mMepa 1
MECTOMONOXKEHWETO. EKCTPaKopropanHata IMToTpUncns
C YAAPHM BBHM MOXe Aa Ce M3MO0M3Ba 3a SleueHre Ha
6BOPEYHN 1 ypeTepanHN KaMbHW. VIHTpakopropanHata
NITOTPUMNCUA, M3NON3BALLA ENEKTPOXMAPABINYHY, NHEB-
MaTUYHV, YNTPA3BYKOBM UM XONMMEBM la3epHW MeToau,
MOXe fla Obie yCrelwHa npw feyeHneTo Ha ypeTepanHim
1 ronemvt 6bOPeYHN KaMbHW. B Te3u criyyan e Heobxoavm

M. Cantupos, K. [MeTkosa, L. NeTkos « PeTporpagH...

YPETEPOCKONCKN NN MePKyTaHeH 4OCTbI.

Bb6peuHo-uepHOApPOGHa TpaHCcNNaHTaUMA

Moy mnaay NauneHTV C MbPBUYHA XMMEepOoKCanypus
MOXe [a Ce pasBMe XPOHMYHO OBbOpPEeYHO 3abonsABaHe
BCNeAcTBMe Ha HedpokanumHosa. Camo ObOpevuHaTa
TpaHCNnaHTauvs e CBbp3aHa C peunanBmpallo obpasy-
BaHe Ha KaMbHW, KOETO Ce Ob/KW Ha NepCUCTMpaHeTo
Ha aOHOPMHWA TNMOKCKNIATEH MeTabonnM3bM B UepHUS
Apob. MNopaay Toa e HeobxoarMa KOMOVHMPaHa 6bopey-
HO-YepHOAPOOHa TpaHCMNaHTaLMA, KoATO TpsabBa fa ce
M3BBPLWY Bb3MOXKHO Halt-paHo, 3a ia Ce NOCTUTHe 13nekKy-
BaHe. [lpu noobpaHn NaLMeHTV paHHaTa YepHOAPOOHa
TpaHCMMaHTaumMa Npeam Pas3BUMTUETO Ha ABHa ObbOpeyHa
HeOCTaTbYHOCT MOXe [da 3amasn HaTuBHUTe Obbpeun,
KaTo MO TO3W HauMH ce n3berHe TPaHCMIaHTaUWATa Ha
6BOpek (30). Mo NpUHUKMN TpaHCNNaHTaumsa ce obMncns,
KOraTo CKOPOCTTa Ha rnomepynHa ¢untpauma (GFR) cnaa-
He nog 25 ml/min/1,73 m? ¥, Camo TpaHcnnaHTauvsTa Ha
6BOpPEK e HeOCTaTbuHa, Thil KaTo He Ce Kopuripa yep-
HOAPOOHMAT AedeKT, MPUUMHABALL XMNEPOKCaNypus.
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ABSTRACT

06e31TeTHT € NaHAeMIA, KOATO MPOAbIKABA 1A (e Pa3npocTpaHABa B Kpauka
C Pa3BUTMETO HA MoAepHMA BAT. DapMaLieBTMUHATA Tepanua HeMpeKbCHaTo
ce ONTMMM3IAPA C LieN Aa NOMOTHE Ha Ta3u rpyna NaLeHTH Aa NOCTUrHAT 3Ha-
YUTENHU U TOCTOAHHIA PE3YNTaTH B PeAYKLMATA HA TErNo, HO YecTo Ce 0Ka3ga
HeZloCTaTbyHa 3a 36poeHuTe Lenu. XupypruaTa 3a HamanABaHeTo Ha
TErN0TO, OLL{e HapWYaHa GapuaTpUuHa XUPYPrua, € ONLMA 33 NEYeHIe Ha 3aTbC-
TABAHETO OLLe 0T 50-Te roANHM Ha MUHANKA BeK. Mpe3 AbArata cn UCTopus, T
€BOJIHOMPA OT ONEPATUBHIA HTEPBEHLMN € BUCOK MOPOUANTET 1 CMBPTHOCT, KbM
TakaBa C MOXBA/HO BIUCOKA 6€30MacHOCT, BbPEKI BUCOKO-PUCKOBATA Fpyna Ha
MaLNEHTUTe, NPEMUHABALLIM NPe3 Te3) FracTPO-UHTECTUHANHY NpoLeaypy.

