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OPUI'MHAJIHU CTATHUH ORIGINAL ARTICLES

CPABHUTEJIEH AHAJIN3 HA TEPAIIEBTUYHATA E®OUKACHOCT
N PABXOZAHATA EPEKTUBHOCT HA PEKOMBUMHAHTHHUTE
MHCY/IMHOBU AHAJIO3HU 3A JIEYEHUE HA 3AXAPEH AUABET

T. Bekos, /. llanosa, M. /Ipazavosa, M. Baaxoea
MeduyuHcku yHugepcumem - IlaegeH

A COMPARATIVE ANALYSIS OF THE THERAPEUTIC EFFICIENCY
AND COST-EFFECTIVENESS OF RECOMBINANT INSULIN ANALOGUES
FOR THE TREATMENT OF DIABETES MELLITUS

T. Vekov, D. Tsanova, M. Draganova, M. Vlahova
Medical University — Pleven

Pe3tome. [IpedcmaseHo e modesupaHe Ha daHHU 3a 6sdewu 30pagHuU no/3u U pasxodu cjied Kpasl Ha KAu-
HUYHUMeE U3NUMEAHUs Ype3 cmoxacmuyeH MukpocumyaayuoHeH modesa ECHO-T2DM. B modenaa ca 8kaw-
YeHU 8CUYKU 8B3MOMCHU 30pA8HU CoCMOSIHUSL, 0mpassieawju xoda HA 3a60/58aHemo, U ca hpedsudeHu
8CUYKU 8epOSIMHOCMU 3a hpexod om edHO 30pasHO CbCMosiHue 8 dpyeo. Bxodsiwjume daHHu 6 modesaa ca
6a3upaHu HA MepanesmMu4HUME pe3yamamu, pesucmpupadu 8 nem MHO20YeHMposuU, PAHOOMUSUPAHU,
KOHMPOAUPAHU, OMKPUMU KAUHUYHU U3NUMBAHUS, C npodaaxcumeanocm 26 u 52 cedmuyu, skar4eawju
obwo 2408 nayueumu csc 3axapeH duabem (DM) (548 nayuenmu ¢ T1IDM u 1860 nayueumu c T2DM).
ITepeuuHama kpaliHa MOYKA 88 8CUYKU KJAUHUYHU U3NUMBAHUS e cpedHama NpoMsiHAd HA HUBOMO HA
2/UKUPaHust xemoe106uH (HbA1c). BmopuuHume KpaiiHu mo4ku 8K/11048am n/aa3meHa 2/10K03d HaA 2/140HO
u nocmnpaHoua/Ha nJaasmeHa 2/410Ko3d. Bpemegusim xopu3zoHm Ha modeaa e do xueom. Pasxodume u
noszume ca duckoHmupauu ¢ 3,5% zoduwHo. H36paHama nepcnekmusa e 21edHama mo4ka Ha mpemama
cmpaHa niaamey. ModeaupaHemo e u38spuwieHO ¢ nomowma Ha cogmyeped npodykm TreeAgePro
Healthcare. IIposedenu ca aHaau3 CEA u koceeHo cpasHeHue, 6a3UupaHo Ha Mpexcoe MemaaHaaus. Hauuc-
JIeHO e UHKPeMeHMAa/AHOMo Cs0MmHoWeHue Ha 0oONsAHUMeAHU pa3xodu u donsAHUMeHU 30pasHuU NoA3uU
Ha u3caedsaHume peKOMOUHAHMHU UHCYAUHOBU AHA/03U. 3d OYeHsi8aHe HA HecuzypHOCmmad ca u3no/as-
8aHU demepMUHUCMUYEH U 8ePOSIMHOCMEH AHA/AU3 HA YygcmeumeaHocmma. Bs3 ocHoea Ha aHaau3a u
u320meeHusl Modes1 M02am 0a ce Hanpassim u3godume, ye 8 2pynama Ha peKoOMOUHAHMHUMeE UHCYAUHOBU
aHaso3u insulin degludec/insulin aspart domunupa insulin glargine u insulin detemir 8 komb6uHayus c
insulin aspart ¢ nodo6peHa mepanesmuy4Ha u pasxodHa egpekmusrocm. Insulin degludec/insulin aspart u
insulin glargine ca pasxodHo ehekmusHu mepanuu 6 cpasHeHue c 6ugasHus insulin aspart 30, 3auyomo
CBOMHOWEHUEemo Ha donsAHUMEAHUME pasxodu U donsAHUMeAHUMe 30pAsHU NOA3U UMA CMOUHocm, Ko-
smo e 3HaYUMe/IHo N0 npaza 3a pa3xodHa egpekmusHocm. Insulin detemir @ kombuHayus c insulin aspart
He e pa3xodHo edpekmueHa mepanusl 8 cpasHeHue ¢ insulin glargine, esnpeku demoHcmpupaHama nodoo6-
peHa mepanesmuyHa egpukacHocm, nopadu mespde 8UCOKAMA YeHa 3a 200UWHA MePanusi.

Kawuosu dymu: 3axapeH duabem/seyeHue, peKOMOUHAHMHU UHCY/AUHOBU AHA/103U/mepanesmuyHa epu-
KacHocm, ehekmusHocm Ha pasxodume

Abstract. Modelling of data on future health benefits and costs after the end of clinical trials ECHO-T2DM
using the stochastic microsimulation model is presented. The model included all possible health conditions,
reflecting the course of the disease, and provides all the probabilities of transition from one health condition
to another. Input data in the model are based on therapeutic results recorded in five multicentre,
randomized, controlled, open-label clinical trials, lasting 26 and 52 weeks, including a total of 2408 patients
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with diabetes mellitus (DM) (548 patients with T1DM and 1860 patients with T2DM). The primary endpoint
in all clinical trials was the mean change in the glycated haemoglobin (HbAlc) level. Secondary endpoints
included fasting plasma glucose and postprandial plasma glucose. The time horizon of the model was
lifetime. Costs and benefits are discounted whit 3.5% per annum. The chosen perspective was the point of
view of the payer. The modelling was performed using the TreeAgePro Healthcare software product. CEA
analysis and indirect comparison based on network meta-analysis were performed. The incremental ratio of
additional costs and additional health benefits of the studied recombinant insulin analogues was calculated.
Deterministic and probabilistic sensitivity analyses were used to assess uncertainty. Based on the analysis
and the prepared model, it can be concluded that the group of recombinant insulin analogues insulin
degludec/insulin aspart is dominated by insulin glargine and insulin detemir in combination with insulin
aspart with improved therapeutic and cost-effectiveness. Insulin degludec/insulin aspart and insulin
glargine are cost-effective therapies compared to biphasic insulin aspart 30 because the cost-benefit ratio
has a value that is significantly below the cost-effectiveness threshold. Insulin detemir in combination with
insulin aspart is not a cost-effective therapy compared to insulin glargine despite the demonstrated
improved therapeutic efficacy due to the high cost of annual therapy.

Key words: diabetes mellitus, treatment, recombinant insulin analogues, therapeutic efficacy, cost-

effectiveness

BBBEJIEHUE

3axapHuUAT AuabeT e MeTaboJUTHO 3a60Jis-
BaHe, KOETO Ce XapaKTepusupa C XUINeprjuKe-
MU B pe3yJITaT OT HapylLleHue B MHCYJIMHOBaTa
cekpelusi, B WHCYJMHOBOTO J[AeHCTBHE WUJIH B
JIBETE 3ae/IHO.

3a60JisIBAHETO € XPOHUYHO U Ce HYX/Jae OT
HeNnpeK'bCHATH 3/IpaBHU I'PUKU U MOTHBHUPAHO-
TO y4acTHe Ha MalMeHTUTe, 3a Ja ce NMpPesoTB-
paTAT OCTPUTE YCIOXKHEHUS U Jla ce HaMasu
PUCKBT OT J'bJTOCPOUHUTE yCI0KHEeHU [1].

3axapHuaT guaber THn 2 (type 2 diabetes
mellitus, T2DM) npeacrasasiea 90% ot 3a6014-
€MOCTTa OT AuabeT, KaTo 6GposIT Ha NalMeHTUTe
HapacTBa J[paMaTUIHO B CBeTOBeH Mailab. 3a6o-
JIIBAHETO 3aM04Ba C UHCYJIMHOBA PE3UCTEHTHOCT
Y C HETOBOTO HaNpeJBaHe MOXe /a Ce pa3BHUsAT U
HapylIeHUs1 B UHCYJIMHOBATa ceKkpenus [2].

Haii-yectaTa npu4yMHa 3a nosiBa Ha 3a60Jis-
BaHETO € KOMOWHAIUs OT MOBUIIEHO TeJEeCHO
TErJ0 U HeAOCTaTb4YHO (PU3UYECKH yHparKHe-
HUS.

B Bbarapus npepanosiaraeMysT o6iy 6poi
Ha MaIMEHTUTE ChC 3axapeH aAuabet npes 2016
r. e okoJsio 600 xua. yoBeka (9,8% ot HaceJie-
HUeTO Haj 18-rojuiiHa Bb3pacT), KaTo Npuob-
nusutenHo 430 xu. nauueHTH (75%) ca ¢ au-
arHOCTULOMpaHO 3aboJsisiBaHe. AHaJU3BT Ha
JIMHAMHKaTa B Pa3npoCTpaHeHHWeTOo Ha 3abo-
JIIBAHETO B HallaTa CTpaHa MoKas3Ba HapacT-
BaHe 0T 5,09% npe3 2010 r. 1o 7,1% npe3 2016
r. CjiefjoBaTe/IHO CPeJHOTOJUINIHUAT OGpol Ha

JUArHoCTULIMpPAHUTeE MalMeHTH HapacTBa c 25
XUWJI. YOBeKa [4].

[Ipe3 2019 r. oyakBaHUAT GPOU AUATHOCTHU-
[[MpaHU MalnueHTH ¢ Auadet e 519 000, ciemo-
BaTeJIHO peructpupaHara 6osiecTHOCT e 7,3%
OT ofllaTa MHOomyJalusi, a CpeJHOroAUIIHATA
3a6osagemoct e 0,32%.

HasnyHuTe enujieMUMOJIOTUYHU JAaHHU 000-
CHOBABAT COLlMaJIHATa 3HAYUMOCT Ha 3ab0J1sBa-
HETO U HENpPeKbCHATO yBeJH4YaBalldTe ce my6-
JIMYHU Pa3X0/HU 3a JJe4YeHUEeTO My.

CbBpeMeHHOTO JiedueHWe Ha T2DM BkJOoUBa
IpUJoKEHUETO Ha 6uMda3sHU peKOMOUHAHTHHU
MHCYJMHOBU aHaJso3u kaTo insulin degludec
(IDeg)/insulin aspart (IAsp), insulin glargine
(IGla), 6udaszen insulin aspart 30 (BIAsp 30) u
insulin detemir (IDet)/insulin aspart (IAsp).

IDeg/IAsp ce cBBp3BaT crnenudPUIHO C pe-
LelnTopa Ha YOBEIIKUS HUHCYJUH U BOAAT [0
cbuiuTe ¢$apMaKoJOrMYHU epeKTH KaTo 4Ho-
BEIIKHUS HUHCYJUH. [loHWXaBaloTO KpbBHATA
3axap [JeHCTBHe Ha MHCYJMHA ce JbJDKU Ha
yJECHEHOTO HaBJIM3aHe Ha [JII0KO3aTa B MYycC-
KYJIHUTE U MaCTHUTE KJIETKHU CJieJl CBbP3BaHETO
Ha MHCYJIMHA C peLleNTOPUTE HA Te3U KJIETKHU U
e/JHOBPEMEHHOTO NMOTHCKaHe Ha OCBOOOXK/JaBa-
HEeTO Ha IJII0K03a OT YepHHUs Apob. Papmakoau-
HaMU4HUAT edekT Ha [Deg/IAsp e oTueT/UBO
pasjiesieH 3a ABaTa KOMIIOHEHTA U MNOJYYEeHUAT
npodus Ha [JelcTBUe OTpassiBa OTJEeJHUTE
KOMIIOHEHTH - Gbp3ojeicTBamusa [Asp u 6aB-
HoJleficTBaIus 6a3aseH koMnoHeHT [Deg. 1Asp
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“Ma O6'bp30 HadaJIHO JeMCTBUE, KOETO 3alo4yBa
CKOpO cJie/l alJIMKalUsTa, OCUTYPSBAalKU TOK-
pUBaHe Ha BpeMeTO 3a XpaHeHe, a 6a3aJHUSAT
koMmnoHeHT IDeg uMa paBHOMepeH U CcTabuWJieH
npodus Ha JAeHCTBUE, OCUTYpSBAIl HENpPeKbC-
HaTO NMOKPUBAHE Ha HYX/JUTe OT 6a3ajieH UHCY-
JUH. [[pob/KUTETHOCTTA HA JIECTBYE Ha efiu-
HU4Ha J103a [Deg/IAsp e moBeue oT 24 yaca [5].

BIAsp 30 e 6udazeH HUHCYJHUH, KOUTO Cb-
Abpxa 30% pasTBopuM IAsp, ¢ 6bp30 Hauaso
Ha JelCTBUe, M03BOJISIBALL0 MPUEM MO-OJIU3BK
J10 XpaHeHeTO B CpaBHEHUE C PAa3TBOPUMHUS 4O-
BellKU HUHCYyJuH. KpucranHara ¢pakuus lAsp
(70%) ce cbCTOM OT IPOTAaMUH-KPUCTATU3UPAH
[Asp, koiiTo UMa npoduJ HA AelCTBUE, TOJ006eH
Ha To34 Ha yoBeuikusi NPH uHcyiuH [6].

IGla e aHasior Ha YOBEIIKUS UHCYJUH, C HUC-
Ka pa3sTBOPUMOCT npu HeyTpasHo pH ~ 7,0. B
kucesa cpena pH ~ 4,0 1Gla e Han'b/IHO pa3TBoO-
pum. CieJ MHXXKEKTHpaHe B MOJKOXXHATA ThbKaH
KUCEJIMHHUSAT pa3TBOP Ce HEYTpaau3upa, KOeTo
BOJIM /10 06pa3yBaHeTO Ha MPEeLUIUTAT, OT KO-
TO TNOCTOSIHHO Ce O0CBOGO0X/JAaBaT MaJIKU KOJIU-
yectBa [Gla [7].

[Det e pa3TBOPUM HHCYJMHOB aHaJOT C
yAb/KeH epeKT, U3M0JI3BaH KaTo 6asajieH UH-
cynuH. [lpogbpmkuTenHoTo AectBre Ha IDet ce
OCBIIECTBSIBA OT CUJHOTO CBBbP3BaHE Ha MoJie-
KysauTe Ha [IDet momexay UM B MACTOTO Ha UH-
’KeKTHUPaHe U CBbP3BAHETO MY C aJIyMHHA Ype3
CTpaHMYHa Bepura MacTHa kucesuHa. [Det goc-
TUra [0 nepudepHUTe NpHULESTHU TbKaHU IO-
6aBHO B cpaBHeHue ¢ NPH uncyuH [8].

B pe3yaTaT Ha yBeJUYEHUTE Bb3MOXKHOCTHU
3a TepaneBTHYeH U360p 3a JieyeHUe Ha Bb3pac-
THU NanueHTH ¢ T2DM e He06XOAUMO JOCTBII-
HUTE aJTepHAaTUBHU 3[paBHU TEXHOJIOTHH, Oa-
3MpaHM Ha PeKOMOMHAHTHU UHCYJIMHOBU aHa-
JI03H, Zia 6'b/1aT OLEHEHHU OT IJIe[jHa TOYKa KaKTO
Ha CpaBHUTeJIHATa TepalneBTH4YHA ePUKACHOCT
M 6e30MacHOCT, Taka U Ha ePeKTHBHOCTTA Ha
pasxojuTe. 3a 1eJTa € NPUJI0KHUMA OLleHKa Ha
3/lpaBHHTE TEXHOJIOTUM OT THUNa pasxoj/
edexTHuBHOCT (cost-effectiveness analysis, CEA).

MKOHOMUYECKUSAT aHa/M3 Ha JIeKapCTBEHHU-
Te Tepanuu ce XapaKTepusupa C JjBe OCHOBHHU
pesd. [I'bpBO, TOU ce 3aHMMaBa KaKTO C pecyp-
CUTe, BJIOXKEHHU B [laJieHa Tepalnus, Taka U C pe-
3yJATaTUTE OT Hesd. ToBa ca Ba)XKHU MOKa3aTeJHy,

3all[0TO U MAllMeHTUTE, U IJIATLUTE Ce CTPEMST
KbM [POTHO3UPYEMOCT W SICHOTA OTHOCHO
O4YaKBaHUTe 3JApaBHU pe3yataTtu. OT apyra
CTpaHa, J0pH Jia ca SICHU 3[ipaBHUTE pe3yJITaTH,
IJIaTeI'bT BUHATW Kejae Ja 3Hae MpeJBapu-
TeJIHO KakKBa IleHa TpsibBa JAa IJaTH 3a Te3H
pesyataty. M B BaTa cay4yass UMeHHO NpeLeHs-
BaHETO Ha ChbOTHOIIEHUETO MEX/1y Pa3XxOJAUTe U
3/IpaBHUTeE M0JI3W OT JieKapCTBeHaTa Tepanus e
TOBa, KOETO MO03BOJISIBA /la Ce B3eEMe pelleHUe.
BTOpo, MKOHOMHUYECKHUST aHAJNNU3 Ce 3aHUMAaBa C
nsb6opa. OCK'bAHOCTTA HA 3[[paBHUTE PECYypPCU U
HEB'b3MOXXHOCTTA /la Ce PeUMOypcUpaT BCUYKHU
ChILECTBYBAILH JIEKAPCTBEHU TEPANUU 33 BCUY-
KU MallMeHTH HaJjlaraT HeoO6XOJAHUMOCTTa OT U3-
BbpIIIBAHE Ha H3060p Ha TepaneBTHYHO II0-
epukacHaTa U pa3xoJHO Mo-epeKTHBHATA Te-
panusi.

CyiegoBaTe/THO OOIIONPUETUAT METOM0JI0-
rHYeH MOAX0J e JAa ObJaT UAeHTUPUIUPAHU,
U3MepeHH, OlleHEHH U CpaBHEHH CbHOTHOIIEHU-
dTa Ha pasxXoJIUTe W 3J]paBHUTe I0JI3U HAa aHa-
JIU3UPAHUTE PEKOMOUHAHTHU  UHCYJHUHOBU
aHaJIo3M 3a JieyeHHe Ha nanueHTH ¢ T2DM.

LEJI HA U3CJIEABAHETO

LlenTa Ha u3c/jaeiBaHETO € Jla Ce MOJleJUpaT
JIOKQJIHU JaHHU 33 PasxXxoJyd U 3/IpaBHU IOJI3U
Ha aJTepHAaTHBHUTE Tepanuu 3a JedyeHUe Ha
3axapeH JuabeT U JAa Ce U3BBPLIU KOCBEHO
CpaBHeHUEe, 6a3MpPaHO HA MPEXKOB MeTaaHaJIU3.
JlaHHUTE OT MOAO06HO CpaBHEHHE Ca BAXKHH, 3a-
II0TO JIUIICBAT Hay4YHU JAHHU OT PaH/AOMHU3U-
paHU KJIMHWYHU U3MUTBAHUS, B KOUTO aTep-
HAaTHBHUTE PEKOMOWHAHTHHU WHCYJMHOBH aHa-
JIO3U [Jla ca NPsSIKO CpaBHSIBAaHU B UHTEPBEHIHUO-
Ha/lHaTa ¥ KOHTpPOJIHATa I'pymna U Jla ca aHaJld-
3UpaHu KpaWHU 3ApaBHU pe3yJTaTh KaTo
yAbKeHa NpPOAB/KUTENHOCT Ha KUBOTA C
06po KadyecTBO Ha *KUBOT (quality-adjusted life
years, QALY) BMecTo cyporaTHH pe3yJITaTH Ka-
TO HUBA Ha IVJIMKUPaH XeMOIJIOOHUH U MJ1a3MeHa
rJIF0KO03a.

BxopsAmuTe JaHHU B MO/JeJia Ca U3MEPEHU U
OlleHEeHU KJIMHWYHU KpalHU TOYKHU B PaHJOMU-
3UPAaHUTE MHOTOLIEHTPOBU KJWHWUYHU H3MHUT-
Banusg BOOST:TM [9], BOOST:JAPAN [10],
BOOST:INTENSIFY PREMIX [11], BOOST:INTEN-
SIFY ALL [12], BOOST:T1 [13].
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KocBeHOTO cpaBHeHUMe e Bb3MOXHO MOPaAu
HaJIMYMeTo Ha o6lla TepaneBTUYHA aJTepHATH-
Ba B MHTepBEHIMOHA/JHATA Irpyna Ha U3NUTBA-
HusTa (IDeg/1Asp).

MATEPUAJI U METOJH

M3BbplilBa ce MoJieIMpaHe Ha JaHHU 3a Ob-
Jlellll 3[J[paBHU MOJI3U U Pa3X0Au cJieJ Kpas Ha
KJIMHUYHUTE U3NUTBAHUS 4Ype3 CTOXaCTUYeH
MUKpocuMmysanuoHen wmogen ECHO-T2DM. B
Mo/ieJia Cca BKJIIOYEHU BCUYKH BB3MOXKHU 3/]paB-
HU CbCTOSIHMS, OTpassiBallld XoJa Ha 3a6o0JisiBa-
HETO, U ca NpeJBUJIEHU BCUUKU BEPOSITHOCTH 3a
Mpexo/, OT eJHO 3[JpaBHO CbCTOSTHUE B APYTO.

BxoasmuTe JaHHU B Mojesa ca 6Ga3vpaHu
Ha TepaneBTUYHHUTE pe3yJTaTH, peTUCTPUPaAHU
B IIeT MHOTOLIEHTPOBH, PaHJOMU3UPAHU, KOHT-
pOJIMpaHH, OTKPUTH KJIWHWYHHU WU3NMUTBAaHMUSA, C
NPOABKATENHOCT 26 U 52 ceAMUIIM, BKJIOY-
Bauu o610 2408 nanuenTtu ¢ DM (548 nanueH-
T ¢ T1DM u 1860 nanuenTtu ¢ T2DM).

CpaBHenu ca IDeg/IAsp, npu/ioKeH BeAHBXK
nHeBHo, mioc OAA (oral antidiabetic agents) c
IGla, BegHBK AHeBHO, 10c OAA B JiBe U3IUT-
BaHus npu T2DM. [IDeg/IAsp, nBa I'bTH JTHEBHO,
mwitoc OAA e cpaBHeH c¢ BlAsp30, gBa mbTu
AHeBHO, mutoc OAA B JABe HU3NUTBAHUA IMpHU
T2DM. IDeg/IAsp, BegHBX [JHEBHO, CbIIO €
CpaBHEH C BeJHBX WJHM JiBa MbTU AHeBHO [Det
atoc [Asp npu T1DM.

[I'bpBUYHATA KpakWHa TOYKAa BBB BCHYKHU
KJMHUYHU U3NUTBaHUS € cCpeJlHaTa NIpoMsiHa Ha
HMBOTO Ha IJIMKWpaHus xemorso6uH (HbAlc).
BTopuyHMTe KpalHU TOYKU BKJIIOYBAT IJIa3Me-
Ha IJII0Ko3a Ha rJyafiHo (fasting plasma glucose,
FPG) ¥ mocrnpaHjua/iHa MJa3MeHa TJIOKO3a
(post prandial glucose, PPG).

BpeMeBUAT XOPU30HT HAa MoJeJa € 0 XKHU-
BOT. Pa3xouTe ¥ Mo/3UTe ca AUCKOHTUPAHU C
3,5% ropuumHo. M36paHaTa mnepcnekTUBa e
rjefiHaTa TOYKa Ha TpeTaTa CTpaHa - MJaTel,.
OCHOBHUTE e/JieMEHTH Ha MPUJI0KEHUS MOJE]
ca mpeictaBeHd B Tabs. 1. MogenupaHeTo e
HU3BBbPLUIEHO C MOMOILTA Ha COPTYepeH MPOAYKT
Tree Age Pro Healthcare.

[IpoBenenu ca aHanu3 CEA 1 KocBeHO cpaB-
HeHUe, 6a3UpaHO Ha MPEXOB MeTaaHanus. Us-
YUCJEHO € UHKPEMEHTAJHOTO CbOTHOUIEHHE Ha
JIOMIBJHUTEJHA Pa3xXxoAud MW JAOI'bJIHUTESTHU
3/I[paBHU I0JI3U HAa U3CJe/IBAHUTE PEKOMOHUHAH-
THU UHCYJIMHOBHY aHaJ03HU.

3a Oll€eHABaHe Ha HECUTYPHOCTTA Ca HU3I10J13~
BaHU AE€TEPMHUHHCTHUYE€H U BEPOATHOCTEH aAHa-
JIN3 HAa YYBCTBUTEJ/JIHOCTTA.

Ta6auya 1. EAeMeHmMu HAQ UKOHOMUYeCKUS AHA/IU3

EslemeHTH Ha aHaJ/IM3a IlapameTpu
IDeg/1Asp; IGla;
BIAsp30; IDet/IAsp
[lepcniekTHBa Ha
nJaTena

BpeMeBY XOpHU30HT Jl0 )KUBOT

MeToa Ha aHa/M3a CEA

[ToJs13u 3a 3ApaBeTO QALY

MeTo/ 3a TMYHOCTHA OLEH- EQ-5D

Ka Ha [0JI3UTe 3a 3JpaBeTO

CpaBHI/ITeJIHI/I AJITEPHATUBHU

AHasiu3 Ha nepcreKkTUBaTa

He ca npusioxumu

BxJ/rouBaHe Ha NPOU3BOJC-
c u3bpaHarTa

TBEHHU B'bS,ZLEI‘/JICTBI/IH

nepcrneKTHBa
3,5% roauiiHo
JMCKOHTHUpaHe 3a M0JI3UTe
Y pa3xoJiuTe
Ananus
PSA
Ha YYBCTBUTEJHOCTTA
HsnonsBaHu cbkpaueHus: IDeg - insulin
degludec; IAsp - insulin aspart; IGla - insulin

glargine; BIAsp30 - biphasic insulin aspart 30; IDet -
insulin detemir; CEA - costs-effectiveness analysis;
QALY - quality-adjusted life years; PSA - probabilistic
sensitivity analysis

PE3YJITATHU

B aHa/iM3a ca BKJIIOYEHU Bb3PACTHU MNALHU-
eHTHU ¢ DM, He3aBUCUMO Jla/Iv ca IpeMUHAH [0
MOMEHTa Ha HMHCYJMHOBAa Tepanusi, WJId He.
CpaBHUTEJHUAT aHA/JM3 Ha JAHHUTe 3a Tepa-
NeBTUYHA ePUKACHOCT U 6E30MacHOCT, U3Mepe-
HU KaTO I'bPBUYHU U BTOPHUYHHU KpalHU TOYKHU
B KJMHUYHHUTE HM3NUTBAHUS, € NpPEeACTaBeH B
TabJ1. 2.

CTpykTypaTa U AWU3allHBT Ha pPaHLOMU3U-
paHUTe U3NUTBAHUS Ca peJicCTaBeHH B TabJI. 3.

[lopasgu aHaJOTMYHMA [AMU3aMH, LieJeBU Ma-
IIMEHTH, eJHAKBU TepaneBTUYHU aJTepHATUBU
B KOHTPOJIHUTE TPYyNH U KPaWHUTE KIMHUYHU
TOYKH B U3NUTBAHUATA € BB3MOKHO KOCBEHO
CpaBHEHHE Ha TepaneBTHYHATa epUKACHOCT Ha
aJITEepHATUBHUTE PEKOMOWMHAHTHU UHCYJIMHOBH
aHaJso3Hu.

MopenrpaHuTe 3paBHU M0JI3U Ype3 MoJeia
ECHO-T2DM ca u3MepeHH KaTO CHeyesleHH To-
JWHU KUBOT C A06po KadectBo (QALY) u ca
BKJIIOUEHU B KOCBEHO CPaBHEHHE Ype3 MpPEeXKOB
MeTaaHasnu3. CTpyKTypaTa My e Ipe/cTaBeHa Ha
¢wur. 1.
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duez. 1. Cmpykmypa Ha Mpexco8usi MemaaHaaus

N36paHuAT MeTO/| 32 CpaBHUTEJHA OleHKa
Ha aJITEpHATUBHUTE 3/JpaBHU TEXHOJIOTUU 3a
JedyeHHe Ha mauueHTH ¢ DM e MKOHOMHWYECKHU
aHasu3 CEA.

[IpeanoyeTeHUAT MeTO/ 3a OLleHKa Ha Tepa-
neBTUYHATa ePUKACHOCT U ePeKTUBHOCTTA Ha
pasxojuTe e cboOpaseH C MyOGJIUKyBaHUTe Hpe-
nopbky, ykasaHusaTa Ha EUnetHTA u e nmoaxo-
AL OTHOCHO Ha4yMHa 32 U3MepBaHe Ha 3/paB-
HUTE MO0JI3W B PAaMKUTE Ha PaHAOMHU3HMPAHHUTE
KJIMHUYHU U3NUTBaHUS.

B Mojena ca BKJIIOYEHHM Da3xXxojuUTe 3a aj-
TepHAaTUBHUTE JIeKapCTBEHU Tepanuu. /[pyru
OOJIHUYHU WM WU3BBHOOJHUYHU 3JI[paBHU pas-
XOJI1 He ca BKJIIOUEHH, 3al0TO Te ca UAEHTUYHHU
NpU CpaBHsIBAaHWUTE 3/paBHU TEXHOJIOTHH, IO-
pajy KoeTo ca MpeHeOGperHaTH 3a HyXAUTe Ha
HacTosiljaTa OlleHKa. M3kJoueHH ca U pa3xoiu-
Te 3a 3ary6eHa NMPOWU3BOJUTESHOCT Ha MalUeH-
TUTE U YJIEHOBETE Ha TEXHUTE CeMeMCTBa, 3a-
I[OTO TAXHOTO OCTOMHOCTSIBAHE € MeTO/0JI0-
FUYHO HECHBMECTHMO C IJIeZjHaTa TOYKa U Iep-
CeKTHBaTa Ha aHa/Iu3a.

M3n0/13BaHUAT LUKDBJ HA MOJiesla e TpHUMe-
ceyeH, CbOOpa3eH e C BPEMETO U TNPOJbJIKHU-
TEeJIHOCTTA Ha TepaneBTHYeH OTTOBOP.

Ta6/1uua 2. CpaeHume./leH aHa/Au3 Ha pe3yamamume om KJAUuHU4YHUmMe u3numeaHus

Knununy- BOOST:TM BOOST:JAPAN BOOST:INTENS | BOOST:INTENS | BOOST:T1
HU Kpai- IFY PREMIX IFY ALL
HM TOYKH
Tepanus IDeg/IA | IGlaOD | IDeg/l | IGla IDeg/l | BlAsp | IDeg/l | BlAsp | IDeg/l | IDet/
sp OD Asp oD Asp 30 BID | Asp 30 BID | Asp [Asp
oD BID BID oD OD/B
ID
LeneBu T2DM, T2DM, T2DM, | T2DM, | T2DM, | T2DM, | T2DM, | T2DM, | TIDM | T1D
NalMeHTH | HeJleKy- | HeJIeKy- | JieKy- | JIeKy- | JIeKy- | JIeKy- | JIeKy- | JIeKy- M
BaHHU C BaHHU C BaHH C | BAHU C | BAHU C | BAHU C | BAHU C | BaHU C
HHCY- HHCY- UHCY- | UHCYy- | UHCy- | MHCYy- | UHCy- | WHCy-
JIMH JIMH JIMH JIMH JIMH JIMH JIMH JIMH
Bpoi 266 263 230 233 224 222 280 142 366 182
nalueHTH
HbAlc, 26 | 7,2 7,2 7,3 7,4 7,1 7,1 7,1 7,0 7,6 7,6
w, %
[IpoMsHa, | -1,65 -1,72 -0,98 -1,00 -1,28 -1,30 -1,38 -1,42 -0,73 -0,68
%
FPG, 6,8 6,3 6,3 6,0 5,8 6,8 54 6,5 8,7 8,6
mmol/]
[lpomsina, | -3,32 -4,02 -1,68 -1,88 -3,09 -1,76 -2,55 -1,47 -1,61 -2,41
mmol/l
PPG, 1,9 34 1,2 2,6 - - - - - _
mmol/]
[IpoMsHa, | -1,5 -0,3 -1,5 -0,6 - - - - - -
mmol/I
Xunorau- | 4,23 1,85 4,31 3,20 9,72 13,96 | 9,56 9,52 39,2 44,3
KeMHUs,
4eCTOTa
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Ta6auya 3. CpagHumeieH aHaAU3 Ha cmpyKkmypama u du3aiiHa Ha paHdomu3upaHume KAUHUYHU U3NUMBAHUS

INapame- BOOST:TM BOOST:JAPAN BOOST:INTENSI | BOOST:INTENSI | BOOST:T1
TBp FY PREMIX FY ALL
Llen Ha H3cnenBaHe Ha N3cnenBaHe Ha H3cnenBaHe Ha N3cnenBaHe Ha H3cnenBaHe Ha
W3NUTBA- edukacHocT u epuKacHOCT U edukacHocT u edukacHoCT U edukacHocT u
HETO 06e30MacHOCT Ha | 6e30mMacHOCT HA | 6e30MAaCHOCT Ha | 6e30MacHOCT Ha | 6€30MacHOCT
IDeg/IAsp B IDeg/IAsp B IDeg/IAsp B IDeg/IAsp B Ha IDeg/IAsp B
cpaBHeHUe c IGla | cpaBHeHue c IGla | cpaBHeHUe c CpaBHEHHE C CpaBHEHUE C
3a JieueHUe Ha 3a JieyeHue Ha BIAsp30 3a J1e- BIAsp30 3a Jie- [Det 3a seve-
MalnueHTH C NaLueHTH ¢ YyeHHUe Ha Manu- YyeHHUe Ha Nanu- HUe Ha Nalu-
T2DM T2DM eHTU c T2DM eHTu c T2DM eHTu c T1DM
daza 111 11 111 11 111
JuzaitH MynTuHanuo- MynaTuHanuo- MynTuHanuo- MynaTuHanuo- MynTuHanuo-
Ha/IHO PaH/IOMU- | HaJIHO PaHJOMH- | HAJIHO PaHJOMU- | HaJIHO PaHAOMHU- | HAJIHO PaH/0-
3UpaHo, KOHTPO- | 3UPAHO, KOHTPO- | 3UPaHO, KOHTPO- | 3UPAHO, KOHTPO- | MHU3UPAHO,
JINpaHo, Mapa- JIMpaHo, napa- JINpaHo, napa- JIMpaHo, napa- KOHTPOJIUPAHO,
JIEJTHO, OTKPUTO | JIEJIHO, OTKPUTO | JIEJIHO, OTKPUTO | JIEJIHO, OTKPUTO | MapasiesiHo,
treat-to-target treat-to-target treat-to-target treat-to-target OTKpPHUTO treat-
KJIMHUYHO U3- KJIMHUYHO U3- KJIMHUYHO U3- KJIMHUYHO U3- to-target kiu-
MUTBaHe NUTBaHe MUTBaHe NUTBaHe HUYHO U3MUT-
BaHe
LleneBu [TanyeHTH C [ManyeHTH [TanyeHTH C [ManyeHTH € [TanyeHTH C
nagueHTu | T2DM, Heseky- T2DM, nexkyBanu | T2DM, nekyBanu | T2DM, nekyBanu | T1DM, He3aBuU-
BaHU /10 MOMEH- | 10 MOMEeHTa C Jl0 MOMEHTa C Jl0 MOMEHTa C CHMO OT JIeye-
Ta C UHCYJIUH VHCYJIUH UHCYJIMH VHCYJIUH HUETO /10 MO-
MeHTa
Bpoii na- 529 463 446 422 548
LIUEHTH
Tepanus Irp.-1Deg/IAsp | Irp.-IDeg/lAsp | Irp.-1Deg/IAsp | Irp.-IDeg/lAsp | Irp.-
oD 0D BID BID IDeg/IAsp OD
Il rp.-1Gla OD [l rp. - IGla OD II rp. - BlAsp30 II rp. - BlAsp30 [I rp. - IDet +
BID BID IAsp OD/BID
[I'bpBuyHa | HbAlc HbAlc HbAlc HbA1lc HbAlc
KpaiiHa
TOYKa
Bropuuna | FPG, PPG FPG, PPG FPG, PPG FPG, PPG FPG, PPG
KpaiiHa
TOYKa
Ta6auya 4. Pa3zxodu 3a 200uwHa 1eKapcmeeHa mepanusi ¢ peKOMGUHAHMHU UHCYAUHO8U AHA/103U
JlekapcTBeHa | /lo3MpOBKa ¥ HAYHMH KosinyecrBo Js1e- PedepentHa CroiiHOCT Ha pa3xo-
Tepanus Ha IpUJIOKeHue KapCTBEHO Belllec- | LeHa, JiB./IU Ja 3a rogMuiHa Te-
TBO 3a roAUIIEH panus, JB.
IMKDBJI, [U
IDeg/IAsp 10 IU/pen 3650 0,21779 794,93
IGla 16 IU/pen 5840 0,16703 975,46
BlAsp30 12 IU/pen 4380 0,13913 609,39
IDet + IAsp IDet - 10 IU/pen IDet - 3650 [Det - 0,24313 [Det - 609,39
[Asp - 40 IU/nen [Asp - 14 600 [Asp - 0,13872 [Asp - 2912,74

Ta6auya 5. A QALY, A costs, ICER Ha aamepHamugHume peKomM6UHaGHMHU UHCY/IUHO8U aHA/103U 3a iedeHue Ha DM e
Bbeazapusi, mapm 2021

TepaneBTUYHU aJITEPHATUBHU A QALY A costs, J1B. ICER, nB./QALY
IDeg/IAsp B cpaBHeHue c [Gla +0,0105 -180,53 IDeg/1Asp joMmuHHpa
IDeg/1Asp B cpaBHeHUe c BIAsp30 +0,0381 +185,54 4870 aB./QALY
IDeg/IAsp B cpaBHeHUe c [Det + [Asp +0,0005 -2117,81 IDeg/1Asp joMmuHHpa
IGla B cpaBHeHue ¢ BIAsp30 +0,0276 +366,07 13 260 nB./QALY
IDet + IAsp B cpaBHeHMe c IGla +0,010 +1937,28 193 000 n1B./QALY

8

T. Bekos, /. LJanoea, M. [lpazanosa, M. Baaxoea. CpaBHUTEJIEH aHA/IU3 HA TepalleBTUYHATA...




PasxoguTe 3a cpaBHsIBaHUTE JIeKapCTBEHU
aJITepHaTUBU ca U3YMC/IEHU Ha 6a3a perucTpu-
paHU [1030BU peXUMH U pedepeHTHU LieHU B
[TosutuseH JsiekapctBeH cnuchbk (ILJIC) B Bba-
rapus KpM MapT 2021 r. laHHUTe 3a pa3xoAuTe
3a eJHOTO/IMIIIeH TepaneBTHUYEH KypcC ca NMpesc-
TaBeHU B Ta6I. 4.

Heob6xoauMo e pe3ysaTaThTe OT MKOHOMH-
YecKusi aHaJu3 Ja O6bJaT MpeACTaBEHU KaTo
MHKpEeMEeHTaJHO CbOTHolleHHe (incremental
cost-effectiveness ratio, ICER) Ha mombaHUTEN-
HU pa3xoH (A costs) ¥ JON'bJIHUTENHU 3paBHU
nos3u (A QALY) Ha asiTepHaTUBHUTE TepaluU.
JlaHHUTe ca npeJcTaBeHH B TabJ1. 5.

OBCBHKIAHE

IDeg/1Asp aomunupa IGla u IDet + IAsp c
nojjobpeHa TepaneBTU4YHA €(PEKTHUBHOCT, Cb-
otBeTHO A QALY + 0,015 u A QALY + 0,0005, u
NO-HUCBK pa3xoj 3a rojullHa JieKapCTBeHa
Tepamnus - cboTBeTHO A costs -180,53 saB. u A
costs -2117,81 xB.

IDeg/IAsp u IGla ca pa3xogHo edeKTUBHHU
Tepanuu B cpaBHeHue ¢ BlAsp30, 3am0To ChOT-
BeTHUTe cToiHOCTH 3a ICER 4870 nB./QALY 1
13260 nB./QALY ca 3HAYUTE/NHO MO-HUCKHU OT
JIOMyCTUMHUSA Tpar 3a epeKTUBHOCT Ha Pa3Xou-
Te (ICER <50 000 sB./QALY), npeacTaB./isBall
TPUKPATHO YBEJUYEHUAT OPyTeH BBbTpPEIIEH
npoaykTt (BBII) Ha 4YoBek OT HacejleHUETO 3a
npejxoJHa roAyHa.

[Det + IAsp He e pa3xoJHO epeKTUBHA Tepa-
nus B cpaBHeHHe c [Gla, BbIpEeKH IeMOHCTpPHU-
paHaTa nojobpeHa TepalneBTHYHA ePUKACHOCT,
nopaju TBBbpJe BUCOKATa LeHa 3a TOJMIIHA
Tepanus.

[Ipyn npoBex/JaHe Ha eJHONOCOYEH JeTep-
MUHUCTUYEH aHa/NMU3 Ha YyBCTBUTEJHOCTTA C
BapHpaHe Ha NapaMeTpUTe 3a Pa3x0oU U MOJ3U
B JloBepUTesieH aHanu3 * 20% okoJsio cpeAHaTa
CTOMHOCT Ha BCEKHU NMapaMeThp, pe3yTaTUTe 3a
ICER Ha anTepHaTUBHUTE PEKOMOWHAHTHU WUH-
CYJIMHOBY aHaJIO3U 3a JieYeHHe Ha NallueHTH C
DM He ce U3MEHSIT CbC CTATUCTUYECKU 3HAYUMU
CTOMHOCTH.

[Ipu npoBex/jaHe Ha BEpPOSATHOCTEH aHaIU3
Ha YYBCTBUTEJHOCTTA C€ YCTAHOBSBAT BEpOST-
Hoctu IDeg/IAsp na 6bje pa3xoJHO edpeKTUBHA
Tepanus B cpaBHeHUe ¢ BIAsp30, IGla u IDet +
[Asp cvroTBeTHO 75%, 83% 1 92%.

CuJIHMTe CTpaHU Ha U3NO0J3BAaHUSA MOJEJI Ca,
Yye BXOJHHTe [JaHHU Ca pe3yJTaT OT NPOBeJleH!
MHOTOLIEHTPOBU pPaHAOMHU3WPAHU KJIUHUYHHU
W3NUTBaHUA. JON'bJIHUTE/HU CUJIHU CTPaHU Ha
aHa/IM3a Ca U3M0JI3BAaHETO Ha MPEXOB MeTaaHa-
JIU3 Y KOCBEHO CpaBHEHME Ha pas3/IMYHU Tepa-
NeBTUYHU aJITEPHATHMBH, KOETO MOBUIIABa BBHH-
IIHATa Ba/ILJAHOCT Ha NOJIyYeHUTe pe3ysITaTH.

Bbnpeku ToOBa o6aye MoJe/lMpaHETO Ha
JlaHHU 3a 3/paBHM I0JI3U U Pasxoju cief, Kpas
Ha KJIVHWYHUTE U3NHUTBAaHUA Cb3/aBa U3BECTHA
HECUTYPHOCT OTHOCHO NpPOTHO3WpaHaTa Tepa-
NeBTUYHA ePUKACHOCT M 6e30MacHOCT B J'bJ-
rOCpOYeH IJIaH.

PesysaTaTuTe OT HacTodumaTa OLEHKa Ha
3/JpaBHU TEXHOJIOTUM 3a JiedeHUe Ha NallueHTH
¢ DM ce noTBBbpkJaBaT OT OLlEHKUTE Ha ChbLU-
Te TeXHOJIOTUH, poBeJieHU B [laHus [14], Mek-
cuko [15], Kutaii [16], Ucnanusa [17] u LlBe#-
uapus< [18].

3AKJ/IIOYEHHUE

B rpynaTa Ha peKOMGUHAHTHUTE UHCYJINHO-
BU aHaso3u insulin degludec/insulin aspart go-
MmuHupa insulin glargine u insulin detemir B
koMbOuHanus c insulin aspart ¢ mogo6peHa Te-
paneBTHYHA U pa3Xo/iHA ePEeKTUBHOCT.

Insulin degludec/insulin aspart u insulin
glargine ca pa3xofHO epEeKTUBHU Tepanuu B
cpaBHeHHMe ¢ 6udasHud insulin aspart 30, 3aro-
TO ChOTHOILIEHUETO HAa JOMbJHUTEJHUTE pas-
XOJW W JOM'bJHUTEJHUTE 3JPaBHU IMOJI3U HUMa
CTOHHOCT, KOSITO € 3HA4YUTeJHO MNOoJ, mpara 3a
pa3xo/iHa eQpEKTUBHOCT.

Insulin detemir B kom6uHanua c insulin
aspart He e pa3xofHO edeKTHBHA Tepamnusi B
cpaBHeHue c insulin glargine, BbIpeku JeMoOHC-
TpUpaHaTa MoJob6peHa TepameBTU4YHA epUKAC-
HOCT, MIOPa/ii TBbP/ie BUCOKATA I|eHa 3a T'o/IUII-
Ha Tepanus.
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K/IMHUYHHU C/IYYAHU CASE REPORTS

CJIYYA HA MEJUACTHHAJTEH KOMBUHUPAH AHATIJIACTUYEH
U ITATIMJIAPEH KAPIIMHOM HA IIUTOBUJAHATA JIE3A

I'. Aukoel, H. Anes!, M. Asnekcuesal, C. HsaHosa?, E. Mekoa?3
1Kamedpa no 6ea00po6HU 60s1ecmu, MeduyuHcku gakysamem, MeduyuHcku yHugepcumem — Cogpus
2 MBAJIBE ,,Ceema Cogpus” - Cogpusi
3 Kamedpa no npogecuonannu 3a601s8aHusi, Meduyuncku gpakyimem,
MeduyuHcku yHusepcumem - Cogpus

A CASE OF MEDIASTINAL COMBINED ANAPLASTIC
AND PAPILLARY THYROID CANCER

G. Yankovl, N. Yanev!, M. Alexieval, S. Ivanova?, E. Mekov3
1Department of Pulmonary Diseases, Medical Faculty, Medical University - Sofia
2MHATPD “Sveta Sofia” - Sofia
3Department of occupational diseases, Medical Faculty, Medical University - Sofia

Pe3iome. AHGNAACMUYHUSAM KAPYUHOM € psa0Ka oopMa HA KAPYUHOM HA WUMOBUOHAMA HC/1e3d, KOSIMO e
€8BP3aHa ¢ owa hpoeHo3dd. Kom6uHuparnusm meduacmuHaseH KAQPYUHOM HA WUMOBUOHAMA XHC1e3d e U3-
KAYUMEAHO psAdKo cpewaH. Xupyp2uuHomo JieyeHue, noc1e08aHo om Jsyemepanusi, e 0CHO8HUSIM Noo0-
x00 8 makuea cayvau. Kaunuunuam cayuaii npedcmass 49-2oduwiHa sceHa, npu Kossmo npu npoduaak-
muyeH y/impa3eyK Ha wusima u nociedsauja penmeeHoepadus u KT Ha eps0eH Kow e ycmaHo8eHa Medu-
acmuHa/iHa opmMayusi, 8s3HUKHA/IA 0mM J1e8usl 106 Ha WumosudHama xaesda. H3sspuieHu ca momaJHa
mupeoudeKkmomusi, MUMeKmoMusi, pe3eKyusi Ha /518ama 12y/1apHa 8eHd U As18ama 6paxuoyedasHa eeMd.
06¢cwicda ce nogedeHuemo no OMHoweHue Ha dUazHo3ama u onepamugHoOmo JeveHue.