ToBa M3N0XKeHue BKKUBA UCTOPUUECKY NPErNes] Ha BULOBETE XUPYPruUHIA Tex-
HUKIA, 00CHK/A HEOOXOAUMOCTTA OT MAACTYHA XUPYPrUs Cefy apuaTpuuHa
WHTEPBEHLWA W NPE/CTABA KNMHUYEH Cyuail Ha NALMEHT OT HaLaTa KNMHUYHA
NPaKTIAKa, MPU KOTOTO (a OCHLUECTBEHY U ABETE.

Kniouosu gymu: MeTabonutHa 6apuatpuuHa xupyprus, 06e3uTeT, 3axapeH aua-
6eT TUn 2, MeTabonuTeH CUHAPOM, NNACTUYHA XUPYPrUA.

BbBEAEHNE

Mpe3 peceTuneTusTa bapuaTpuuHaTta XUpyprua ae-
MOHCTPMPa YyCrnewHa 1 CTabwuiHa peaykuma Ha Terno
Npv NauveHTW, NOANOXKeHW Ha Te3u npouenypu (1). B
AOMbIIHEHWE, MONOKUTENHOTO 1 BAUAHME BbPXY PeanLa
MeTaboNMTHY 3a00NABaHMA KaTo 3axapeH guabet Tun 2,
XUNepaMnuaeMMATa 1 T.H. B CTENEH, HE3aBUCKIMa OT pefly-
KUMATa Ha Terno, laBa OCHOBaHKe 3a No-fobpa gedpuHmn-
LV [1a Ce BbBefle TEPMUHBT MeTabonunTHa bapuaTpryuHa
xnpyprua (MbX). MbX Bce ole ce npunara npy No-Tecex

31

Obesity is a pandemic that continues to spread as the world continues to
modernize. Medical therapy is frequently utilized to help obese patients
with weight reduction but is often insufficient for achieving meaningful and
sustainable results.

Weight loss surgery, also referred to as bariatric surgery, has been an option for
treatment since the 1950's. Throughout its long history, it has evolved from an era
of high morbidity and mortality to one of laudable safety despite the high-risk
nature of the patients undergoing these major gastrointestinal procedures.

This article includes a history review of the different types of surgical techniques,
discusses the need for plastic surgery after bariatric interventions and introduces
a clinical case from our practice, in which the two procedures were applied.

CNeKTbP OT MaUMeHT, MOKPUBALLM CTPOTU KpUTEpUM
(2,3), HO ce pokasBa KaTo Hal-edeKTVBHATa MHTepBeH-
UV 3a MOACKTYPABAHE Ha 3HauMTeNHa 3aryba Ha Terno u
NoAaobpeHVE Ha CBBbP3aHUTE C Hest KOMOPOUAHOCTY (4,5).
MBX ce e pa3Buia 3HAUUTENHO Clef Cb3[laBaHETO 1 Npe3
1952r. ¢ mbpBaTa ThbHKOUPEBHA pe3eKLma C aHaCTOMO3a
(6). KbM OHelwHa AaTa e Han-ycnewHaTa TepaneBTMyHa
onuma 3a bopbaTa CbC 3aTNBCTABAHETO 1 CBbP3aHNTE C
Hero 3abonsagaHua (4,5,7,8) 1 e NpeTbpnana ApamMaTnyHO
HapacTBaHe B 6p0OsA Ha NpoBefeHUTe NpoLieypu - OT OK.