Kawyoeu dymu: meduacmuHasied aHanAacmuveH mupeoudeH KapyuHoM, mMedudcmuHd/aeH nanu/iapeH
mupeoudeH KapyuHom, MedUudcmuHa/ieH KOMOUHUpPAH mupeoudeH KApYUuHOM, 06pasHa dudazHOCMUKQa,
onepamueHo JieyeHue

Abstract. Anaplastic cancer is a rare form of thyroid cancer that is associated with a poor prognosis.
Combined mediastinal cancer of the thyroid gland is extremely rare. Surgical treatment followed by
radiation therapy is the main approach in these cases.This manuscript presents a clinical case of a 49-year-
old woman in whom prophylactic ultrasound of the neck and subsequent chest radiography and CT revealed
a mediastinal mass arising from the left lobe of the thyroid gland. Total thyroidectomy, thymectomy,
resection of the left jugular vein and left brachiocephalic vein were performed. The management regarding
diagnosis and surgical treatment is discussed.

Key words: mediastinal anaplastic thyroid carcinoma, mediastinal papillary thyroid carcinoma, combined
mediastinal thyroid carcinoma, imaging diagnosis, surgical treatment

BBBEJIEHUE

KapuuHOMBT Ha UIMTOBHJHATa >Jie3a e
Hal-4eCTOTO EeHJOKPUHHO 3JI0KaYeCTBEHO
3a6ossiBaHe. [lanuyapHUAT KapIMHOM Ha IU-
TOBUJHATa JKJie3a € HaW-CpellaHUusAT BUJ,
Bbrnpekyd BucokaTa My 4ecToTa, okoso 90%,

MporHo3aTta ob6u4YariHO e OJIaroNpUsiTHA, KaTo
NneTroJyIlHATaA NpeXuBseMocT e Hajg 97%, a
10-roauirHaTta - Hazg 90% [1].

3a pa3JiMKa OT Hero, aHaNJIACTUYHUAT Kap-
uuHoM mnpejctasiasaBa 0.8% oT kapyuHOMHUTE
Ha INMTOBUAHATA KJie3a, HO e Hah-arpecus-
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HUAT MY NOJATHI, C 5-ro/juIlIHaA PEKHUBIEMOCT
noa 10% u cpefgHa mpexuBsieMocT 6 Mecena
cJiefl mocTaBsiHe Ha JiMarHosara [2, 3]. [loBeue-
TO aHAMJACTUYHU KapIMHOMMU UMaT JIOKaJHA
MHOUITpALUs, MeTACTa3u B IUMOHUTE Bb3JIU
Y JUCTAaHTHHU NPOSIBU NPU NpPeACTaBSIHETO.

CinyyauTe Ha KOMOMHHpPAH KapLyMHOM Ha
IIMTOBUHATA »Je3a C MeJIMacTUHAJHA JIOKa-
JIN3aLMs Ca U3KJIIYUTEIHO PeKH.

[IpeacraBsaMe cay4ail Ha 49-rofuIIHa XKeHa
6e3 OIJIaKBaHMs, NPHU KOATO Ha mnpoduiak-
TH4YHa exorpadus Ha IUATA U NOC/Ae]Bala
pentrenorpadus u KT e ycraHoBeHa Mezuac-
THHaJ/IHa GopMalus, U3X0XKJalla OT JieBUs J1I06
Ha LMUTOBU/IHATA KJIe3a.

KJIMHUYEH CJIYYAH

49-roayilHA XXeHa NOCThIIBA 3a ONEepaTUB-
HO JiedeHHe B KuiMHMKaTa Mo rpbJHA XUPYp-
ruda. He cpobujaBa 3a cyOeKTHBHM OIJIaKBa-
Hus. Ha npoduiaktudHa exorpadus Ha LusTa
Y nocsepBaila peHtreHorpadusa u KT Ha rpb-
JleH KOl e yCTaHOBeHa MejHacTUHaJJHa Qop-
Malys, M3XO0XJalla OT JieBUs JIo6 Ha IUTO-
BUJHaTa Jie3a. [lanueHTKaTa cbobLiaBa 3a
onepanys Ha KaTapaKTa Ha JIIBOTO OKO Npeau
3 roAuHMU.

OT 06eKTHUBHUSA CTATYC YBEJUYEHU LUUHHU
JUMOHU Bb3JM He ce ycTaHOBsBAT. [laanupa
ce Audy3HO yBeJUYeHA UIMTOBUAHA >KJe3a,
NpeJUMHO 3a CMeTKa Ha JieBus Jio6. ApTepu-
aJHOTO HajsaraHe e 120/80 mm Hg.

O6pasHuTe wu3caeABaHUA (peHTreHorpa-
dusa u KOoMMNIOTBbpPHA TOMorpadus Ha TrpbJeH
ko) (¢ur. 1) nokasBaT yrojeMeH JsB Jo6 Ha
IIMTOBUJHATA KJie3a C BbJHOOOpPa3HU ovep-
TaHUs. B Hero e Ha/MLe XUIOJEHCHA Jie3Usl C
KpbryioBaTa ¢popMa U CPaBHUTEJHO XOMOTEH-
Ha CTPYKTypa C XulepJeHCHa mepudepusl.
Cie KOHTpacTUpaHe ONHCaHaTa Jie3us MOBU-
1IaBa CUJIHO IUTBTHOCTTA CU NO nepudepusaTa
(npbCcTEeHOBUHO). B ropHus U B cpeAHUs Me-
JUAaCcTHUHYM Cce BHU3yajU3upa M[aTOJOTHUYHA
dopmauusi, ¢ mNpUOGIU3UTENHO KpbLJoBaTa
¢dopma v pasMepu B akcuasieH miaH 8,0 cm/6,5
cm, a B caruTasieH miad 13,0 cm/7,5 cm. Onu-
caHaTa maToJiorTu4Ha Qopmanus JUcaonupa
CbJ0OBETE B MeJMACTHUHYMa U BEpOSITHO yac-
TUYHO MHOUJITpPHpPA 4YACT OT TAX. XPaHOMPO-
BOABT € KOMIIpECMpaH U HaW-BEpOSITHO yac-

TUYHO UHOUITpUpaH. TpaxesaTa e KOMIpecH-
paHa u aucaonuypana HajasgcHo. OkoJio Jie3usata
Y MpeJrMMHO BJSIBO Ce BU3yaJU3UpaT eIUHUY-
HU yroJieMeH! JUMQPHU BBH3JIU.

70F
grad
¢ 3
Thorag®™ThoraxCombi (Adult)
. Topogram 0.6 T20f

\ 1

Lgl i
x@ombi (d

Gombi 1,0, Bs

due. 1. Penmezenozpagpus u KT Ha 2pedeH kKow
®ubpo6poHXOCKONMUATA MOKA3Ba HOpMaJ-
Ha eH/,0CKOIICKa Hax04Ka.

C dubpoesodaroracTpoCcKomnus ce yCTaHO-
BfiBa pedJIyKC Ha AyOJEe€HAJHOTO XJIBYHO Cb-
J'bP>KUMO NIPU U3pa3eH KapAuuT A0 14 mm Haf,
XepHUHMpaujaTa ce 4acT U KacKaJleH CTOMax.
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[lanpeHTKaTa OTKasa MpejoNepaTUBHA
OUOIICHs TOCPEICTBOM peXella Ura.

HampaBu ce uepBukoromusi mo Kocher,
npobokeHa T-06pa3HO B CpefiMHHA CTEPHO-
ToMus. Hagpsizaxa ce JiMHea aysi6a Ha MIUATA U
NpeTUPEOUTHUTE MYCKYJIM B HalpeyHa MOCo-
Ka. JlocTUrHa ce [0 II'bTHOEJACTUYHA TYMOD-
Ha ¢opmauus c pasmepu okosio 13/10 cm,
M3XOX/Jalla MpeJUMHO OT JIEBHUSA JAsJ HA LIH-
TOBH/HATA KJie3a U JieClieH/iMpalia B MeJjdac-
THUHYMa, KaTo MoCc/Je[HaTa Ch3/aBalle BIevaT-
JIeHWe, Ye NMpeMUHaBa B TYMOpHa ¢opmMarus,
M3XO0X/alla OT TUMYCa, HO MaKpPOCKOIICKH HH-
TeprpeTranusaTa 6eme TpyAaHa (¢éwur. 2A u B).
Mo6uu3rpa ce NMepUTHUMyCHaTa MacTHa Tb-
KaH U Ce OTBOpU NepukapAbT. EBakyupa ce
okosio 50 ml mepukap/iHa TEYHOCT, KOSITO Ce
M3IpaTH 3a LIUTOJIOTHsI — 6€3 TYMOPHH KJIETKH.
TymopHaTa ¢opmanus 6Gelie pasnoJsiokeHa B
WHTUMHA OJIM30CT MpeJ TpaxesTa U OKOJIO
Hesl, OKOJIO JIEBHSI KaHT Ha XpaHONpPOBOJa, 06-
XBalllallle KaTO B MaHIIOH JIIBaTa ChbHHA apTe-
pus M JIIBaTa BbTPELIHA IOryJiapHa BeHa, Jisi-
BaTa 6paxuoledasHa BeHa, CIyCcKalle ce Mpej
OudypKanusaTa Ha TpaxesdTa W 3aj Jbrara Ha

\

aopTaTa MeJMaJHO OT BeHa KaBa Cylepuop U
TpyHKyc Opaxuonedanukyc. OnucaHata ¢pop-
Malud, 3aeJHO C OKOJIOTUMyCHaTa MacTHa
T'bKaH, [peJHHUs JUCT Ha NepUKapjAa U JABara
JsJ1a Ha WU TOBH/IHATA kJle3a ce MOOU/IM3upa-
Xa OT ONKCAaHUTe NPUJIEXKALM CTPYKTYPH, KaTo
BeHa Gpaxuoledasuka CHHUCTpPa U BeHa Iory-
JIAapUC MHTepHa CUHUCTpA Ce pe3eLUpaxa B
6JI0K C Hesl, KAaTO Ce U3BbpLIMXA TOTa/THA TH-
peousiekToMus U TUMekTOoMuUA (dur. 3). Busy-
aJiM3Mpaxa ce JjBaTa peKypeHTHH HepBa, KOUTO
6sxa UHTAaKTHU. OCcBOGOMXa ce JIeBUAT Bara-
JIEH HepB, JIeBUAT $peHUYeH HepB M JsiBaTa
o611a cCbHHA apTepus oT popManusaTa, KaTo ce
B3exa Ha CbjAoBU TypHUKeTHU (dur. 2C). Pese-
LMpaxa ce B 3/ipaBO U JIEBUTe NMPETUPEOUHU
MYCKYJIH, 3apajy CbMHeHUe 3a UHUITpaLUs
Ha TyMopa KbM TaX. OTcTpaHHXa ce BUAUMO
NaTOJOTUYHO NPOMEHEeHU JHUMQPHU Bb3JU B
aopTOINy/JIMOHAJIeH NMpOo30pel, napaTpaxeajHU
U mnapae3odareasHd JUMGHHU BB3JIH, OKOJIO
BeHa KaBa Cylepuop, TpyHKyc 6paxuonedasu-
KyC U JiBeTe 001U CbHHU apTepuH. llepBuko-
TOMHUSATA U CTEPHOTOMHUSATA Ce 3aTBOpHUXA MOC-
JioWiHO (dwur. 4).

®ue. 2. OnepamueeH uszied. A - Mo6uiu3ayus Ha yepeukomeduacmuHaavama ghopmayusi; B - oceo6oscdasane Ha
dopmayusma om mpaxesama; C - oceo6oxcdasane Ha hopmayussma om Jis18ama o6wa ceHHA apmepus

[lopagu ocTpa AuxaTesHa HeLOCTATby-
HOCT BeJlHara cJjej, eKcTyb6auusaTa, AbJKalla
ce Ha mapesa Ha IJIaCHUTe BPb3KHU OT ollepa-
THBHATa TpaBMa Ha PEKYPEHTHUTE HEPBH, Ce
M3BbPIIMXA PELEPBUKOTOMHUS U TPaxeocTo-

Mus. 10 JHU MO-K'bCHO Ce U3BBPIIU pepeLep-
BUKOTOMUSI U peTpaxeoCTOMUsl NMopaju Iep-
CHUCTHpaIlla KOMYHHUKaLUs MeXAY TbKaHUTE
OKOJI0O TpPaxeoCTOMHSITA, LIMUATA, MeJUaCTH-
HyMa U JABeTe IJIeBpaJHU KyXWHU. EquH Me-
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cel| cjeJ, olepalusATa NalieHTKaTa ce Jexoc-
NUTaJUu3Upa B J06po 061110 ChbCTOssHUE U do-
HUpallla, IpY NPUTHUCKaHe Ha 0TBOpa Ha Tpa-
xeoctoMara. [locnesHaTa He ce 3aTBOpH, ThHU
KaTo ce NpeLeHH, Ye TOBa e MOo-yJ4a4vHo Ja ce
M3BBPUIM CJeJ NPOBeXAaHe Ha Jbye- U XU-
MHOTepaluATa Nopajy aBaHCUpaaUs CTafuu
Ha TyMopa.

due. 4. H32/1e0 Ha onepamug8HOmMo noJie
npedu 3ameapsiHe Ha yepgukocmepHomomusma

XHCTOJIOTUYEH pe3yJsTaT Ha ONepaTHUBHUSA
npenapar: Ha 6asaTa Ha MMYHOXUCTOXUMHUY-
HUTe WU3C/Ae[BaHUS U JJOI'bJIHUTENHO U3CJe[-
BaHuTe Mapkepu: TTF-1 (Cytogenetic Location:
14q13) 1+ (cna6onosutuseH), Thyreoglobulin
(Cytogenetic Location: 8q24.22) 3+ (cusnHomno-
3utuBeH); Calcitonin 2+ (yMepeHONO3UTHBEH),
3aK/II0OUEHMEeTO Ha KOHCEHCyCHa rpyna naro-
JIO3U e ,KOMOGHWHUpaH NanuJapeH W aHamJjac-
THUYeH TUPEOU/IEH KapLIMHOM".

[layeHTKaTa ce HACO4YM U NpOBeJe Jbye-
Tepanus. lllect Mecena cien onepayuaTra ce
MOSIBU HO/IyJIapHa Jie3Usl B JisgiBa CyOMaHIUOY-
JlapHa 006.J1acT, KosAITO Gellle GHOIICHpaHa U Cce

NOTBBPAU MeTacTasza OT KOMOUHHpaH Malu-
JIapeH U aHaIlJIaCTU4eH TUPEOU/leH KapLiuHOM.
[lanyeHTKaTa ce HAcOYM 3a NpPOBEX/JaHe Ha
XUMHUOTepanusl.

OBCBHXKIAHE

OnucaHUAT OT HAC cay4yald e mpeJu3BUKa-
TEeJICTBO KaKTO 3apaju XMpypruiHaTa UHTep-
BEHIIMs, TaKa U MOPAJU U3KJIIOUYUTEJNHO TPY/-
HaTa XUCTOJIOTUYHA JuarHoctuka. Ciaen mope-
JIUIA OT KOHCYJITAIIMU C HAKOJIKO MAaTOJIO3U U
HU3BBPUIBAHETO HAa HMYHHa XUCTOXUMUS, Ce
JIOCTUTHA 0 KpalHaTa XWUCTOJIOTUYHA JAuar-
HO3a - KOMOWMHMpAH MeJUCTUHAJIEH Manuja-
peH W aHaIlJIaCTU4YeH THPEOUJIEH KapLUHOM.
XupypruyHaTa UHTEpPBEHIUs Ce 0Ka3a U3KJII0-
YHUTEeJHO TPYAHA 3a U3M'bJHEHHUE MOpaAu UH-
TUMHaTa 6JM30CT HA popManusaTa [0 roJeMu-
Te CbJ0BE U TpaxesiTa B 06JIaCTTa Ha IWIUATA U
MeauactuHyMa. CieJ, BHHMaTeJsHa JUCEKLUs
Ha dopManMsATa OT MeJUACTUHAIHUTE CTPYK-
TYPH Ce HAJIOXKU U3BBPIIBAaHE HA pe3eKIUs Ha
JisiBaTa 6paxuoledasiHa U BbTPEIIHA IOTyJap-
Ha BeHa Nopajiu TyMopHa uHduaTpanud. Jec-
[[eHJUPAaHETO Ha MpOMeHeHaTa UIMTOBH/HA
’Je3a B MeJIMAaCTMHyMa M IpopacTBaHeTo M
KbM BHJMMO MpOMEHEHaTa THUMYCHa 3kJie3a
Cb3/a/le BlleyaT/eHHe 110 BpeMe Ha onepanus-
Ta 3a IBa CHHXPOHHU TyMOpa Ha /iBaTa OpraHa,
KOEeTO BIIOCJIE[ICTBHUE Ce ONpOBepra OT OKOH-
yaTeJiHaTa XUCTOJOTUYHA JUarHo3a. Ciegomne-
PaTUBHUAT Hepuoj, Gellle W3KIOYUTEJHO Te-
XBbK MOPAJU MIUPOKATa KOMyHUKALUATA MEX-
[y CTEPHOTOMMSATA, [[ePBUKOTOMHUSATA U HaJIO-
)KeHaTa 1o NpHHYAA TPaxeoCTOMHSs, KOETO
Cb3/laBallle MpPo6JieMHd MPU XepMeTHU3alnusTa
Ha JiBeTe mieBpHU. ToBa Ha/I0XKKU HOBA pPeBU3Us
10 AHM MO-K'BCHO M YUIMBAHETO Ha KOXHUTE
pbOOBE 0KOJIO TPAXEOTOMHUSTA.

AHanlaCTUYHHWTE KapLWHOMM Ha IIUTO-
BU/IHATA Je3a ca pAjaka popMa Ha KapLUUHOM
Ha UIMTOBHU/AHATA >KJie3a C Jjiola nporHosa. [lo-
BEYETO OT TSAX Bb3HHUKBAT B caMaTa IIMTOBH/IHA
»KJie3a WM B MeTacTas3u B LIMHWHUTE JUMPHU
BBb3JIU OT aHAIJIACTUYHA TpaHcdopmanus Ha
ChLIEeCTBYBallU AudepeHlupaHu KapLUHOMU
KaTo nanujapeH win GoMKyJIapeH KapiuHOM
Ha IIMTOBUAHATA Jie3a [4, 5]. AHamacTUYHa-
Ta TpaHchopmalys MOXe Jia HaCThIIU U MHOTO
TOAUHU CJeJ, 'bpBOHAYa/lHaTa JuarHosa |
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XUPYPrUYHOTO JiedeHWe Ha JAudepeHIUpaH
nanujapeH TUPeOoUieH KapLuuHoM [5].

AHanJIaCTUYHUAT TUPEOUJleH KapLUHOM e
no-yecT npu xkeHu - 1,5:1, ¢ Hal-BUCOKa yec-
TOTa IIpe3 LIeCTOTO U CeJMOTO JeceTHUeTHe
OT kUBOTa [6, 7]. HebsiaronpusTHU MpPOTHOC-
TUYHH GaKTOpU ca HallpeAHasla Bb3pPacT,
M'BKKHU 110J1, JIEBKOLIMTO33a, pa3sMep Ha TYMOpa,
eKCTpaTHpeoUHa HHBAa3Us U HaJM4yMe Ha OT-
JlajiedeHd MeTacTasu. XUpyprusra ocraBa oc-
HOBHO JiedyeHHe, N10CJIe/BAHO OT JI'bueTepanus
Y fiosiHa Tepanus [8].

OcHoBHUTE PaAKTOpPH, KOUTO OTpaHHAYaBAT
BB3MO)XHOCTTa 33 ONEepPaTUBHO JiedyeHUe IpHU
aHalJIaCTU4eH THPEOUJeH KapLMHOM, ca 00X-
BalllaHe Ha KapOTHUAHATa apTepusi, 3HAYUTEJI-
HO JIapUHTea/lHO W TpaxeaJHO aHTaKHUpaHe,
3acAraHe Ha XpaHONPOBOJA, 3HAUYUTEJHO Me-
JAUACTUHAJHO PAa3NpOCTPaHEHHUE WM Peruo-
HaJIHU WJIM OTJajsedyeHH MeTactasu [9]. Tu-
nuyHuTe KT o06pasHU XapaKTEpUCTUKU Ha
aHaMJIACTUYHHUSA KapLUMHOM NPU NpescTaBsHe-
TO BKJIIOYBAT roJjiiMa HEKpOTHYHa Maca Ha
JiBaTa JsJia Ha LMTOBH/AHATA KJle3a C HesCHU
rpaHUIM, €KCTPaTHPEOUJHO pa3NpocTpaHe-
HHe U JIOKaJlJHa MWHBa3udA. MeracTaTH4YHaTa
auMbajieHonaTusi OT aHaIJIACTUYHUTE Kap-
[IMHOMU YeCTO € HEKPOTHU4YHA [9].

Cpob1eHuATa 3a roJjisiMa KUCTO3Ha MeJHU-
acTUHaJIHA Jie3Us], CB’bp3aHa C HeBepUpULUPaH
KapLIJMHOM Ha LIMTOBU/HATA KJIe3a €Ca OCK'bJHU
[10-12]. Te3su manueHTH ce MNPOSABABAT Ipe-
JUMHO C KOMIIPECUBHM CUMITOMH KaTo Kall-
Juna, gucnHess wiau gucéarus [12]. Owe mno-
pefiku ca cjly4yanTe Ha MeJjMacTUHaJIeH KOMOU-
HUpaH KapLMHOM Ha LIMTOBUJAHATA >KJje3a.
OnucaH e ciayyail Ha 85-rofullieH MBX C 6bp-
30HapacTBallla Maca Ha WMATA, AUArHOCTULHU-
paHa KaTo NanujapeH TUPeOUeH KapLUHOM U
c/lelollepaTUBHO YCTAaHOBEHHM MHOXKECTBO OT-
HHULIA OT aHaIJIaCTU4YeH TUPEOUJeH KapLUHOM
B MeTacTaTU4YeH liepBUKajleH JUM)eH Bb3el],
CbLIEeCTBYBally €JHOBPEMEHHO C MalWJapHUs,
JlOKaTO B LIMTOBU/JHATA >KJie3a e OTKPUT CaMo
nanujaapeH kapiuuHoMm [13]. Bbopeku xupyp-
rMYHUTE TPYAHOCTHU U JoLlaTa NPOrHO3a, NpHU
nalyeHTKaTa ce NMOCTWTHA LlecTMece4yHa Ipe-
’KHMBSIEMOCT 6e3 nporpecusi, KOSITO 3Ha4UTEeJTHO
Ha/IBUILIABA CpeJHATa CTOMHOCT oT 4.5 Mecena
3a aHaIJIaCTU4YeH KapLiUHOM.

3AKJ/IIOYEHUE

CiyyauTe Ha KOMOMHHpAH KapLMHOM Ha
IMTOBU/IHATA KJIe3a C MeJJMacTHUHAJHA JIOKa-
JIM3alUa ca M3K/IIYHUTeNHO peaku. IIpesacra-
BEHUAT KJMHHUYEH CIy4ad OmMcBa MeJHaCTH-
HaJleH KOMOMHUpPAH aHal/laCTU4eH M NanuJja-
peH KapLMHOM Ha LIMTOBHJHATA >KJie3a INpHU
»KeHa 6e3 KJIMHMYHA CUMIITOMaTHUKa. Brnpeku
roJisIMOTO HpeJU3BHUKATEJCTBO KaKTO OT
CTpaHa Ha XUpPypruyHaTa WUHTEpPBEHIMs, TaKa
M OT U3KJIOYUTEJHO TPy/JHAaTa XUCTOJOTHYHA
JlMarHo3a, OpW TNalMeHTKaTa ce IOCTUTHA
NpPeXUBAEMOCT, HaJlBUILIABAllla CpeJHaTa MpHU
TO3U THUI MATOJIOTHSL.
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OBYYEHHUE

LEARNING POINT

3AXAPEH JUABET U TACTPOUHTECTUHAJIHU 3ABOJIABAHUA

M. bosHosa
OmaeneHue no eH0OKpuHoi02usl u 601ecmu Ha oomsiHama, KauHuka no eHdokpuHoso02us u Hegppoaoaus,
Adxcubadem Cumu Kaunuk YMBAJI ,, Tokyda“ - Codpus

YECTOTA U MATO®U3UOJIOTUA

Jo 5-10% ot cny4anTe Ha HEABTOUMYHEH
3axapeH auabet (3/]) ce Ab/KAT HA MaHKpeac-
Ha 6oJiecT U ce KJacuPUIUPAT KATO MaHKpea-
ToreHeH auabet (3/] Tun 3c cnopen Amepu-
KaHcKaTa auabeTHa acouuanus). [Ipu 70-80%
OT cjay4auTe cbC 3/] 3¢ npU4YMHaTa e XpOHUYEeH
naHKpeaTHUT. B maTtoreHesaTa Bojely e a6co-
JIIOTHUSAT UHCYJUHOB e QUIUT, HO y4acTBaT U
MOHMKEHaTa CeKpelUs Ha [JIIOKaroH W MaHK-
peaceH mnosunentuj (yBpega Ha a- u PP-
KJIETKH), KaKTO M MaJ[AUrecTusTa. 3aToBa
NaHKpeaTOreHHUAT JuabeT Moxe Jla MpoTHYa
HecTabuJHO (pe/lyBaHe Ha XUIlep- U XUIIOTJIU-
KeMuH). Bb3MOXKHO € U oCTeNneHHO pa3BUTHE
Ha JUabeTHU CbJ0BU YCJI0KHeHUs (mpu [0
1/3 ot cnyyaute). Hamuumero Ha 3/11 wau 3/12
OT CBOsI CTpaHa Ce acoliuMpa C NOBUIIEHa yec-
TOTA Ha MaHKpeaTuT ([0 2 MbTH) U HA MAHKpe-
aceH [JAyKTajJeH aJleHOKapLIuHOM (OCHOBHO
3/12). 3/] BiomaBa U MpoOrHosaTa Ha MaHKpe-
aCHUS KapIUHOM.

JAVATHO3A

Bceku mauueHT c MaHKpeaTUT OU Tpsi6Ba-
JIO ia Ce MOHUTOPHUPA C LieJl paHHA JUAarHOCTH-
Ka Ha JUCrauKeMusaTa. PUCKBT 3a nosiBa Ha 3/]
3c HapacTBa C [JaBHOCTTAa Ha MAaHKPeEacHOTO
3a60J1sIBaHe, IPU YaCTUYHA NaHKpeaTeKTOMMH,
KaKToO U Npu Kannubunupamure GopMu Ha
na"HkpeaTuT. [loHe 1 I'bT TOAUIIHO Ce mpoc/e-
JsBaT Kp'bBHA 3axap Ha rsiagHo u HbAlc. Ilpu
OTK/JIOHEHUe B eJJMH OT JBaTa IoKasaTeJs ce
IpOBEX/JA OpaJieH TIJIIOKO30TOJIePAaHCEeH TeCT
c¢bc 75 g. JlunceaT yTBbpJeHU JUArHOCTUYHHU
kputepuu 3a 3/] 3c. Kato ocHosHu kpumepuu
ce mpueMar:

1. /JlokasaHa eK30KpUHHA MaHKpeacHa
HEI0CTATBbYHOCT;

2. TlatosormyHa HaxoJiKa OT 06pa3HUTE
u3ciaeBaHusl Ha mnaHkpeac (Y3, KT,
MPT);

3. Jlunca Ha TunuyHUTe 3a 3/11 aHTUTeA.
Kato emopocmenennu kpumepuu ce
[OJI3BAT: JIMIICATa HA 3HAYMTE/IHA WH-
cyanHoBa pe3ucteHTHOCT (HOMA-IR <
5.0), noHmxkeHa 6GeTa-kJeTbuyHa QYHK-
nusa (HuCbK C-menTH), JUMCBAIla CeK-
peliMss Ha NaHKpeaceH MOJIMMENTH] U
MHKpeTHHHU. Te cnomaraT 3a OTrpaHHU-
yaBaHe oT 3/]2, Makap 4e TOBa YecTo e
MHOTO TPY/HO.

[IOBEJEHUE

[lon3BaT ce o6LIMTEe NPUHLMNU 3a Jeye-
Hue Ha 3/12. [lpekpaTaBaT ce NpueMbT Ha aJ-
KOX0J U TIOTIOHONyuieHeTo. OT CbILEeCTBEHO
3HaueHUe e eH3UMHama KopeKyusl Ha €eK30K-
pHMHHATa NaHKpeacHa HeJocTaTb4yHOCT. Taka
ce MoJ06psiBAa YCBOSIBAHETO Ha XpaHUTe (MaJl-
HYTPULUATA) U Ce CTUMYJIMpa HHKPETUHOBAaTa
cekpenus oT 4yepBaTa. [Ipu usxogen HbAlc <
8.0% mbppBa JIMHUSA HA JieueHHe e Mem@POpPMUH.
MeTtdopmuH HaMassBa ¢ 1o 70% pucka oT pak
Ha MaHKpeaca, HO ce MIOHAaCsl TPYAHO B yCJI0BU-
fTa HAa MaJAurectusi (CTOMalIHO-YpEBHHU He-
keslaHU fAedcTBuUs!). Moxe Ja ce mpujarat
kpatkozercTBauy CYIl unu ravHuau (rJiaBHO
npu C-nentup > 1.0 ng/ml). [TuornurasoH ce
n3barea (dpakTypeH pHUCK NpU MaJHYTpPHU-
nus). U36sareaT ce U HMHKpeTHUH-6a3UpaHUTE
cpeactBa (GLP-1 ananosu, DPP-4 unxu6uro-
pH), 3all0TO MOBULIABAaT pUCKA OT IMaHKpea-
TUT. Akap603a He ce mpenopbuBa (BJoLIaBa
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MangurectusaTa). Uaxubutopute Ha SGLT2 ca
B Ipolec Ha mpoyyBaHe. MHCy/uH®M OCTaBa
YHUBEPCAJHO CpeJCcTBO U noHe 50% oT maiu-
E€HTHUTE C MaHKpeaTOoTeHEeH JMabeT MPOBEXAAT
HMHCyJIMHOJIeueHue. B oTChCcTBUE HA 3aTIBCTS-
BaHe M TeXKa WHCYJIMHOBA PE3UCTEHTHOCT,
WHCYJIMHOBUTE HYXJHW Ca YMepeHU — JHeBHa
no3a okouto 0.5 IU/kg Tersio. Ako e chXpaHeHa
JIOCTAaTbYHO AaHKpeacHa T'hbKaH, INTUKEMHUSITA e
OTHOCHUTEJIHO CTabuJHa. B ciaydaute Ha Ja-
OusHa TJHUKEMHs ONTHUMaJleH e 6a3aliHo-
00JIyCHUAT pexuM. HaTpynBa ce ONUT U C UH-
Cy/MHOBY nomnu. Jleyenunero Ha 3/l npu nas-
KpeaceH KapLMHOM KMMa 3a LieJ Ja Npejnassa
OCHOBHO OT TE€XKa XUIep- U XUIIOTJIUKEMUS,
a He CTPUKTEH KOHTpOJ (MaJiKa O4YaKBaHa
OpPOAb/PKUTENHOCT Ha KUBOT). [Ipu maHkpe-
acHa HeIOCTAT'bYHOCT € YMeCTHO Jla ce U3MepH
miasmed 25(0H) Butamuu D u na ce 3amectu
eBeHTyasIHUAT JAedunut (c 2000-4000 IU
JIHeBHO xoJieKaanudepo).

ONNPEAEJIEHUE U HYECTOTA

[TaHkpeaTOreHHUAT 3axapeH AuabeT Bb3-
HUKBA NpPU MALUEHTH C OCT'bP WM XPOHHUYEH
MaHKpeaTUT, pak Ha MaHKpeaca WJIUA JPYyro
3aboJisiBaHe Ha IaHKpeaca U Ce OTHACA KbM
BTOPUYHUTE (cUMOTOMAaTU4YHHU) GOpMHU Ha
auabet. JIlyKTaJHUAT afileHOKapIMHOM Ha IaH-
Kpeaca e Hal-3/I0KAaUYeCTBEHUSAT MOJBapUaHT
Ha pakKa Ha MaHKpeaca ¢ MHOTO Jiollla IPOTHO-
3a. Okosio 68% OT manyMeHTUTE C AyKTaJleH
aJIeHOKapIIMHOM UMaT NMPUAPYKaBalll 3aXxapeH
nabeT U npu 61130 88% OT TAX AUArHosara
3axapeH AuabeT ce MOCTaBs Npe3 NpeaX0oAHU-
Te 24 Meceua npejyd AWUArHOCTULHMPAaHETO Ha
JYKTaJHUSA aAeHoKapiuHoM. CJjieloBaTeNHO
U3IJIeX/Ja, Ye MMa MaTOTeHeTHUYHa Bpb3Ka
MeX/Jy IBETe, M TO ABYINoco4yHa. ToBa noapoo6-
HO € 3acerHaTo B eJlHa OT CeCUUTe Ha 76-aTa
Hay4yHa cecusi Ha AMepHUKaHCKaTa JuabeTHa
acouuanus npes 2016 roauHa.

OyakBaHaTa 5-roJMINHA MPEXKUBSIEMOCT C
Tasu JuarHosa (JyKTaJjieH aJleHOKapLUHOM) e
nona 7-8%, Taka 4ye JieueHHMETO Ha 3axapHUA
IrabeT TYK HsMa 3a IieJI a IpeAna3y nanueH-
Ta OT J'bJTOCPOYHUTE JUAOETHU YCJOXKHEHUS,
a OT MeTaboJIMTHA JleKOMIIeHC Ay, AOKATO ce
6aJslaHCHpa Cpelly MOBUIIEHUS PUCK OT XUIIOT-
JINKEMHUSL.

YectoTaTa Ha 3axapeH guabet tum 3c (3/]
3c) e camo 8% OT BCUYKH NALMEHTH C AUAOET,
3/1T1 o6xBama okosio 12% , a 3axapeH guabeT
tun 2 - 80% oT Bcuukd c guabet. Cpes npu-
YUHUTE 33 NMaHKpeaTOTeHeH 3axapeH JAuaber,
Ha II'bPBO MSCTO, € XPOHUYHUAT NaHKPEaTUT -
76%-80% oT ciy4auTe, Ha BTOPO MSACTO — pa-
KbT Ha [TaHKpeaca — 0K0JI0 9% OT BCUYKHU CJIy-
Yyay, cJeJlBaHU OT MyKoBucuuzgosara (4%),
xeMoxpomarTo3saTa (8%) u pesekuMaATa Ha NaH-
kpeaca (3%).

IF'EHETUYHA INPEAUCITIO3ULHUA
N ITATOTEHE3A

TFeHeTUYHHUTE M3CJAeJBAHUA I110Ka3BaT
c1abu, HO ChIECTBYBAIId BP'b3KH MEXIY OCT-
pUS ¥ XPOHUYHUS MAHKPEATUT M MOo/|JIexKaly-
Te FeHU — MOXKe Jla ce CHeMe aHaMHe3a 3a Apy-
I 4YJIeHOBe Ha CEMEHWCTBOTO C MaHKPEaTUT U
auabet, HanpuMmep. PaKTOpPUTE OT OKOJIHATa
cpeZia, KaTo aJIKOXOJHAa KOHCyMalMs, CbILIO
J06aBAT uHpopManus KbM aHaMHe3aTa. AJl-
KOXOJI'bT € 6e3CropeH pUCKOB pakTop, HO 6e3
reHeTUYHa NPEAUCIO3UIUs, TOH MHOTO IO-
pSJIKO cTaBa NMPWUYMHA 3a MaHKpPeaTHUT - Ha
Hero ce Ab/kaT noj 50% oT BCUYKU cjy4yau Ha
naHkpeaTuT. KakTo npu 3axapeH AuabeT TUI
2, Taka W NP 3axapeH AuabeT TuUm 3C reHe-
THUYHATa XeTEPOTEHHOCT MPEYH Jla Ce HAMepPST
TOYHHTE IeHH, NMpeJipas3nojaramy KbM MaHK-
peaTuT WM paK Ha MaHKpeaca. AKO ce ONUTAa-
Me Jia pa3jie/iuM NMalMeHTHUTe Ha JIMIA C Ipej-
XOX/1alll 3aXapeH AUabeT U Ha TAaKWBA C MaHK-
peatoreHeH 3/, e MOXKeM Jla oYepTaeM JBa
HaI'b/JIHO Pa3/IMYHU NAaTOTeHEeTUYHM MoJeJia
- B 'bpBUA CAy4al cTaBa jAyma 3a Job6pe U3-
BeCTHATa KacKaja Ha 4YepHOAPOOHA HHCYJIU-
HOBa Pe3UCTEHTHOCT, 06e3UTET U AUCOYHKIIUS
Ha aJUINOLUTHUTE, XPOHUYHO B'b3NaJieHHE, 10-
BUIIIEHO 06pa3yBaHe Ha KpallHU MPOJYKTH Ha
HEeH3UMHOTO IVIMKUPaHe U B KpallHa CMeTKa —
yBpex/JaHe Ha QYHKIMSTA Ha MaHKpeaca U
npexoJi KbM IMaHKpPeaTUT WJMU pak. MeseHTe-
puUasiHaTa MaCTHa T’bKaH, o6XBallalla maHKpe-
aca, oTroBaps C MPOUW3BOJCTBO Ha HHOJaMa-
TOPHU IIUTOKWHU TNpPH BCSIKa 3J0ynoTpeba c
6oraTa Ha Ma3HUHU XpaHa. [Ipu maHKpearto-
reHHUA 3axapeH AMA6eT UMa HeJOCTHr Ha
naHKpeaceH nosimnentu/. ToBa e 1 OCHOBHA-
Ta OTJIMKA, Ype3 KOATO TOW ce audepeHIHpa
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or Tun 1 u Tun 2 3axapeH auabet. [lopaau
ob6xBallalaTa naHkpeaca ¢ubposa, ce yBpex-
JlaT He caMo OeTa-KJeTKHTe, HO U KJIETKHUTE,
NpOM3BEX/AAIIM NaHKpeaceH nmosunentus. [lo-
K'bCHO Ce YBpexJaT U ajda-kieTkute. EqHOB-
peMeHHaTa Ma/IAUTeCTHsi Ha MacTHOPA3TBO-
pUMU BUTAaMUHU TOPAJU YBpeX/JaHe Ha eK-
30KpUHHaTa QYHKIMS Ha MaHKpeaca BOJU [0

HaMaJ/iiBaHe Ha MHKPETUHUTE U OTTaM — [0
HaMaJIeHO CTUMYyJIMpaHe Ha HWHCYJHUHOBaTa
cekpelus. 3aMeCTBAaHETO Ha JIMIICBAIWTeE
MaHKpeacHU €H3UMHM BCBIIHOCT € Ba)KHa 4acT
OT JIeYEHHETO U Ha AuabeTa.

B Tabsuna 1 ca ouepTaHd OCHOBHUTE pas-
JIMKA Mexay Tull 1, Tun 2 U tun 3¢ 3axapeH
Juaoer.

Taé6a. 1. OcHoeHume pasauku mexcdy mun 1, mun 2 u mun 3c 3axapeH duaéem

30 T1

31 T2

3/1 T3¢

[laHKpeaceH NOJIUNENTU],
(I111)

HopmMaseH uinu HaMmasieH
(kbCcHO)

Hopmanen
WJIU IOBULIEH

HUCBK WK JIMNCBAL

lFacTpouHTeCTHHAIEH
nentug (TUI)

HOpMaJIEH HNJIK HUCBK

BcsakakbB

Hucsk

[/1I0KaroHo-mnozi06eH
nentua-1 (GLP-1)

Hopmanen

BcsakakbB

BcsakakbB

WHCYyJIMHOBO HUBO

Hucko uau auncaaiio

HopmanHo nnu
,BHCOKO"

»HopMaJIHO" MK TOHMXKEHO

YepHopo6HA HHCYJIMHOBA

HopmasnHa unu HamasneHa | Hamanena HopmasnHa uiu HaManeHa
YYBCTBUTEJTHOCT
[TepudepHa UHCYIMHOBA

HopMasiHa uiv HamasleHa | Hamasena HopmMasiHa njiy noBuiueHa
YYBCTBUTEJIHOCT
XUNOTJIMKeMUS YecTa Psapgxa YecTa
Keroanupgosa YecTa Psangka Psapgka

TunuyHa Bb3pacT
Ha U3dBa

JleTCcTBO, IOHOLIECTBO,
MJiaJla Bb3pacT

3pssa Bb3pacT

Bcsika Bb3pacT (1pu Haces-
cTBeHUTe popMHU Ha NaHKpe-

aTuT - Mexxay 38-53 roz.)

Tunu4yHa eTHOJIOTHA ABTOMMYHHa

OcTbp U XpOHHUYEH NaHKpea-

3aT/I'bCTSABaHe,

THUT, paK Ha MaHKpeaca
HMHCYJIMHOBA

(c uzsiBa mpej- UK MocToIe-
PE3UCTEHTHOCT,

PAaTHUBHO HUJIKM KATO CUMII-

B'b3pacT U JIp.
p AP TOM), KUCTHYHA $rbpo3a

Ot Ta6suna 1 e BUAHO, Ye 3a NOCTaBAHE
Ha /MarHosaTta 3axapeH jua6erT TUn 3cC
TpsAGBa Aa ca U3MbJHEHU NOHE TPHU YCJIO-
BUA: 1) HaysnuMe Ha 3a6o0/IsiBaHE HA MaHKpea-
ca, loKa3aHo C o6pa3Ha JUAarHoCcTUKa, 2) AaH-
HU 32 eK30KpUHHA AUCPYHKIMS Ha TAaHKpeaca,
3) uskuiroueH e tun 1 3axapeH guabet - GAD65
+/- ZnT8 aHTuUTesaTa ca HeraTUBHU. Moxke
JIOI'bJIHUTEJIHO /1a Ce JoKake HaMaJIeHO HUBO
Ha NaHKpeaceH nojaunentug u Ha I'HII, kakTo
Y HaJIMYHETO Ha JedeKT B UHCYJUHOBATA CEK-
penys NpH JUIICa HA UHCYJIMHOBA PE3UCTEHT-
HocT. T'b¥ KaTo pa3rpaHUYaBaHETO MEX/Y TUI
3c ¥ TUn 2 3axapeH JUabeT e TPYAHO, TO eJJUH-
CTBEHMSAT TECT, KOUTO MOXe Jla ' pasrpaHu-
4y, e UI3MEepPBaHeTO Ha CTUMYJIMPAaHUA NMaH-
KpeaceH NoJIMNEeNnTUJ, cjiel NprueM Ha CTaH-
AapTHA cMeceHa XpaHa. To3u TecT He e f06pe
CTaHJapTU3MpaH.

PUCKBT OT XUNOTrJIMKeMUs NPU NallUeHTHU-
Te CbC 3axapeH AuabeT TUN 3C e BUCOK U Te
MOraT Jja NOKaXXaT KpbBHO3axXapeH NpoduI
CbC 3HAaYMMa BapHMabUIHOCT, NOJO6GHO Ha ma-
uueHTUTe cbC 3/1 Tun 1 ¢ no-TpyZileH KOHTPOJI
- T.Hap. ,brittle” pua6et. [oKOHeoreHesaTa
4YeCTO e KOMIIpOMeTHpaHa [Ipy Te3U NaleHTU
npesBU/J XpOHUYHATA aJIKOXOJIHA KOHCyMalUs,
a TJMKOreHoJiu3aTa e O6JioKhpaHa. PaHHOTO
OTIIajlaHe Ha IJIIOKAaroHoBaTa CeKpelus ChLIO0
¥Ma poJisl 3a MOBHIIABaHe Ha PUCKA OT XUIIOT-
aukemus. Ilo ToBa 3/ Tun 1 u Tun 3c cu npu-
JIMYaT - U NIPU ABaTa TUIla UMa paHHO oTHaja-
He Ha MHCYJIMHOBATAa U IJIIOKaroHoBaTa cekpe-
[{s, CbOTBETHO - CKJOHHOCT KBbM TroOJisIMa
[JIIOKO3HA BapUabUJIHOCT (MHTAKTHaTa [IJIIO-
KaroHoBa CeKpeLUsi e Ba)KeH MeXaHU3bM 3a
CHpaBsiHE NP XUIIOTJIUKEMUS ).
B ma6auya 2 ca u3bpoeHU AUArHOCTUY-
HUTEe KpUTEPUHU NIPU 3aXapeH AuabeT Tun 3c.
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Ta6a. 2. JuazHocmuyHu Kpumepuu npu 3axapeH duaéem mun 3c

T'oJieMH KpUTEpUH:

€K30KpHHEH Q)YHKL[I/IOHaJIeH AGQJI/ILU/IT — HUCKO HMUBO Ha MOHOKJIOHAJ/IHA Cl)eKaJIHa esacTtasa 1 Ui 06eKTHUBU-
3UpaH C Q)YHKL[I/IOHaJ'IeH TeCT €eK30KpHUHEH HeJOCTUT,

JlaHHU 3a 3a60JIsiBaHe Ha MaHKpeaca oT o6pa3Ha guarHoctuka — MPT, KT, ysiTrpasBykoBo n3ciie/iBaHe 10 Bpe-

Me Ha €eHJOCKOIINA;

3) siunca Ha aBTOAHTUTeNA, XapakTepHu 3a 3/T1

MaJsiku (Jomb/IHUTE/THU) KPUTEPUH:

XHUIOTJIMKeMUS; HUCKo HHUBO Ha ['UII

Hucko HHUBO Ha [NaHKpeacCeH MOoJIMIEeNnTU/ U3X0AHO U B X0Jid Ha TECT CbC CTaHAAPTHA CMeCeHa XpaHa HUJIU CJ1e[

Hapyuiena 6eTa-kjaeTbyHa GyHKLUA — onpefeis ce ype3 HOMA-B; cboTHOLIEeHMe C-enTHA/KpbBHA 3axap;

JluncBa MHCYJIMHOBA PE3UCTEHTHOCT — onpeeJis ce upe3 HOMA-UP;

Hucku HUBa Ha MacTHOPa3TBOpUMUTe eH3UMU — 250H BuTamuH D, ButamuH A, E u K.

*Moduduyuparo no Ewald and Bretzel; 6ea. [lopadu sucokama yecmoma Ha 3axapeH duabem mun 2 8 obujama nonyaayusi
He e U3K/IHYEHO npu e0uH nayueHm 0d ca HaAU4HU eJHOBpEeMeHHO U deama muna duabem.

JIEHEHUE

M360pbT Ha JleyeHHe IPU NaHKpeaToreHeH
3axapeH AuabeT cropeJ; HIKOW aBTOPU MOXKe
Jla ce HaNpaBW cJeJ, U3MepBaHe Ha IJIMKUpa-
HHS XeMOTJIOOUH — npu < U > 8,0% cbOTBETHO
ce MpeJnoYyruTaT TabJeTKU WU UHCYAUH. Crlo-
pea APYyru UHCYJUHBT TPSAOBA Aa 6'b/le OCHOB-
HO CpeACTBO Ha jsieyeHue. TpeTu npeasarat fa
ce usMepu C-nenTu/ U Mo HEro Jja ce MpeleHu
MoBeJIeHUeTO HaTaThbK. Hal-yecTo sie4eHHETO
IpU NMaHKpeaTOTreHeH 3aXapeH JuabeT ce Mpo-
BeX/]a C UHCYJIMH, KaTo ce cje/iBaT MpaBuaaTa
npy 3axapeH AuabeT Tun 1 U ce cbbJoAaBa
PUCKBT OT XUMOTJIMKeMUS. JledeHUeTo C MaHK-
peacHUu eH3UMU BOJH 10 MOBUIIaBaHe Ha UHK-
PETUHOBUS OTrOBOpP IPU XpaHEHe, a OTTaM —
Jl0 CTUMyJIMpaHe Ha UHCYJMHOBaTa CeKpelus
Y oi06psiBaHe Ha KP'bBHO3aXapHUS KOHTPOJIL.
OcBeH TOBa MaHKpeacHUTe E€H3UMHU NoJ06ps-
BaT yCBOSIBAHETO HAa BaXKHU MacTHOPA3TBOPH-
MM BUTaMUHHU. YecToTaTa Ha OCTeomopo3aTa
cpel MalEHTUTE C XPOHUYEH MAaHKPEATUT e
HaJ, 30%, JOHSAKBE CBBP3aHO C HUCKOTO HUBO
Ha BuTaMuH D. CbOTBETHO U360PBT HA AHTHU-
JuabeTHU MeJUKaMEHTH C U3BECTeH HebJia-
ronpusTeH epeKT BBbPXy KOCTTa CBIIO HE €
onTuMajieH (TUA30JUAUHAMOHU U UHXUOUTO-
pY Ha HATPUEBO-TJIDKO3HUSA KOTPaHCIOpTep-2
uMaT TakbB edekT). U360pbT Ha MeAHKaMeH-
THU ¢ eDEeKT BbPXY alleTUTa UJIH TETJIOTO ChIO
e HemoAXOJsll, TbhH KaTO Te3W NABUeHTH
TpAGBA Ja MOBUINAT TErJIOTO CH, KaTo ce
XpaHAT pa3HO06pPa3HO.

IIpy raukupaH xemorsao6uH mox 8,5%
64 MOIJIO Ja ce ONMTA JieYeHue C nepopa-
HU MeAUKaAMEeHTH, HampuMmep CbC cyJidpaHU-
aypeiinu MeaukameHTH (CYII). 3a Tax ce cMs-
Ta obaye, Ue MOBUIIABAT PUCKA OT paK Ha MaH-
Kpeaca NpU NallueHTUTE C XPOHUYEH NaHKpea-
THUT, Makap U He TOJIKOBA, KOJIKOTO WHCYJIH-
HBT. BChIIHOCT TeXHUAT 6a3uCeH PUCK 3a pak
Ha MaHKpeaca e M0-BHUCOK M0 NPUHUUI. 32 UH-
CyJIMHA Cce CMsATa, Ye UMa MUTOTEHHa aKTHUB-
HOCT, IOBJIHMSIBA pacTeXHHS NOTEHIMaJ Ha
KJIETKUTe, BKJIIUYUTEJHO U Ha pakoBuTe. OT
Jlpyra CTpaHa, 4eCTO TOM e Hal-MoJX0As10TO
CpefCTBO 3a JeyeHUMe Ha MaHKpeaTOTeHHHUS
3axapeH auaber. OTZaBHA ca M3BECTHHU CTpa-
HuyHUTe edpekTu Ha DPP-4-unxubuTopuTe U
GLP-1 PA kaTo nmaHkpeaTuT Hanpumep. CbOT-
BETHO Te He ca J00bp U300p NpU NallUEHTUTE
CbC 3axapeH guabeT Tun 3c. MeTGOpMUHBT Ha
Teopus npejnasBa oT pak. [Ipu nanueHTUTE C
XpPOHHUYEH NMaHKpPeaTUT WJIM PaK Ha MMaHKpeaca,
IpYU KOUTO Ce OMWTBAa M'bPBO C NepopasiHa Te-
panusi, Tol Moxe Jia 6'bje BKJIOYeH. Te3u na-
[UEHTU 006aye HAMAT MHCYJIMHOBA PE3UCTEHT-
HOCT, a JI0OpU U Ja UMaT — TS He e BOJELUAT
naToreHeTuYeH MexaHu3bM. OCBeH TOBa He-
JIOUMBYHOTO XpaHEeHe U aJKOXOJHaTa 3JI0y-
notpeba NpUYMHABAT JePUIUT HA BUTAMUH
B12, c KoiiTo ce CBBbpP3Ba U JIeYeHUETO C MeT-
dopmMuH. Bcuuko ToBa TpsibBa Ja O6'bje CbOO-
paseHo. [Ip1 ocT'bp MaHKpPEATUT JIEUEHUETO €
CaMo C WHCYJIUH, 3a Ipe/iNoYUuTaHe — B UHTEH-
3uduIMpaHa cxeMa.
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[Ipy manueHTHTE C MYKOBMCIIH/03a-aco-
[UUpPaH 3axapeH JuabeT, JIeYeHHUETO Ce IMPOo-
BEX/la C UHCYJIMH. 33 pasjiMKa OT JIPyTUTe
dopmMu Ha 3axapeH JMabeT TYK CoJITa He 6UBa
Jla ce orpaHWyYaBa (MoBHUIlleHA e 3arybaTa Ha
COJ1), KAKTO U IPUeM'bT Ha BCAKAKBa pPa3HO06-
pa3Ha XpaHa, BKJIOYHUTEJHO 6orata Ha Ma3HU-
HUY, BBIVIEXU/IPATU U 6eJThUYNHU (IOBUILEHA €
OCHOBHATa 00MsHA B MOKOH).

3AXAPEH JUABET IIPEAU
1 CJIEJ IIOCTABAHE HA IUATHO3ATA
PAK HA ITAHKPEACA

Haii-HeG/1aronpusiTHaTa pa3HOBUAHOCT Ha
paka Ha MmaHKpeaca - AYKTAJIHHUAT a/leHOKap-
LJMHOM, Ce ChYeTaBa U3KJIOYHUTENHO YECTO ChC
3axapeH AguabeT u B okoJsio 74-80% oT ciaydau-
Te AWarHosara JuabeT mpejllecTBa Ta3u Ha
paka ¢ no-maznko ot 24 meceua. ToBa gaBa oc-
HOBaHMe Ha HAKOW aBTOPH Jla HAaMUpaT U3siBa-
Ta Ha AuabeTa 3a MoJie3eH ,MapKep“ Ha OKYJI-
TeH KapUuuWHOM. KnuHU4YHaTa cuTyanus Ha na-
IIMEeHT C XUIEepIJIMKeMHUsI U HaMaJsleH aneTuT
Tps6Ba Ja aJapMUpa, Ha I'bPBO MSCTO, 32 paK
Ha [aHKpeaca, cjieJj KOeTo — 3a APYrd BUJO0Be
paK, XpOHUYHU Bb3NaJUTENHU 3a00JIsIBAHUS,
XpOHHUYHA 6BbOpedyHa HegocTaTbYHOCT. [lpu
4acT OT NALUEeHTHTe, OKOJIO MOJIOBMHATa OT
Te3U C HOBOU3ABWJ ce JAHabeT, JUabeThT ce
caMou3JIeKyBa CJeJi MPOKCHMasIHa IMaHKpea-
TEKTOMHUS, KOETO MOBAWra BbIpoca Aald TOU
He e 6MJI NapaHeoIllJIaCTUYEH NPOLEeC, CBbp3aH

C MaJIMTHEHOTO 3a6oJsiBaHe. [Ipu manueHTUTE
C Z'bJITOTOJAMIIEH IMpeAXOXK/Jall 3axapeH JAua-
6eT TUn 2, TOM OOUKHOBEHO IepCUCTHUpA U
cJeJ] pe3eKIUATa Ha MaHKpeaca. Bb3aMoXXHOCT-
Ta 33 OCTENEHHO HOPMaJIM3UpaHe Ha XUIepT-
JIMKeMUsTA Hajlara naiydeHTUTe CJeJ] MaHKpe-
aTeKTOMUSA Jla O'bJAT CJeJIeHU CTPUKTHO OT
eH/IOKPHUHOJIOT U Jja 6bJaT NnpeAynpeleHd 3a
BB3MOKHOCTTA OT XUIOTJIMKEMHUS NPU HEHAB-
peMeHHa NpPOMsIHA B TepanusATa. AKO 3ae/HO C
MaHKPeaTEKTOMUSATA Ce U3BbPIIN aBTOTPAHC-
IJIAHTAlMs Ha JIAHTEPXaHCOBU OCTPOBHHU
KJIETKH, IMabeThT Ce CaMOU3JIEKYyBa CJieJ| omne-
panusTa, Ho B bbJirapus UMa CKpOMeH ONHUT B
Ta3u HacoKa.
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3A K/IMHUYHATA ITPAKTHUKA

CLINICAL INSIGHTS

JIEYEHHUE C UHCYJIUH ITPU JIOIIO KOHTPOJIMUPAH 3AXAPEH JUABET
THII 2 - IPABUJIHA CTPATEI'A U ITPE3 2020 TOAUHA

Hirsch, I B, Gaudiani L. M. Using Insulin to Treat Poorly Controlled Type 2 Diabetes in 2020.
JAMA. 2020; 323(23):2419-2420, doi: 10.1001/jama.2020.1303.

3axapHUAT AUabeT TUI 2 ce IMAaTHOCTULIMPA
Bce no-vyecTo. [Ipe3 2015 roa. B CAILl Ha 9,4% oT
HaceJIeHHETO e IoCTaBeHa Ta3u JuarHosa. Cro-
pell aKTyaJiHUTe NpenopbKU 3a JedeHUe Ha
3axapeH AuabeT TUl 2 U360PBT HA BTOPU Me-
JUKaMeHT ciej, MeTGopMHUH TpsbBa Ja ce om-
pesiesist OT JiMIcaTa WK HAJIMYHUETO Ha Chp/ed-
HO-CbAOBO 3a6osiaBaHe (CC3) wad XPOHUYHO
06bO0peuHo 3ab6ossBaHe (Xb3). PUCKBT OT xuror-
JIMKEMUS U I[eHaTa Ha JIeYeHHUETO ChIo Tps6Ba
Jla ce B3eMaT 1o/ BHUMaHue. U3BbH QoKyca Ha
NpenopbKUTE OCTaBa €UH BoJel] NoKa3aTes —
TJIMKUPAHUST XEMOIJIOOWH, KaKTO M KaKBU ca
CMMITOMHUTE Ha NalueHTa. BcbiiHOCT TBBpJE
MaJIKO Ca aJrOPUTMUTE, B KOUTO MO MPaKTUUYEH
U sICEeH HAa4YMH Ce pasIyex/JaT pa3JuyHUTE ,Clie-
Hapuu“ WM KAaKBO /A Ce NMPaBU NPU NaLUEHT
CbC 3axapeH uabeT TUMN 2, KOUTO Beye MpueMa
MeTPOPMUH W HUMa JIOUI KOHTPOJ Ha AUabeTa.
MMa u TBBp/ie MaJIKO J0Ka3aTeJCTBa TOYHO KOH
MeJWKaMEeHT Jla ce MpeJnoyeTe, KOraTo IJIMKU-
panusaT xemors06uH (HbAlc) e Hag npunenHus
3a MalMeHTa; BChIIHOCT MMa 3Ha4YeHUE U C KOJI-
KO TOYHO Ce HaJXB'bpJisl IPULIeJHATA CTOMHOCT.

HacTosmuTe npenopbku 3a JieueHUe Ha 3a-
XapeH AuabeT TUN 2 MOCTaBAT BbB PoKyca cU U
Helllo HOBO — NP MalMeHTU CbC 3aXapeH Jua-
6eT Tul 2, KouTo uMat jokaszaHo CC3, BKJI. Cbp-
Je4Ha HeJoCTaThYHOCT uiar Xb3, BK/IOYBaHeTO
Ha GLP-1-penentopen aronuct uau SGLT-2-
WHXUOUTOD Aa 6bJe Mpe/lodyuTaHo, HE3aBHUCH-
Mo oT HuBOTO Ha HbAlc. U3kiroueHusTa ca: 1)
sIBHA KJWHHW4YHA U3sBa Ha KaTabOJHO CbCTOS-
HUe, KaTo HelpeJr3BUKaHA 3aryb6a Ha TeJeCHO
Tersio; 2) HbAlc > 10%; 3) kpbBHa 3axap Haj,
16,7 Mmos/n. B Te3u ciay4au ce mpuJara UHCY-
JIVH. B mpenopbKuTe ce Ka3Ba olile, Ye NpH JIUI-

ca Ha CC3 mau Xb3 MoraT ga ce U3IOJI3BAT U
ApyrA JieKapCcTBEHUW cpeacTtBa kato DPP-4-
MHXUOUTOpPH, cyadaHUIYpEeHHH NpenapaTd M
THUA30JUIUHANOHH, B 3aBUCUMOCT OT TOBA, KOs
€ OCHOBHATa lieJl — Ja Cce HaMaJld TeJIeCHOTO
TerJio, Ja ce HW36ArBaT XUINOIJIMKEMUUTE WIU
Jle4eHHeTO Jla € BBH3MOXKHO Hal-eBTHHO. BbB
BCUYKHU CBIIECTBYBalld KbM MOMEHTA aJrOpPHUT-
MU HUHCYJMHBT Ce MOsIBSIBA KbM Kpasl Ha Tepa-
NEeBTUYHUTE OMNIMU, KATO MOCJeAHO CPEJCTBO,
K'bM KOETO JIeKapsT Ja Npubsarea camo Ipu He-
yCIex Ha OCTaHa/UTe TepalneBTUYHHU Bb3MOX-
HOCTH. Ba3a/HUAT MHCY/IMH MOHSIKOTA Ce MOsBs-
Ba U KaTo ,eBTHHA" TepamneBTHUYHA ONLIUsA. Bbi-
peKU TOBa, 0OTHOBO, TOU Ce BKJIIOUBA B JIEUEHUETO
e/1Ba MpU rJIMKUPaH XeMorJIo6uH okoJio 10%.
AMepukaHckata aAuabeTHa — aconuaLMs
(AZ1A), mo nmoo6ue HAa MHOTO APYTH, NPeNnopby-
Ba lleJl Ha JieYeHHWeTo NpH ,MI0Be4YeTo, Hebpe-
MEHHU B'b3PaCcTHU MalUEHTHU ChC 3axapeH Aua-
6et tun 2“ ga e HbAlc okosio 7% uau nop 7%,
aKo TOBa MOXe /]a ce IOCTUTHe 6e3 MOoBHUIlIaBaHe
Ha 4yecTOTaTa Ha XUINOrJuKeMuuTe. [Ipn HAKOU
NalueHTH, C MajJKa O4YyaKBaHa HPOJbJIKUTEJ-
HOCT Ha XHUBOT WJIM C HapylleH yCeT KbM XHU-
IOrJIMKeMUH, Moxke fa ce 1esu 1 HbAlc 8%. 3a
1acTue, e 106pe U3BECTHO KAKBO i€ Ce IOCTHUT-
He C BCEKU eJUH MeJUKaMeHT, TPbI'BallKU OT
KOHKpeTHa cTorHocT Ha HbAlc, u ToBa e 106pe
ONKCaHO B roJiaM 0630p, BritouBaly 79 000 na-
I[MEHTH CbC 3axapeH AuabeT TUl 2. AKO eJuH
NanMeHT CbC 3aXapeH auabeTr Tvn 2 uMa HbAlc
Mexay 9,5 1 10% 1 no/iyyr HeMHCYJIMHOB Ipe-
napar, ToH e nocturde cnaj Ha HbAlc c okoJio
1,6%, koeTo o3HayaBa KpaeH HbAlc - 8,2%. Ako
obaue MOJy4u UHCYJIUH, cnaagbT B HbAlcme e c
2,3%, T.e. cjen ABa Mecella MallMeHTDHT Ie ce
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BbpHE NpU JieKapss C MHOr0 MO-NMpUeMJUBHUS
HbAlc - 7,5%. [Ipu uzxonen HbAlc 9,2%, c pas-
JIMYHUTE HEUHCYJIMHOBU IpenapaTyd MOXe /ia ce
nocturie peaykuus ot 1,2% (xpaeH HbAlc -
8%); npu usxogen HbAlc 9,1% - peaykuusta
me e ¢ 1,6% - kpaen HbAlc - 7,5%. Taka, npu-
JIaTaHETO HAa WHCYJHUH NPU BCUYKHU MAIlUEHTH C
HbAlc Hag 9-10%, uie goBefie [0 rope-AoJy
e/IUH U cbl] KpaeH pesyarat - HbAlc - 7,5%,
pe3yJTaT, KOUTO € MHOro 6JiM30 [0 LieJTa 3a
NPaKTUYECKH BCUYKH TMAIMEHTU ChC 3axXapeH
Auabet Tun 2. ToBa o6aye He e BAPHO 3a HEUH-
CYJINHOBHUTE MeJMKaMeHTH. PasiukaTa Mexzay
MOCTUTHATOTO C TAX U ¢ UHCYJUH e enBa 0,5%,
o6ave Ta3u pasjvKa e KIMHAYHO 3HaYKMMa.

He camo npenopbkuTte Ha AJIA He NOCTaBAT
JlOCTaT'bueH aKIeHT BbPXYy HYXK/|aTa OT JiedeHHe
C UHCYJIMH B KOHKPETHU KJUHUYHU CUTYaIHHU.
KinvHu4yHaTta ,MHEpPTHOCTY, T.e 3a6aBeHOTO
BKJ/IIOYBaHe HAa WUHCYJIMH B JIEYEHUETO MPH SIBHO
HeJ06bp KOHTpPOJI Ha AuabeTa, e MpobjeM B
eXxeJIHeBHaTa NpaKTUKa. UMeHHO MmopaJy Te3u
NPUYMHA aABTOPHUTE HA CTATUATA Mpejjarar
QITOPUTBM, B KOUTO HasmuueTo Ha HbAlc > 9-
9,5% mpu nanueHT, KOUTO Bede MpUeMa MOHO-
Tepanus ¢ MeTGOPMHH HJIK KOUTO Bedye e Ipo-
MEHMJI HauMHa CHM Ha XpaHeHe W Ha >KUBOT, HO
6e3pe3yJITaATHO, € PAaBHOCWUJHO Ha JiedeHUe C
0a3asieH WHCYJUH. [Ipy BCUYKU OCTaHaIU CJIy-
yau Ha HbAlc mog 9-9,5%, ca akTyanHu npeno-
PBKHUTE 32 BKJIIOUBaHe Ha HEUHCYJIMHOB Npena-
paT, KaTo pelleHHeTO KoM TOYHO Jla O'bJie TOU
3aBHCH OT HaJIMYMETO WJH OTChCTBHETO Ha
atepockiepoTuyHo CC3, XCH uau XB3.

[Ipu mayeHTH ¢ HOBOOTKPUT 3axapeH Jiua-
6eT TUIl 2 ¥ IJIMKHWpPaAH xeMoTJ1060uH Haj 9-10%
JIeUeHUEeTO MaK TpsbBa Aa 6bJe C UHCYJUH -
Beue B MHTeH3uULMpaHa cxeMa. CBoeBpeMeH-
HOTO BKJ/IIOYBaHEe Ha WHCYJHUH NPU Te3U Nalu-
€HTU 6'bP30 MOBJIHUABA [VIIOKO3HATA TOKCUYHOCT.
Hemo moBeue, JieueHUETO C HUHCYJUH Tpeau
MeTHOPMHUH NMPHU NAIUEHTH C HOBOOTKPHUT 3axa-
peH auabet tun 2 U HbAlc Hax 9,0% wMoxe f1a
noso6pu GeTa-kJaeTbyHaTa QYHKIUSA U JOPU Ja
npenonpeae/yd Xo/la Ha MpoTUYaHe Ha 60JiecTTa.

YecToTaTa Ha MUKPOCH/IOBHUTE YCJIOXKHEHUS
ce MokayBa CTP'bMHO ¢ HapacTBaHe Ha HbA1 Hag
8,5%. ToBa craBa ,06e3CMMITOMHO", He3abess-
3aHO OT MalMeHTa, KOUTO BCE OIllE HE e JJOCTUT-
HaJl IT'bJIHA MeTa0O0JUTHA JAeKOMIIeHCaIlusl U He

e MPOsSBUJI I'bJIHATA CUMITOMATHKA, KOSITO Ja
ro Haco4u K'bM 6OJIHUYHO 3aBefieHue. B cbuioTo
BpeMe, MPOMOPLHOHAJHO Ha TJUKUpPAHUA Xe-
MOTIJIOOMH HapacTBa U PUCKBT OT MaKpPOCh/JOBU
YCJI0’KHEHUA, B TOBA YUCJIO U OT OCTbpP MUOKap-
JeH nHdapkT. CiiefoBaTeNHO, caMaTa peAyKLUs
Ha T[JIMKUpPAHUS XeMOTJIOOUH Ie J0Beje [0
KJIVHUYHO 3HAa4YMM CNaJ, Ha PUCKa OT MUKpO- U
MaKpoChbJ0BU ycaokHeHUs. CiagbT Ha HbA1 ot
9,5% Ha 8,5% 11e goBee 10 HamMaJleHHe Ha ab-
COJIIOTHHUSA PUCK OT MHUKPOCB/JOBU YCJI0KHEHUA
¢ 15%, a Ha TO3W OT MHOKapJeH MHPAPKT — C
10%. Taka, npuJjaraHeTO Ha WHCYJIMH IIPH Na-
[JMeHTHU C MHOI'0 BUCOK IJIMKUPAH XeMOIJIO6UH
1le HaMaJId U CbPJEeYHO-ChJ0BUS PUCK MPU THX.
[Ipenopbkute Ha AJIA mpefocTaBAT ajiro-
PUTBM 3a NMOBeJieHUe NIPU NALMEeHTH C YMEPEHO
JleKOMIIeHCHPaH 3axapeH JuabeT TUM 2, KaTo TU
paszaenaTt Ha TakuBa cbc/6e3 CC3, CH uau XB3.
Te He aJpecupaTr afleKBaTHO CJy4yauTe Ha fBHA
MeTaboJUTHA JleKOMIEeHCAalusi U He aKLeHTHU-
paT AOCTaTbhYHO BBPXY HYXKJATa OT MpUJaraHe
Ha UHCYJIMH NPU MalUEHTU C FJIMKUPAH XeMOT-
JIo6UH Haf 9%. JluncaTa Ha MOJUYPUS U TOJHU-
JAuncys He 6UBa Jla 6'bJie MpevKa NpeJ, paHHOTO
BKJ/IIOYBaHe Ha 6a3aJjieH WHCYJUH KaTO MOHOTe-
panus uayd B kombuHanusa ¢ GLP-1 peuentopen
aroHucrt, HanpumMep. ToBa JjoBex/1a 10 He3abaB-
Ha peAyKLMs Ha PUCKA OT YCJOXKHEHUS, 0A006-
psiBa IporHo3aTa Ha MalydeHTa ¥ HaMassiBa Ha-
TOBapBaHETO Ha 3/ipaBHaTa cucrteMa. Jlopu UH-
CYyJINHOBHTE aHaJI03W Ja Ca HeJOCThIHH, Be-
YepHUAT UHTepMeJepeH YOBELIKH UHCYJIUH €
€BTHH U ChIL[0 TOJIKOBA epeKTUBEH BapHUaHT.
KoraTo 1ieHaTa Ha JiedeHUETO e mpobJieM, a
3/lpaBHaTa Kaca He MOXe [ja OCUTypPH HaIl'bJHO
6e3MaTHO JieyeHHe 3a MalldeHTa, HOBUTE Me-
JUKaMeHTHU oT rpynara Ha GLP-1 peuentopHuTe
aroHUcT uiaum SGLT-2 uHxubuTOpUTE MOraT Aa
ce OKaXkaT HeNpUeMJIUBU OT [JieJHA TOYKa Ha
nanuedTa. Te MoraT a 6’bJjaT 3aMEHEHU C MHO-
ro No-eBTUHHUSA U MO-ePeKTHUBEH YOBEILKU Oa3a-
JIeH UHCYJIUH, IPUJIOXKeH Beuep. B koMbuHanus
¢ MeTPOPMUH, cyTpelieH cyadaHUIYPEEH Tpe-
napaT WJM C fJob6aBKa Ha HHUCKa CyTpellHa f03a
THUA30JUUH/INOH, NAllMeHTbT 1lle MOJIYYHd HYXK-
HaTa My PeAyKIUs B TJIMKUPAHUSA XeMOTJIOOUH
06bp30 U Ha HUCKa LieHa. C efHa TakaBa KOMOU-
Hallys ce MoA06psiBa TJIMKEMUYHUSAT KOHTPOJI,
HaMaJIsIBaT IVIIOKO3HUTE MPOMEHH, a C TOBA Ha-
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MaJIIBaT U MHUKPOCHJOBUTE ycaoxKHeHUs. He-
JIOCTaTbK Ha M0J06Ha KOMOMHUPAHA Tepanus e
BUCOKUAT PUCK OT XUNOriaukeMuu. [Ipegumcrt-
BOTO Ha MO-HOBHUTE I'PYNH MeJJUKAaMEHTH B TOBa
oTHoIeHHe e 6e3cmopHO. KoraTo obade neHaTa
e IpeyvkKa, JieKapsAT uMa U360p - Ja OCTaBH Ma-
[[MeHTa B H34YaKBaTeJHO MOJIOXKEeHHWe, MojJia-
BallKM ce Ha TepaneBTUYHATA WHEPTHOCT, WU
Jla TO JIEKYBA I10-aKTUBHO.

(&5

BkJitlouBaHeTO Ha 6a3asieH WHCYJIMH MPU Ma-
I[MEeHTH Ha MOHOTepanus ¢ MeTGOPMHUH U TJIU-
KUpaH XeMOrJIo6UH HaJl 9%, BMecTO Mpenopby-
BaHUTe B MoMeHTa 10%, Tps6Ba mo-4yecto Ja
ObJe OOMHUCISAHO B eXeAHeBHAaTa KJIWMHHYHA
npaKTHKa.
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K/IMHUYHMU ITIEPJIN

CLINICAL PERLS

KJIMHUYEH CJIYYAH: 36-TOAUIIHA YKEHA C XUIEPTJIMKEMUSA

Udler M S, Powe C E, Austin-Tse Chr A. Case 6-2020: A 34-Year-Old Woman with Hyperglycemia.
N Engl ] Med 2020; 382:745-53, doi: 10.1056/NEJMcpc1913475

[IlpencrtaBeH e KJAMHUYEH Cay4yail, KOUTO
WJIIOCTPUpPA TPYLHOCTUTE NPH MOCTaBsHE Ha
AuarHoszata MODY (maturity-onset diabetes of
the young) - oHollecku 3axapeH AuabeT, u3s-
BEH CJie/| 3aBbpIIBaHe Ha Cb3psABaHeTo. [Ipu 36-
roJMILHA KeHa B NIPOoAb/KeHUe Ha 6JIM30 JleceT
FOJAMHU Ca JJOKYMEHTUPAHU pa3JU4YHU MO CTe-
NeH 3aBUIIEHU KPbBHU 3axapy - B Npeobsajia-
BAIlOTO BpeMe JIEKO 3aBUILEeHa KpPbBHA 3axap
caMO CyTpHH Ha rjiajHo. EnuHajieceT rogvHu
npeau OMMCBAaHETO HAa TO3W KJIMHUYEH Cay4yai,
KpbBHATa 3axap Ha [JIaJlHO Ha ToraBa 24-
roAviIHaTa XeHa, e 6una 7 mmol/l. [lanueHT-
KaTa cbobuiuia 3a nosuypus. Ts He e curypHa
JlaJii He e Bevepsijia KbCHO MpeAxo/Hus AeH. Ha
cJeJiBalljaTa roJlUHa Kp'bBHATAa 3axap Ha rJ1aZHoO
Ha »keHaTa e 6,2 mmol/] (mpu npuiaraHa HopMa
nox 5,6 mmol/1). [leBeT roguHu npeju nocra-
BfIHE Ha JlMarHo3aTa ce yCTaHOBSBAT CJy4aiHa
KpbBHa 3axap 12 mmol/l u nonuypusa. B To3u
MOMEHT TJIMKHpaHusAT XemoryiobuHn - HbAlc,
6un 5,8% (Hopma mo 5,6%) mpd HOpMaJiHa
CTOMHOCT Ha XxeMorsio6uHa. EaHa rojuHa mo-
kbcHO HbAlc 6un 5,9%. UHAeKChT Ha TesaecHa
Maca Ha HaluMeHTKaTa ToraBa 6w 26,6 kg/mz2.
[locraBeHa e AuarHosa npeAuabeT U NanueHTKa-
Ta e Haco4YeHa KbM AueTosior. Ts ce moAasoxuia
Ha JUeTUY€eH peXUM U cBaauia 4,5 kg 3a 6 mece-
113; [JTMKUPAHUSAT XeMOTJIOOKH criagHasl 70 5,5%.

lllecT rogWHU NpeAu MOCTaBsHE HA TOYHATa
JIMarHosa, )keHaTa 3abpeMeHsizia C 'bpBaTa CH
6pemeHHocT. HeltnusaT UTM 6un 24,5 kg/m?2. B
26-a recTaMOHHA ceMULia e IpoBeJeH 1-4acoB
opaJieH rioko3oTtosiepadceH Tect (OI'TT) c50 g
IJIIOKO3a - IIPYU TO3U TeCT He ce U3UCKBAT 8 yaca
rJ1aJl; KpbBHATa 3axap Ha 1-Bug 4yac 6usa 10,3
mmol/l (Hopma nox 7,8 mmol/l). [lanueHTKaTa
OTKasaJa npoBex/aHe Ha Tpu4iacoB OI'TT. busa

npueTa AuarHosaTra recTalMOHEH 3axapeH JAua-
6eT. HaznaueH e xpaHUTesleH pexxum. [Ipuso-
»KeHO e U JiedeHue C UHCY/IUH. B 34-Tar. c. 06U-
KOJIKaTa Ha TajJusTa Ha IJoja 6uaa B 76-usd
NepCEHTHUJ 32 CbOTBETHATa reCTalluOHHA Bb3-
pacrt. [Ipe3 37 r. c. ce pa3BUJ NOJUXUAPAMHUOH.
JleTteTo ce poauso B 39-ar. c. u Texkasno 3,9 kg.
HenocpesicTBeHo cieji paxxjaaHeTo npu 6e6eTo
ce yCTaHOBUJIA XUMOTJIMKEeMUS, Kp'bBHATA 3axap
CIIOHTAaHHO Ce HOpMaJIM3upaJa npes cjae/Baliy-
Te AHU. UlecT ceaMuULM ciel paxXJaHETO KPbB-
HaTa 3axap Ha IJa/lHO Ha NaleHTKaTa buja 6,7
mmol/l. IlpoBegen e OI'TT cbc 75 g ritokosa.
KpbBHaTa 3axap Ha 2-pusd 4ac 6usia 7,3 mmol/l.
Tpu wMecena ciejs pakJAaHETO TJIUKUPAHUST
XeMorJio6uH 6uJs 6,1%. HazHavyeH e xpaHUTeJIeH
pexuM.

YeTupH roAMHYU NPEIU ONMCBAHETO HA TO3U
c/lydyal, mauueHTKara 3abpeMeHsjia 3a BTOPHU
nbT. ToraBa HeitHusaT UTM 6un 25,1 kg/m2. B
5-Ta recralMoHHa ceJMHIla Ce YCTAaHOBHUJIA
XUIeprjauKeMHus; OT 6-a I. C. e 3alI0YHaTO Jieye-
HUe Cc UHCyJUH. [lo BpeMe Ha 6peMeHHOCTTA €
HMaJo enu3oAu Ha xunorjukemus. [lnogpT e
npocjesiBaH exorpadckd HSAKOJKO I'bTU. B
28-a 1. c. KOpeMHaTa 00MKOJIKA Ha IJIo/a 6uJia
B 35-1 MepCeHTHJ 3a recTallMOHHATA Bb3pPacT
M KOJIMYEeCTBOTO Ha aMHUOTUYHATA TEYHOCT
6uJsio HopMaJiHo. [leTeTo ce poJauJio ¢ TerJo 2,6
kg 1 HopMasiHa Kp'bBHA 3axap cjiej, UHAYKIUS
Ha paxaaHeTo B 38-ar. c. lllecTt ceamuny caep,
pakJlaHeTO Kp'bBHATA 3aXap Ha IJIaJHO Ha Ma-
nueHTKarta 6usa 7,4 mmol/l. U B xoma Ha O'TT
ce YCTaHOBUJ 3axapeH AuabeT tun 2. [lanueH-
TKaTa 6uJa HacoyeHa KbM guetoJsior. Tpu me-
cena ciaej paxjgaHeto HedHusat UTM o6un 30
kg/m2, a rIMKUpaHUAT XeMOorJao6uH - 5,9% Ha
¢$oHa Ha XpaHUTEJTHUS PEXUM.
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/lBe rolUHU NIpeiy NOCTaBsIHe HAa JAMarHo3a-
Ta MODY, naupeHTKaTa 3a6peMeHsJa 32 TPETH
nbT. [lo BpeMe Ha Ta3u 6peMeHHOCT OTHOBO Ce €
HaJI0XKUJIO JieYeHUe C UHCYJIMH U TO e 3aloYHa-
TO paHO, Ollle B HAYaJOTO Ha OGPEeMEHHOCTTA.
Enuvsonu Ha XUNOTJIMKEMUS CbILO e uMaJo. Je-
TETO Ce PaX/Ja C HOPMAJIHO TeJIECHO TerJjio — 3
kg, ¥ c xunoraMKeMus, KOsiTO 0T3By4aBa 1o 48-
v 4Yac ciaep paxjaaHeTto. Cies paxJaHeTO Ha
TPeTOTO CU JleTe Mal[MeHTKaTa 3ano4Ba Jja npu-
eMa MeTPOPMHHOB NpemnapaT U BBIPEKU 4Ye
JlocTUra [0 MaKCHUMaJjiHaTa My JHEBHa /1033,
JleueHUeTo ¢ MeTPOPMUH HAMA HUKAKbB ePeKT
B'bPXY IJIMKUPAHUS XEMOTJIOOUH.

[lauyeHTkaTa 3abpeMeHsBA C YETBBPTOTO
cu gete. [Ipusiara ce MHCYJIMH N0 BpeMe Ha Iif-
JlaTa GpeMeHHOCT. PerucrpupaHu ca ¥ MHOTO
XUIMOTJIMKEMUHU. Pa3BuBa ce MOJMXUJPaMHHUOH.
JeteTo Texu 3,5 kg npu paxxaaHeTo.

[TarueHTkaTa UMa paMuIHa 06PEMEHEHOCT
3a 3axapeH AuabeT TUI 2 - U JABeTe U 6abu ca
CbC 3axapeH JuabeT. bamla 1 HUMajJ BHUCOKO
Kp'bBHO, HAa/[HOPMEHO TEIJI0O U € AUAarHOCTHUIH-
paH CbIIO CbC 3aXxapeH Aguaber Tum 2 Ha 50-
rofiviliHa Bb3pacT. Malka 1 6usa ¢ HOpMAJHO
TeJIECHO TErJIO U ChIO0 AUArHOCTTHUIMPAHA ChC
3axapeH AuabeT TUl 2 HA 48-roAuIliHA Bb3PacT.
[lanmeHTKaTa UMaJjia U JiBe CECTPU, KOUTO ca 6e3
aHaMHe3a 3a 3axapeH Auaber.

[Ipy KOHcysnTUpaHe Ha Tasu 34-roAuilHA
»)keHa ¢ ToraBauieH UTM 25,4 kg/m?, cnenua-
JIUCTUTE MOCTABAT JUArHosaTa caMo N0 aHaM-
He3aTa 3a JIeKOCTelleHHa Bapupala XUIeprju-
kemus c¢ 10-roguiiHa JgaBHOCT. MU3BBH cBOHUTE
OpeMeHHOCTH, MaleHTKATa € JIeKyBaHa caMo C
JUeTUYeH pexuM. B Te3u ciaydyau e moJie3Ho
JIeKapsT Jla CM HalpaBU MUCJEHO CXeMa, B Kos-
TO /a XapaKTepHU3upa TeXeCTTa Ha XUIepTrJiu-
KEMUSITA, CJIe/l KOETO Ia Ce HACOYU K'bM NMPUYH-
HaTa. [Ipu manueHTKaTa ca U3K/IOYEHHU BCUYKU
OCTAaHAJIM NPUYUHHM 33 XUINEPrJUKeMHs — THA
oTpuYaJsia r;iaBo6oJine, Xup3yTU3bM, IPOMEHU B
3peHHeTO, MEHCTPYaJHU HapylleHUs, JiecHa
PAaHHUMOCT Ha KOXaTa, Auapusd, MpoMsHa B pas-
Mepa Ha 0OYBKHUTE U T.H.

[Ipy Tasu mauueHTKaTa XUIEPrJIUKEMUATA
JIBA I'bTH JAOCTUra CTOMHOCTH, IMATHOCTUYHHU 32
3axapeH AuabeT - Ha 25-rojuilHa Bb3PacT, Ko-
raTo e uMaJjia cjy4yalHa KpbBHa 3axap Haz 11,1
mmol/l u cumnTomMu Ha nmosinypusi ¥ Ha 30 ro-

JIUHYU, KOTaTO U JiBeTe CTOHHOCTH Ha Kp'bBHATA
3axap B xoaa Ha OI'TT 6uau JUarHOCTUYHH 3a
3axapeH auabet. U B iBaTa cay4as rJIMKUPaHU-
ST ¥ XeMOTJIOOUH e OWJ B npeauabeTHUS Ua-
naszoHn (5,7-6,4%). ['MUKUPAHUAT XEMOTJIOOUH
obaye e ¥ HA-MaJKO YYBCTBUTEJHHUSAT MOKa3a-
TeJl 32 PAHHO OTKpPWBaHe Ha 3axapeH JUabeT;
CBI[0 TAaKa Ce BjHMse OT MpeJaHAJIUTUIHA daK-
TOPU KaTO CKOPOIIHAa KpbBO3ary6a, aHeMus,
6peMeHHOCT. [Ipy nanueHTKaTa o6adye TOYHO B
Te3W J[Ba CjJy4as He € UMaJIo IpUYMHA 3a pas-
MUHaBaHe MeX/ly TJIMKHPaHUsS XeMOTJIOOUH U
KpbBHaTa 3axap. [lo-ckopo, TJIMKUPAHUAT Xe-
MOTJIOOWH B C/Iy4Yas NMOKa3Ba €J[Ha JIeKOCTeIeH-
Ha NepPCUCTUPAllA XUNIEPTJIUKEeMUS.

AOITbJIHUTEJIHU CbOBPAYKEHUA
I10 U3JI0XKEHHUA CJIYYAN

Cien kaTo e omnpefie/ieH XapaKTepbT Ha XU-
neprjivKeMHusTa, Tpsa6Ba JAa ce 0OCBHBAAT Bb3-
MoxkHUTe NpuuuHU. Hax 90% ot ciayyanTe Ha
XUIEPrJMKeMHsl IPU Bb3PACTHU Ce AbJDKAT Ha
3axapeH JanbeT TUI 2 - B KJIACUYECKUS CHU Ba-
pUAHT IpeJCTaB/sABall HelpeKbCHaTa 3aryba
Ha GeTa-kjeTbuHa QyHKLMSA, 3aryba Ha HHCY-
JIMHOBAa CeKpeLMs, B KOHTEKCTa Ha M3paseHa
MHCYJIMHOBA pe3ucTeHTHOCT. [Ipu okosio 6% ce
Kacae 3a 3axapeH juabeT TUIN 1, npu KoUTO Ge-
Ta-KJeTb4yHaTa PYHKUMSA ce U3ryb6Ba O'bpP30 B
pe3yJITaT Ha aBTOMMYHHA JeCTPYKILusl, JiedeHH-
eTO C MHCYJIMH € 33aJ’b/DKUTENHO, a U3sBaTa Ha
JurabeTa 4yecTo e ¢ fuabeTHa KeToanuao3a. [Ipu
80% auarHosaTa ce NOCTaBsl NpeAy MalUeHTbT
Ja HaBbpiiu 20 roAvHHU.

Crnen KaTo NpPHU Ta3W MalMeHTKa JUAbeThT
He MO0Ka3Ba CKJOHHOCT KbM IIporpecus 3a Ie-
puoa oT 9 roJUHYU, JUArHO3aTa 3aXapeH AUabeT
Tull 1 ce M3KJIKYBA C rojsiMa BEpPOSTHOCT. 3a
TOBa Ce NOCTaBs JuMarHosa 3axapeH AuabeT TUI
2. IMa o6aye HAIKOM 0COBEHOCTH - TS e MJaJa, C
MOYTH HOPMAJIHO TEeJIECHO TErJIO0 U C TJIMKUpPaH
XeMOIJIOOWH B MNpeArabeTHUsA Auana3oH. Hem-
porpecupauyaT xapakTep Ha JAuabeTa CbILO
Tps6Ba Aia ce B3eMe 110/, BHUMaHHUe.

[10-PEJIKU THUIIOBE 3AXAPEH JJMABET

JIaTEeHTHUAT aBTOUMYHEH JMabeT MpU Bb3-
pactHu (LADA) e neka ¢opMa Ha aBTOUMYHEH
IrabeT, KOUTO Tpsi6Ba Ja O'bjie 00CBHAEH B JU-
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depeHIMaIHOUArHOCTHYEeH IJIaH TPU TO3H
napyveHT. CbliecTByBaT HAKOU IPOTUBOpeYMs
aanu 3/ tun LADA HancTuHA e oTAe/iHA HO30-
JIOTUYHA eJUHMLA, pa3invaBauia ce ot 3/ Tun
1. U B aBaTa ciy4as o6U4YaliHO ce OTKPUBAT MO-
BUILIEHU TUTPU HA aBTOAHTUTEJIA, XapaKTepHHU
32 aBTOMMYHHUSI JAuabeT, Bojen; A0 OeTa-
KJeTbyHa JAecTpykKuus. PasjukuTe ujBaT oOT
AebununusaTta 3a LADA - aBroumyHeH tun 3/ ¢
HayaJsio > 25-rouIIHa Bb3pacT U Mo-6aBHO J0cC-
TUTaHe /10 MI'bJIHA 3aBUCHMOCT OT WHCYJHUH (32
Haz 6 Meceria).

BosiecTtTa He nporpecupa 3a nepuog, ot 9-10
roJWHU. BapuaHTBT recTtalluOHEH 3aXapeH JUa-
6eT He ce 00CBXKJA, 3all[0TO IMallMeHTKaTa € C
XUIEPIJIMKEMUSI U HU3BbH OPEMEHHOCTHUTE CH.
Hakou MezuKaMeHTH CBILO MOraT Ja JoBejAaT
[0 TIOBMILIEHAa Kp'bBHA 3aXap — IVIIOKOKOPTUKOU-
JY, aTUNIMYHUA aHTUIICUXOTUYHU MeJUKaMeHTH,
HMYHOTepanus Npyu pakoBHU 3a00JIABaHUS, UMY-
HOCYIIpeCHBHA Tepanud NPU TPaHCIJIAHTUPAHU
6osiHU U JApyru. [lpyra nmpu4yMHa 3a XUMEPrJiu-
KeMHUsl e 3aboJisiBaHe, 3acsArailo naHkKpeaca -
MYKOBHCLIM/03a, TYMOP Ha IIaHKpeaca WX IaH-
KpeaTUT. EHAOKPUHHU 3a60/151BaHUS, IPU KOU-
TO XUNEPTJAUKEMUSATA € YacT OT CUMIITOMOKOM-
IJIeKca, KaTo CUHApoM Ha KymuHr, peoxpomo-
LUTOM, aKpoMerajus U JAPYrH, Ca U3KJIYEHHU
Yype3 aHaMHe3aTa.

MOHOT'EHEH JJUABET

[Ipy npoMsAHa B eJWH-eIUHCTBEH TeH ce
pasBuBa ¢opMa Ha 3axapeH AuabeT, HapedyeH
MoHoreHeH JuabeT. Tyk ce BkJIwouBaT: MODY,
HeoHaTaJleH AuabeT U peJKUu CHHJPOMU, MPH
KOUTO AUA0EThT € 4acT OT KJIMHHYHATa H3sBa.
MoHoreHHUAT AuabeT cbCeTapasABa oT 1 10 6 %
OT 3axapHus JuabeT B JIeTCKAa Bb3PaCT U 0KOJIO
0,4% ot guabeTa npu Bb3pacTHU. HeoHaTanHu-
AT AuabeT ce MosiBSBa Ipe3 MbpPBUTE 6 Mecela
oT »kuBoOTA. [Ipy cuHApOMHUTEe GOPMHU Ha JHUa-
6eT uMa pa3rbpHaTa KJIMHUYHA KapTHHA U TU-
MUYHO 3acsiraHe Ha J[pyry OpTaHu.

MODY

ToBa e aBTO30MHO-JOMHHAHTHO 3a60JisIBa-
He. 3acerHata e I'bPBUYHO 6eTa-kKJeTb4yHaTa
¢yHkuusa. KAMHUYHO [HabeThT ce U3sABABA B
NepHo/ia Ha Ch3PSBAHETO UM MAJIKO CJIeJ TOBA.
XuneprivkeMusiTa e JiekocteneHHa. C HauMe-

HOBAaHMUETO ,AuabeT c Hayaio B MJIa/ja Bb3pacT®,
naneHo npe3 1964 roja. aBTOpUTe HA TEPMUHA
Ca UCKaJ/IM Jja IOKAXKaT, 4e AUabeThbT ce U3sBsBa
npu MJaAyd X0pa, Ho HanoAob6sBa 3/] Tun 2 no
CBOETO N0-JIeKO NpoTUyaHe, a He 3/ Tun 1. Uma
HSIKOJIKO MO-YE€CTH FeHEeTUYHU MOoJBapuaHTa Ha
aBTO30MHO-JOMUHAHTHUSA 3axapeH JuabeT Ha
MyaZiaTa Bb3pacT. OnpefensiHETO Ha TOYHUSA
noaTun MODY uMa 3HayeHUe 3a pelIEHUETO C
KaKBO [Jia JIeKyBaMe, T.e. I0CTaBSAHETO Ha TOYHA-
Ta AWarHosa e KJIWHW4YHO 3HadyuMmo. [loBeyeTo
noaTtunoBe MODY npuyYuHABAT U30JMpaHa XU-
neprjivkeMus (3a pasjvKa OT TIeHETHUYHHUTE
CUH/POMHU C y4aCTUETO Ha 3aXapeH Juaber).

I'EHETWUYHH OCHOBY HA MODY

Jocera ca onucanu 13 reHeTU4HU JiedeKTa,
npuyuHsaBaimuy MODY. Tpu oT Tsx ca Hal-yecTH
- nedext B reHa GCK, koiTo kojupa eH3UMa
IJIIOKOKKMHA3a U AedekTu B reHuTe HNF1A u
HNF4A, kopupamiu XxenaTOUUTHUSI HyKJeapeH
dakTop 1A u 4A, cboTBeTHO. JuabeTbT TUN GCK
- MODY ce xapakTepusupa c JedeKT B reHa,
KoAupall TJIKOKHWHAa3aTa, NMpoTH4Ya C MHOTO
JieKa XUIleprJuKeMus, Hemporpecupauia ¢ Bpe-
MEeTO U € BaXXKHO Jia ce IOMHY, Ye Ts e HaJu4Ha
oule OT paxJaHeTo. /lpyruTe ABa HaW-4ecTH
noaTuna MODY ce wu3gBaBaT OKOJIO THH-
HEWKbPCKUTE TOJUHU WM CKOpPO CJeJ Ha-
BbpllBaHe Ha 18-roguuiHa Bb3pacT. XUIeprjau-
KeMUATa I'bPBO e JIeKa, cJief, TOBa MPOTPeCUBHO
ce BJIOLIABA, TaKa ye MOXe /la Ce HaJI0KU MalU-
eHTHTe Ja O'bJaT JIeKyBaHU C WHCYJIMH, NIpeau
Jla UM e oCTaBeHa NpaBUJIHATA JUarHosa.

[Ipy manueHTUTE CbC 3axapeH AUabeT THI
GCK - MODY e HamasneHa GyHKIUATA HA €H3U-
Ma IJIIOKOKMHAa3a, KOUTO ce HaMupa B GeTa-
KJEeTKUTEe Ha MaHKpeaca U U3M'bJHSBA poJiATa
Ha TJIIOKO3€eH CeH30p; Yype3 Hero ce KOHTPOJIU-
pa CKOpPOCTTa Ha HaBJM3aHe Ha IJIlOKO3aTa B
rJIMKOJMTUYHAaTa Bepura. Kato pesyarart
KpbBHaTa 3axap Ha IJIaJJHO ce MOJJAbp:Ka Ha
€/lHO MaJIKO M0-BUCOKO OT HOPMaJHOTO HUBO —
Mexay 5,6 u 8 mmol/l. [loctnpanauannara
KpbBHA 3axap CbILO Ce NOBHUILABA, HO OTTOBO-
pPBT cOpsMO Hed e 3amna3eH (MHAyLMpaHaTa OT
KOHKpPETHO HMBO Ha KpbBHATa 3axap UHCYJIU-
HOBA CeKpelus e 3amnaseHa).

MHoro TUnu4HO 3a 3axapeH Auabet Tun GCK
- MODY e, ue: 1) nanijieHTHUTE HUKOTA He Pa3BU-
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BaT AMabeTHH MUKPOCHAOBU YCJIOXKHEHUS; 2)
HUKOE aHTUAMAOETHO JieueHHe He e epeKTHBHO;
3) He ce HaJara JieieHHWe, OCBEH 10 BpeMe Ha
6peMeHHOCT; 4) Kp'bBHATa 3axap ce MOAJbpKa
Ha 6a3MCHO, MAJIKO [10-BUCOKO HHUBO Mpe3 MeJns
JleH, Ho $a3uTe Ha MHCYJHUHOBAa CeKpelUsl B
nocTnpaHavanHaTa ¢pasa ca KaTo MpPU 3/paBH;
5) rIMKUpaHUAT XeMOTrJIOOMH NPU 3aXapeH Ju-
abet Tunn GCK - MODY o6ukHoBeHO e oz, 7,5%.

3a passnka ot GCK - MODY, npu ocrananu-
Te JiBA HaW-4yeCcTH NoOJATUINA JAuabeT B MJaja
B'b3PACT XUIMEPrJUKEMHUSATA MMa MPOTPecUpall
XapakKTep, KaTo Ce HaJjlara U JieueHHe C UHCYJIUH.
[I'bpBOHAYAIHO MOXKe J]Ja UMa HOpMaJiHa Kp'bBHA
3axap Ha IJIaJIHO W roJieMH KoJiebaHUsl TMOCT-
npaH/JMaJHaTa KpbBHA 3axap (yBeJW4YeHUE C
Haj 4,4 mmol/l). Cnen noka3BaHe Ha reHETUY-
HUA JedeKT, UHCYJIMHOBOTO JieYeHHe MOXKe Jia
0'b/le 3aMeHEHO CbC CyadaHUNYpPeeH Mpenapar.
[launeHTuTe cbC 3axapeH Auaber tun HNF1A-
MODY u HNF4A-MODY ce noBsiusBaT OTJUYHO
oT JiedeHue cbc CYIL. bu morJsio jga ce onuTa U
Jnedyenue ¢ GLP-1-penentopeH aroHUcCT, BMECTO
cbe CYIL

ToBa, koeTo HU MOJACKa3Ba JuarHosara OT
aHaMHe3aTa Ha Ta3" MallMeHTKa, €, 4Ye B HEWHO-
TO CEMEWCTBO MMa HAKOJIKO NMOTOMCTBA ChC 3a-
xapeH auabet. [IpaBu BmeyaTJ/ieHUE, Ye TSA He
CTpajia OT 3aTJI'bCTSIBAHE, a € CbC CPABHUTEJHO
HOpMaJIHO TeJIeCHO TerJyio. Te3u KpUTepuu
npegnosarat MODY, Ho He ca JocTaTbhyHU 3a
MocTaBsiHE Ha AuarHosaTa. [Ipy HeraTUBHU JIH-
abeT-acolMMpPaHU aHTHUTeJa AuarHosata MODY
CTaBa olle Mo-BeposiTHA. HanudeH e oHJIaWH
KaJIKyJIaTOp 3a U34YUC/AsSIBaHe Ha BEpPOSTHOCTTA
eqUH mnauuveHT Jga wumMa 3/ Tun MODY
(www.diabetesgenes.org/ mody-probability-cal-
culator). [Ipu xopa c rosisiMa BepOSTHOCT 3a Ta-
34 JAuarHosa e ONpaBJaHO TeHEeTUYHOTO M3C-
JieJiBaHe.

OBCBHXIAHE

[lanuenTkaTta Hau-BepoATHO MMa GCK -
MODY. Ilpu TO31 BapuaHT TS MOXKe Ja CIIpe Jie-
YyeHHeTOo ¢ MeTGOPMHUH, 3al0TO TO He MOBJIHUSABA
[JIMKMpaHus xeMorsiobuH. TpsibBa Ja cma3Ba
JiueTaTa npu AuabeT, HO HAMa Hy»/Ja Jia ce Jie-
KyBa 3apaju JeKaTa XUIeprJuKeMus, 3alj0To
He e U3JI0’KeHa Ha PUCK OT JUabeTHH yC/I0XKHe-
HUA. Bb3MOXKHO e eJUH MalMUeHT Ja UMa 3axa-

peH auabet Tul 1 WM TUN 2 B KOMOWHALUSA C
Auabet Tun MODY. Taka, npu nosiBa Ha pUCKOBH
dakTopu 3a pa3BuTHe Ha 3/| Tl 2, KaTo 3aT-
J'bCTsIBaHe, TPsIOBa Jja ce HAallpaBU CKPUHUHT 3a
3axapeH AuabeT TUN 2, KAKbBTO Ce MPaBU B 06-
maTa nonyaauusa. Tbil KaTo XulleprjivuKeMuaTa
e JIEKOCTelleHHa, e/1Ba JIM [0JINyPUsTa, 32 KOSATO
nagMeHTKaTa CboOlaBa, € CBbp3aHa C Hesl.
BebiiHoCT, ako B 6bJelle ce NOABAT CUMITOMU
Ha MOJINYypHs, NOJUJUIICUS, 3aM'bIJIEHO 3peHHe
WJIM TJIMKAPAHUAT XEMOTJIOOUH PSI3KO Ce MOoKa-
yu Haj 7,5%, 6 cieABasio Aa ce MOTBPCHU J0-
I'bJIHMTE/IHA NpPUYMHA 3a H37Ba Ha 3axapeH
JAuabeT ¢ Apyr npousxof. Tbi kaTo To3u Tul 3/
¥MMa aBTO30MHO-JOMUHAHTEH THUIl yHacJe/AsaBa-
He, cblllecTBYBa 50% puCK 32 BCSIKO OT JleljaTa
Ha NayMeHTKaTa Ja Hocu MyTauusaTa. Tbi KaTo
XUIEeprjvKeMHUsTa e HaJM4Ha OT CaMOTO pax-
JlaHe, reHeTUYeH TeCT e M0Ka3aH caMo IpHU Je-
[jaTa C BUCOKa Kp'bBHA 3axap. [eHeTu4eH TecT e
IIpOBeJieH NPU pOAUTeJINTe Ha MalMeHTKaTa U
pU BTOPOTO U JIETe.

Kak 6uxme saeKysa/iu ma3u nayueHmka
no epeme Ha 6pemeHHOcmma?

[Io BpeMe Ha mbpBaTa GPEMEHHOCT Ce € 06-
CBXJaJl TecTallMoHeH AvabeT, 3all0TO TOBA €
Hall-yecTaTa NpHUYMHA 3a XUMEPrJAMKeMUs MO
BpeMe Ha OpeMeHHOCT. XWIEePIJIUMKeMUsTa MO
BpeMe Ha 6peMeHHOCT BOJU /0 YCJI0XKHEHUS OT
CTpaHa Ha Io4a - peTasHa Makpo3oMus (Kos-
TO OT CBOsI CTPaHa e CBbp3aHa C NOBUILEH PUCK
OT paMeHHa [JUCJOKaUUsl NpPH pakJaHETO U
HY>KJa OT CeKLHO MO0 CIeIIHOCT) U HeoHaTaJHa
XUIOTJIMKEMUS Npe3 I'bPBUTE JHU CJleJ, paKa-
HETO — U /IBeTe pe3yJiTaT OT MalyuHaTa XuIep-
rIMKeMus W QeTajHaTa XUIEPUHCYJIHHEeMHMUS.
MaiiurHaTa Kp'bBHA 3axap CBOOOJHO MpeMUHA-
Ba Ipe3 IJIalleHTaTa M MHAyLHpa CBpbXcekpe-
1IMg Ha MHCYJIMH OT QeTa/HUA naHkpeac. HoBo-
pOJleHUTe C XWIePUHCYJIMHEeMUs] PO b/KaBaT
Jla OTJeNAT WHCYJUH INpe3 IbpBUTe 2-3 JHU
cneps, paxzaHero. llenvTe Ha TIJIMKEMUYHUS
KOHTPOJI MO0 BpeMe Ha 6GpeMeHHOCT B 06LUs
cly4ald ca MHOro CTPOrd - KpbBHA 3axap Ha
rjaaHo noj 5,3 mmol/l, 2 yaca cief xpaHa - noj,
6,7 mmol/l. Taka ce HamaJisiBa 3HAYUTEJHO
PUCKBT OT OCOYEHUTE MO-rope yCa0XKHeHHUs. B
TpeTHUs TPUMECTBP Ha II'bpBaTa 6peMeHHOCT Ha
Ta3u MallMeHTKa, Ce pa3BUBa NOJUXUAPAMHUOH,
a IJIOABT € MaJIKO MO-T0JISIM 3a recTallMOHHATa
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Bb3pacT. EQekThT Ha MallyMHATa XUIepIauKe-
MUsl BbPXY IJIOAA 3aBUCH OT TOBA JaJju TOU e
yHacnenua aedekrta. To3u Ma0J BEPOSATHO He €
yHacaequa gepeKTa U 3aToBa pearvpa c Xumnep-
vHcyanHemus. [1ogoBeTe HA MallKu ¢ AuAbeT
Tun MODY, KouTo cbijo UMaT JedeKT B IIIOKO-
KWHAa3HUs TeH, Cce pa3BUBAT HOPMaJHO U He
cTpazatT oT ¢eTasHAa MaAKpPO30MUS, BEPOSATHO
3al[0TO UMAT OTcjaabeHa HHCYJIMHOBA CeKpe-
1us. AKo nauueHTKaTa Gellle 3/ipaBa, HO GauiaTa
fellle C TO3W THUN AWAOET, IJIOABT ILIelle Aa Ce
pOJiu JIOpU C MOJHOPMEHO TeJIeCHO Teryo (Tbi
KaTo JlepeKThT BOAHU [0 MO-MAJKO KOJIUYECTBO
OTJeJIEH UHCYJIMH 3a KOHKpeTHa Kp'bBHA 3axap
B eyrJIMKEMUYHUS AYana30H).

CTtaHAapT B JieUeHUETO HA GpPEMeHHM KeHU
CbhC 3aXapeH AUabeT e /a ce 3aloYyHe JieueHue C
VMHCYJINH, aKO [JINKEMUYHUTE LieJId He ce TIOCTHU-
raT camMo C JAuUeTU4YeH pexuM. BbB BTOparTa cu
OpeMeHHOCT NalMeHTKaTa e JIeKyBaHa C WHCY-
JIMH OT CaMOTO Hayasio. ToraBa Bce olle He e
nojo3MpaHa JAuarHoszara auabetr tun MODY.
[Ipu *keHU ¢ U3BeCTeH AePeKT B IJIIOKOKHMHA3aTa
He € SICHO JaJik JIeYeHHEeTO C MHCYJUH U300110
NOBJMsSBA pUCKAa OT QeTaJHUu YCA0XKHEHUs,
J'bJKALU ce Ha xunepriavkeMmusTa. [Ippyumnnara
e, 4ye Te3W MalMeHTH Ca OTHOCUTENHO HEYYBCT-
BUTEJHU KbM JiedueHUueTo. MaJkuTe cepud OT
KJWUHUYHU CJy4au M HaydyHUTe Jl0Ka3aTeJsICTBa
coyaT, 4e MOe 64U e TPyAHO JAa ce IMpeojoJiee
reHeTUYHO 3aJafleHUsIT TJHKEMHYEeH ,CET
nouHT". [laMeHTKUTEe UMaT CUMITOMU Ha XU-
NOorJiMKeMusi NpPU HOPMaJHHA CTOMHOCTH Ha
Kp'bBHATa 3axXap, KOUTO 3a TAX 06a4ye BCHIIHOCT
Ca HUCKU. BCBIIHOCT MMa u3MecTBaHe Ha BCUY-
KU pedepeHTHMU IpaHMUIM Ha KpbBHaTa 3axap.
Bce nak e pa3yMHO CTOWHOCTHUTE Ha Kp'bBHATa
3axap /[a ca GJIM3KU JI0 HOPMAJIHUTE 10 BpeMe
Ha GpeMeHHOCTTa, 3a Jla Ce HaMaJld PUCKDBT OT
HeOHaTaJ/IHU YCJOXXHEHUs NpU eUH IO, He-
3acerHaT OT reHeTU4YHUs JledeKT. AKO IJIOABT €
3acerHat OT ChblUsl TeHeTH4eH AedeKT obaue,
HOpMaJIU3UpaHeTO Ha Kp'bBHATA 3axap Ha MaW-
KaTa BOAY [0 HU30CTaBaHe B Pa3BUTHUETO MY.
[Ipe3 BTOpaTa cu 6peMeHHOCT Ta3! MaleHTKa e
JIeKyBaHa C UHCYJIMH OT CaMOTO HayaJlo, a HeH-
HaTa J’bllieps Ce pax/Ja € TerJio B 16-us1 nepceH-

THJI 33 TecTallUOHHATa Bb3PACT, KOETO MOTBBP-
»KJlaBa ¥ HelHaTa JuarHosa (GCK - MODY).

CTaHOBHUILETO HA €KCIepPTUTE €, Ue IPHU XKe-
HU C JloKasaH 3axapeH Auabet Tun GCK - MODY,
JIeYeHUeTO C WHCYJIUH 0 BpeMe Ha OpeMeH-
HOCTTa Tpsi6bBa JAa ce 3ab6aBU M pellleHHETO 3a
JledeHUe C UHCYJIMH Ja Ce B3eMe Ipe3 BTOPUs
TPUMECTBP, CJeJ KaTO Ce OlLleHU 4Ype3 yJTpas-
BYK KaK HapacTBa mjaoabT. Ciies KaTo ce ycTa-
HOBH, Ye IUIOABT € ToJiIM 3a recTallMOHHaTa
B'b3paCT, T.e. BEPOSATHO He € HOCUTEJ Ha reHe-
TUYHUA JedeKT, a ce cTapTUpa JiedeHUe C UH-
CyJIUH. MHEHUEeTO Ha eKCIEPTH, KOUTO ca JeKy-
BaJId TAaKWBa MAIlMEHTKH, e, 4e Mo-6GasiaHcHpa-
HUAT NOAXOJ € Jia ce 3allo4He JiedeHHe C UHCY-
JIMH OT CaMOTO HaydaJlo Ha OpPEeMeHHOCTTa, HO
npU TMo-JIUbEepPasIHU TJAUKEeMUYHH Iesu. Taka,
aKo IJIOABT € 3/IpaB, llle ce HaMaJkd BPeJHOTO
BJMsSIHUE Ha HEKOHTpOJIMpaHaTa XUIleprJuKe-
MUS [Ipe3 MbPBUS TPUMECTbP (KOraTo ce CJayd-
Ba OpraHoreHesarTa), KakKTO MU YycelllaHETO Ha
MallkaTa 3a XUNOrJukeMus (MpU MO-MaJKO
CTPUKTHU TJIMKEMUYHHU LIeJH). AKO II'bK IJIOABT
e HOCUTeJ Ha TeHeTU4YHUsl JedeKT, KpbBHaTa
3axap HsIMa /ia € J0TOJIKOBA CTPUKTHO KOHTpO-
JIUpaHa, 4Ye TOBA [Jla MOHWXU IOMbJIHUTETHO
WHCYJIMHOBATa CeKpelUsi Ha IJIoJla U HeroBus
pacTex.

[NPOCJIEAABAHE

Csnep mocsefHaTa cM GpeMEeHHOCT, HALUEHT-
KaTa e crupsijia jJedyeHueto ¢ MeTdopmuH. [u-
KHUPaHUAT XeMOTJIOOMH He Cce e MPOMEHUJ — OUJI
e oKoJio 6,2%. bamia 11 ¥ BTOpPOTO ¥ JieTe MmoJIy-
YaBaT ChllaTa AuMarHo3a KaTo Hed. bama u jfoc-
tura Ao UTM 36 kg/m?2 u riiukupaH xeMmorJo-
6uH 7,8%, Taka 4e moJiy4yaBa U BTOpA JAHUarHosa
- 3axapeH auabeT Tul 2, B chyeTanue ¢ MODY.
HeroBoTo sieueHue e ¢ MeTGOPMUH U C XpaHH-
TeJleH pexuM. /lbllepsiTa Ha ONMCcaHATa Malu-
eHTKa MMa fICHa JMarHo3a, KosTo JAa O00SICHU
xuneprivkeMusTa. Ts HaMa Aa 6'bjie HOTPEIHO
JUArHOCTULMpPaHa ¢ Jpyr TUN JUabeT (Hampu-
Mep Tun 1), HAMa Aa MMa HYXJa OT JiIeUeHUE,
OCBEH 10 BpeMe Ha eBeHTyaJiHa Objelja Gpe-
MEHHOCT.

M. bosiHosa
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OT CUMIITOMA KbM JUATHO3ATA

SYMPTOMS TO DIAGNOSIS

OKAIIBAHE HA MUT'JIMTE IIPU XUIIOTUPEOUAU3BM

Matsuura H, Suganami Y. Hypothyroidism, eyelash loss. Cleve Clin ] Med 2020, 87 (12) 717;

doi: 10.3949/ccjm.87a.20009.

3ary6ara Ha MUIJIM MOXe [ila € CUMIITOM Ha
€H/IOKpUHHO 3a60JisiBaHe. 3ary6aTa Ha MUTJIN U
BEX/M eJIHOBPEMEHHO ce Hapuya Majaposa.
KaTo asonenus ce o3HayaBa reHepajii3aMpaHaTa
3aryb6a Ha KOCMHU, HO TNpPeJUMMHO OT [IJlaBaTa.
OkamnBaHeTO Ha MUIJIMTE MOXeE /la € CAMIITOM Ha
aBTOMMYHHO TUpPeouJHO 3aboJisiBaHe. Cpela ce
KaTO CUMITOM KaKTO NPU XUIOTHPEOUAU3IDBM,
Taka U MpU XUMEPTUPeouu3bM. HapymiaBa ce
UKB/JIBT HA KOCMEHUs pacTex. [Ipu xunotupe-
OUJIM3bM KOCMHUTE H3THHSBAT (PaHHO HaBJIU-
3aHe Ha KocMeHHus GoJIMKYyJ BbB ¢dasa Ha Io-
YHWBKa, T.HAp. TeJoreHHa ¢asa), KOCMUTE II0
rJaBaTa CbI0 OKAaNBaT IMO-JeCHO, KOcaTa MoCU-
BSIBa M0-0'bP30, CTABAa MHOT'O MO-JIECHO K'bCJIMBA.

OkanBaHeTO Ha MUIJIMTE Ce Cpella U NpHU
rpymna epMaToJIOTUYHU 3a60/19BaHUs (JI0KaIU-
3MpaHu B 06JIaCTTa Ha OYUTE WJIM TeHepau3u-
paHu), XUNONApaTUPEOUAU3bM, HHPEKLUH
(xepmec 3ocTep, TybepKyJio3a, CUPUINC), clen
JbyejiedeHHe B Ta3W 006J1acT; MOXKe U Ja Obje
CBbP3aHO C IpuJaraHe Ha oNpejesieHH JieKapc-
TBa - XeNapWH, aHJpPOTeHU, WHXUOUTOPHU Ha
AHTMOTEH3UH KOHBEPTUPAIIUSA €H3UM U JIPYTH;
npHy 3/I0ynoTpeba c KOKaWH; cpella ce MpH Jie-
OUIUMT HA IUHK, MCOPUA3UC, CUCTEMEH JIYIMyC

epuTeMaTo3yC, KOXKHMU HeoIla3Mu (6asoneny-
JlapeH KapLMHOM HanpuMmep). B nudepennuan-
HOJJMarHOCTHYEH IlJIaH TPpsi6Ba Jla ce OTXBbPJU
TPUXOTUJIOMAHUSI — ICUXUYHO Pa3CTPOMCTBO,
IIpY KOEeTO MalUeHTBhT CaM OTCKyOBa KOCMHUTE
cu. ToBa Moxke 6U e Mo-BeposiTHaTa JUarHosa,
ako oT ¢pu3MKaJHUs NperJes U JabopaTOpHUTE
u3cje/BaHUs He Ce OTKPUAT HUKAKBU OTKJIO-
HeHUs. AHaMHe3aTa e OT OMolL, - Tpsi6Ba JAa ce
pasnuTa NayueHThT Aajd IpeMaxBa caM KOC-
MHTe IO JIMLETO CH, JAJH He ce e MojJaraa Ha
TpaBMUpalld KO3METHYHHU NpoueAypu U T.H.
AKo 30HaTa He e HapaHeHa, MUTJIUTE MOHSKOra
1opacTBaT cJie[, JieueHHe Ha NMOoAJIeXalloTo CbC-
TOSIHUE.

ABTOpHUTE ONMMCBAaT U KJIWHUYEH CJIydad Ha
77-rogyuiHa KeHa C fIBeH XUIOTHPeOUAU3BM
(TCX 33,7 mlU/ml, HUCKO HUBO Ha CEpyMHUs
THUPOKCHUH), IPH KOSITO Ce [OKa3BaT U MO3UTHUB-
HU TUTPU Ha TUPeOUJHU aHTUTesa. KeHaTa ce
OIl/IaKBa OT XpOHMYHA yMopa M oTouH. [IpaBu
BIeYaTJ/eHUe, ye exorpadusiTa Ha IUTOBUJHA-
Ta >KJle3a He e 4acT OT U3JI0KeHUTe JaHHHU. 3a-
[I0YBa Ce 3aMeCTUTEJIHO JieueHHe C JIeBOTUPOK-
CHH, HO MUIJIMTE He IopacTBaT OTHOBO.

M. bosHosa
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K/IMHUYHH IIPEIIOPBKHU

GUIDELINES

K/IMHUYHHU NNPENIOP'BKHU 3A JUATHOCTUKATA U JIEYEHHETO
HA MOHOT'EHEH 3AXAPEH AUABET IIPHU JELIA U ITIOJAPACTBALIH

Hattersley, A. T. et al. ISPAD Clinical Practice Consensus Guidelines 2018: The diagnosis and
management of monogenic diabetes in children and adolescents. Pediatric Diabetes, 2018, 19

(Suppl. 27): 47-63.

MoHoreHHUAT AWabeT ce cpelia PsAAKO; Ha
Hero ce AbJKAaT eABa oT 1 70 6% oT caydyauTe
Ha 3axapeH AuabeT npu Aena. Bcuuku Jena 1o
6-MecevyHa Bb3pacCT, AUATHOCTULUPAHU ChC 3a-
xXapeH AuabeT, Tpsi6Ba Ja O'bJAT U3CJe/BAaHU 3a
MOHOTeHEeH HeoHaTaJ/IeH AUabeT, Thi KaTo mpe3
I'bPBUTE 6 Mecela OT )KUBOTA € U3KIIYUTETHO
psJiKa U3sBaTa Ha 3axapeH Jiuabet tun 1. /IBe ca
BB3MOXXHOCTUTE NPHU Jiella A0 6-MecedyHa Bb3-
pact: 1) TpaeH HeoHaTaJleH AuabeT, KOUTO ce
J'bJDKW Ha MyTallysl B KaJWeBUsl KaHAJ U Jiede-
HueTo e cbe CYIl, u 2) mpexo/ieH HeoHaTaJleH
J1abeT, KOWTO CIIOHTAHHO NMPEMHHAaBa, HO MO-
K'bCHO TIpe3 KUBOTA MOXe J]a Ce MOSIBU OTHOBO.
Tpsab6Ba ma ce HanpaBu AudepeHIMANHA JUAr-
HO3a C Jpyrd NPUYMHH 3a UabeT KaTo eK30K-
pYHHA NaHKpeacHa HeJIOCTATbYHOCT.

Kora fia ce nogo3supa guarsosata MODY npu
Jeteto? Tps6Ba Ja ca HAJIMYHU MOHE HIKOJIKO
kputepusi: 1) damusHa aHaMHe3a 3a AuabeT
IPU eIUH OT POJIUTEJIMTE U HETOBUTE POJHUHU
OT II'bpBA JIMHUS; NPHU POAUTENs TPsOBa Ja e
OTXB'bpJIEHA JMAarHO3a 3axapeH Auaber tum 1 -
He Tpd6Ba Ja HMa TMOJIOKUTEJHH JUabeT-
acouyMUpaHUd aHTHTeJa U TpsA6Ba Ja MMa 3ama-
3eHa coGCTBeHa MHCYJIMHOBA CeKpelus MOoHe 5
TOJWHU CJieJ] IOCTaBsAHE HA AWarHo3ara AuabeT
(ma He ce Hy»/jae OT JieueHHe C UHCYJIMH WJIH J1a
ce MpuJiara HUCKA /1032 TaK'bB, 4 CTUMYJIMPAHU-
art C-nentuf Aa 6p1e Hag 200 pmol/l); Tpss6Ba
Jla e OTXBbpJIEeHA U MarHo3aTa 3axapeH JuabeT
TUn 2 (Ja JuncBaT M3pa3eHo 3aTIbCTSBAaHe,
AKaHTO3UC HUTPUKAHC M JIPYTH NPOSIBU Ha WH-
CYJIMHOBA PE3UCTEHTHOCT). 2) Ja e HaJu4yHa
JleKa XUIepriuKeMus, KOSITO He ce BJIOIIABA — B
Te3u CJydad, Ha IIbPBO MSCTO, TPsi6Ba JAa ce

Tbpcu JedeKT B riawkokuHasHusA reH (GCK-
MODY) - Hali-dyecTaTa NpUYKMHA 32 HETIOCTOSIHHA
JieKa XUIePrJuKeMUs IpHu Jela.

Hapyuienne B NpaBU/IHOTO pa3BUTHE Ha
O0'bOpenrTe UK HATUUYMETO Ha 6 bOPEeYHU KUCTH
B CbYeTaHHe C XUIEPrJUKEMHS NPU JeTe e
CbMHHTEJIHO 3a ThpceHe Ha JepekT B HNF1B
reHa (HNF1B-MODY); npu pgeTe c MakKpo3o-
MUs/HeOHaTa/JHa XUIOLJIMKeMsl TpsibBa Ja ce
W3KJII0YH, Ha bpBO MsACTO, JedekT B HNF4A
reHa (HNF4A-MODY). llpu damuauu c aBTO-
30MHO-JJOMUHAHTHO YyHacJeJsfBaH 3axXapeH [JHU-
abeT ¥ CUMIITOMAaTUYHA XUMEPIIMKEMHUs, HAW-
yecTaTa NpuUYHMHA € JePeKT B XeNaTOLMTHUSA
HykJeapeH ¢akrop-1-anda (HNF1A-MODY).
JIBa ca moaTunoBete auabet Tun MODY, uyBcT-
BUTEJHU Ha CyJdaHUIypelHU MpenapaTu -
HNF1A-MODY u HNF4A-MODY.

JlekaTa cyTpellHa XWUNEPrJUKEMHUsS € TH-
nuyHa npu JAedeKT B reHa 3a [JIIOKOKMHas3a
(GCK-MODY). Ta He ce BJsioLIaBa mpe3 mepyuoja
Ha JIeTCTBOTO U IOHOLIECTBOTO, He OTTOBaps Ha
JledeHHe C UHCYJUH U MepopasHU aHTUUabeT-
HU CpeJiCTBa U He HaJara JiedyeHue. [lanueHTrTe
He pa3BUBAT AMabeTHH yCIA0KHEHHUS.

[locTaBAHeTO Ha AuarHosara ,JAuabeT, Nmos-
BUJI Ce B MJIajia Bb3pacT’ U OTXBbPJISIHETO Ha
JipyruTe TUNoBe guabeT (Tun 1 u Tum 2) e Bax-
HO 3a MalMeHTHUTe, 3al[0To: 1) UM ocurypsBa
NpPaBUJIHO JieyeHHUe; 2) MOXKe NMPaBUJIHO Ja ce
npeJicKaXke PUCKa OT AUabeTHU yCI0XKHEHUS; 3)
MOXKe [a ce MpOBeJle FTeHEeTUYHO TeCTBaHe Ha
POJIHUHU OT I'bPBU peJl U TAXHATA JUArHosa
CBLIO /Jia Ce U3SCHH, OCBEH B cJydyauTe Ha de
novo MyTalys, IpU KOUTO TEHETUUYHUAT AedeKT
ce fIBSIBA 3a I'bPBU II'bT B CEMEMCTBOTO MpPHU 3a-

EH/IOKP. 3ABOJL, 2021, 50 (1)

31



cerHaTusi MHAUBU/A. ToraBa pUcK UMa caMo 3a
MOTOMCTBOTO Ha MHJAUBU/IA.

MoHOTeHHUAT AUAGET e pe3yJaTaT OT eIuH
WIN HAIKOJIKO JedeKTa B eIUH eJUHCTBEH TeH.
OTTaM mpous/iv3a U UMeTO My. 3a00/IIBaHETO
MOXe Ja ce yHac/JeAsBa aBTO30MHO-LOMUHAHT-
HO, pelleCUBHO, [la He ce yHac/leAdaBa o MeHze-
JIOBUTE 3aKOHU WJH Ja Ce Jb/oKU Ha de novo
MyTanus (Ja He e yHacC/Je[eHO OT POJUTENUTE).
OmnucaHu ca Bevye 0K0J10 40 moATHIIAa MOHOTeHEH
JuabeT - BCEKU OT TSX C XapaKTepHa KJIMHHUYHA
M35IBa U NPOTHYAHE U CbC cleluPpruieH HAYUH
Ha yHacJieJsiBaHe.

[I'bpBUTE Cciiyyau Ha AUA6ET, U3SIBEH B K'bCHA
IOHOLIEeCKA B'b3PacT WU NMPU MJIAJU Bb3PaCTHU
MayUeHTH, MHOTO MpPUJMYa/Jy Ha 3axapeH Jua-
6eT TUN 2 MO NMPOTHYAHE, HO MOCJe € GUJI yCTa-
HOBEH CTPUKTHHUAT HAYMH Ha aBTO30MHO-
JOMHHAHTHO yHacJie[siBaHe U TaKa Ce HaMepu-
Ju 1 fedpekTHUTE reHu. Bcbinoct MODY e Hait-
YeCTHUAT MOHOTreHeH auabeT. [Ipy BCHUYKH H3-
BecTHu noaTunoBe MODY e 3acersHar reH, KOWTo
OTToBaps 3a 6eTa-KjaeTbyHaTa QYHKIHUS.

Ilod60p Ha nayuenmu
30 2eHeMUYHU mecmose

[lesleHaco4eHOTO TbpCeHe Ha Hal-4eCcTUTe
reHeTUYHU JAedeKTH B IaHeJ OT T'eHH IpHU ce-
JIeKTUpaHU MalUeHTH, cycrnekTHU 3a MODY e
JleHa-eQeKTUBHO W KJIMHUYHO 3HA4YMMoO. B
OTJIeJIHU CJIy4au OU MOTJIO Jia Ce ThPCH AedeKT
caMoO B eIMH KOHKpeTeH reH — Hampumep Npu
OpeMeHHa C JieKa CyTpellHa XWIepTIHKeMUs
MOXKe Jla ce H3CJe[Ba CaMO UMa JIU JePeKT B
reHa 3a IJIOKOKMHasaTa, T’bH KaTO TOBa IIe
MpPOMEHU TOBEJEHUETO 0 BpeMe Ha OGpeMeH-
HOCTTAa.

Koza duazHozama 3axapen duabem mun 1,
nocmageHa 8 m/aada 8s3pacm, Mmoxce da 6sde
noepewita (oceeH 8s3pacmma — mouka 1, ocma-
Ha/ume He ca NAMOZHOMUYHU U mpsbea da ce
06cwicdam 3aedHo, HUKOU Kpumepuil camocmo-
sSMeJIHO He e Cu2ypeH 3a nozpewHa duazHosa)?

1. [Ipy BB3pacT Ha JeTETO MPHU MOCTaABSAHE

Ha Juar”osara mnoJ, 6-MecedyHa Bb3pacT;
CBhIII0 NMPHU Bb3PACT HA JETETO MeXAy 6 U
12 Mecella npu MoCTaBsIHe HA JIMarHo3aTa
MpYU JIUIICA Ha MOJIOKUTEJHU aHTHUHA-
OeTHU aHTUTEJa; NMPHU JIeTe C BPOJAEHH
aHOMaJIuY;

2. llpu damuiHa aHaMHe3a 3a JuabeT Npu
e/JMH OT POJUTEJUTE U MPHU POACTBEHUK
OT IbPBY peJi Ha ChIUS POJIUTE;

3.Ilpu svnca Ha MOJMOKUTEJNHU aHTULUA-
O6eTHHU aHTUTEJa, 0COGEHO aKOo ca U3C/e]-
BaHU NPU NIOCTaBsIHEe Ha IUAarHO3aTa;

4. llpu cbxpaHeHa 6eTa-kJeTbyHA GYHKIUSA
C HUCKU UHCYJIMHOBU HYKJIU U ©U3MEPHUMU
HuBa Ha C-menTtuj (MU3MepPEH B KP'bB WU
B ypUHA) CJieJi PO b/DKUTENEH TEPUO/T
Ha ,JapuyasiHa peMucus” (Wad ,MeqleH
Mecell“) HaJl 5 TOAUHU C/lef TOCTaBsIHe Ha
JiuarHosaTa 3axapeH JuaberT.
Koza duazHo3zama 3axapeH duabem
mun 2, nocmaseHa 8 m/1ada es3pacm,
Modice da 6sde nozpewHa?
[Ipy MiagexuTe 3axapHUAT AUabeT THUI 2
o6HYaliHO ce MU3sBsIBa 0KoJsio ny6epTeTa (6Ges.
ped. mpu npeApasNoONOKEHUTE UHIUBUAU (U-
3W0JIOTUYHATA WHCYJMHOBA PE3UCTEHTHOCT B
Ta3u BB3pacT IpepacTBa B NaToJIorh4yHa). B
npeo6JsIaJiaBalius MPOLEHT OT CJAy4YauTe CTaBa
JlyMa 3a MJIaJIeXU CbC 3aT/bcTsiBaHe. Ha mpak-
THUKa HfIMa crnenuduyeH TeCcT, KOWUTO Ja MOT-
B'bpX/aBa AuarHosara 3axapeH Aguabet tun 2. B
CBLIOTO BpeMe YeCcTOTaTa Ha 3aT/TbCTSIBAHETO
Ipy JAela U MOApacTBalld Ce YBEJUYH MHOTO
npe3 mnocjeAHUTe JAeceTusneTus. CTaBa Bce MO-
TPYZHO Jia ce JIOKaXKe AMAarHo3aTta MOHOreHeH
JUabeT MpH Jela, 3all0TO MHOTO OT TSAX UMAaT
3aT/IbCTSIBAHE U IMATHO3aTa Ce MPOIMyCKa.
Koza da nodo3upame moHozeHeH duabem
npu deya?
1. J/luncBa BUCOKOCTENEHHO 3aT/I'bCTSBAHE;
2. JluncBaT akaHTO3UC HUTPUKAHC U APYTU
NpOsIBM HAa UHCYJIMHOBA PE3UCTEHTHOCT U
MapKepy Ha MeTa6oJIUTEH CUH/IPOM;

3. llpu damusHa aHaMHe3a 3a JuabeT Hpu
€/JMH OT POJUTEJUTE U MPU POACTBEHUK
OT II'bPBU PeJi HA ChINUA POJUTEN, 0cObe-
HO aKO NPU HUKOTO OT TSX HsMA 3aTJIbC-
TSIBaHe.

4.Tlpy HeoGWuallHO MNpejcTaBeHa M IIpe-
pasmnpejesieHa MOJKOXHA MacTHa TbKaH
Ha JeTeTo WJIM NoApacTBauivs (Hampu-
Mep HpHU U3pa3eHo C1abu WU MYCKYJec-
TH KPAaWHUIU ¥ TOBUIIIeHA MAaCTHA T'bKaH
B a6/JOMHUHA/IHUS PETUOH, T.HApP. [EHTPO-
neTajHO TMpepasnpejieieHa TOAKOMXHA
MacTHa TbKaH).
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B peTcka Bb3pacT npeobJiafaBaliaTa 4acT
OT CJy4anTe Ha MOHOTeHeH AuabeT HPUYHHSA-
BaT 3ary6a Ha 6eTa-kjeTbuyHa QYHKLUUS WU
HaMmasieHa QyHKIUA Ha 6eTa-kjeTKUTe. Psajako
CTaBa BBIPOC 3a MyTalus, BOJella [0 TeXKa
MHCYJIMHOBA pe3UCTeHTHOCT. ETo U HAKoU KJu-
HAYHU HACOKU Kora Ja ce ThbPCU MOHOTeHeH
AuabeT npu gena:

1. Ilpu auabet ¢ u3siBa npeaud 6-MeceyHa

B'b3pacT;

2. Ilpy aBTO30MHO-JOMHHAHTHO YHacJje-
JABaH AuabeT WM JieKa XUIeprauKe-
MUS;

3. Ilpu guabeT, aconuupaH C eKCTpalaHK-
peacHU NposIBU KaToO BPOJEHU CbpJeyHU
aHOMaJ/IM{d, TaCTPOMHTECTUHAJHHU Je-
deKkTH, MO3BbYHU MasdopMalUy, TexKa
Juapus; auabeT, cbueTaH ¢ aBTOMMYHHU
3a00JIIBaHUS, U3SIBEHU CBIIO B MHOTO
paHHa Bb3pacT;

4. Tlpu MOHOreHHHU CUHJPOMH, CBBP3aHU C
MHCYJIMHOBA PE3UCTEHTHOCT — XapakTe-
pU3UpaT ce ¢ BUCOKM MHCYJMHOBH HUBaA
WJIM BUCOKU HWHCYJIMHOBU HYXJH; abjo-
MHHAJ/IHO HaTpyNnBaHe Ha MacTHaTa Tb-
KaH M JIMIICa Ha IOJKOKHA MAacTHAa ThKaH
[0 KpalHULUTeE; AUCAUNINAEMUs, ocobe-
HO BUCOKM HHMBA Ha TPUTJIULEPUIUTE;
aKaHTO3MC HUT'PUKAHC.

HeoHnamasex duaéem

U3kiiouuTesNHA PSAJKOCT € 3aXapHUSAT Jua-
6et Tin 1 fa ce U35IBU B MEPUO/A [0 6-MecedHa
Bb3pacT. Makap aHTUAUa6eTHU aHTHUTeJa Aa ce
HaMUpaT B pPeJKHU Cay4Yyau NPU HOBOPOJEHU C
nuabeT, U3sIBEH 0 6-MeceyHa B'b3PacCT, Te OT-
HOBO He ca J0Ka3aTeJICTBEHU 3a 3axapeH Jua-
6eT Tun 1, a BbIOPEKU TAX B NMOBEYETO CAydau
e ce Kacae 3a MyTalUsl B HAKOW OT TEHUTE,
CBbp3aHU C HUMYHHHUS OTroBop (kaTto FOXP3,
STAT3 uau LRBA). ETo 3a1io BcuukH Aena, ussi-
BWJIU JuabeT 0 6-MeceyHa Bb3PaCT, MOJJIEXaT
Ha reHeTHYHO TeCTBaHe 3a HeoHaTaJleH MOHO-
reHeH jua6beT. O6paTHOTO ChIIO € BaXKHO — CJIe]
6-MeceyHa Bb3pacT (0T 6 o 12 Mecena) 3axap-
HUAT AWabeT le ce Ab/OKUA NMpeJMMHO Ha 3axa-
peH AuabeT Tl 1, a Mo U3KJIKUYEHUE — MOTaT Jia
ce HaMUpaT eJUHUYHHU CIy4Yau Ha HeOHaTaJleH
Auaoet. [IpyyMHUTE Ja ce T'bPCU HeOoHaTaJleH
AuabeT cyej, 6-MeceyHa Bb3pacT Ouxa OUJIU:

JIUTICA HA TTO3UTHUBHU aHTU/IMA6ETHU aHTUTEJ];
Ha/JMuMe Ha U3BBbHIAHKPEAacHU MNpPOsSBU KaTo
raCTpOMHTECTUHAJHW  aHOMaJu{, BpOJEHU
aHOMaJIMM W JpPyry; MOHSKOTra W H3sBaTa Ha
HSKOJIKO aBTOMMYHHM 3a00JiiBaHUS B JeTCKa
B'b3pacCT I0/[CKa3BaT, ye JUarHo3aTa He e 3axa-
peH auabeT Tun 1, a MOHOreHeH AuabeT, 3acs-
raiuy reH, CBbp3aH C HMYHHHUsI OTTOBOpP KaToO
FOXP3, Tbil KaTo MakKap 4 psIAKO TOU MoXKe JAa
ce U3SIBU U cJjie]] 6-MecedyHa Bb3pacT. [lenara c
HeOHaTaJsleH AuabeT ce pakJaT C HUCKO 3a rec-
TallMOHHATa Bb3pacT TErJIo — Te Ollle 110 BpeMe
Ha BBTPeyTPOOHOTO CHU pa3BUTHE ca UMaJH
TO3U JedeKT U ceKpeLUsiTa Ha UHCYJIUH e 6uja
HeJl0CTaTb4yHO cTUMyaupaHa. Okoao 50% oT
Te3H Jiella lje UMaT HYX/]a OT J03KUBOTHO Jieye-
HUe Ha AuabeTa, npu octaHanute 50% Toi e e
npexoJieH U Kp'bBHATa 3axap lie ce HopMaJu3u-
pa J10 HAKOJIKO CEMUIIU UJIU MeCelH.
TpaH3WTOPHUAT HeoHaTasleH JUabeT HUMa
CKJIOHHOCT Jia peUMBHpa B NO-K'bCHA Bb3pacT.
[eHEeTUYHUTE OCHOBU HA TPAaH3UTOPHHUS HEOHa-
TaJleH JuabeT ca MO-U3SICHEHU OT Te3U INpHU
TpailHUA. B 4acT OoT caydauTe e 3acerHaTt peru-
OH B xpoMo3oMa 6q24. B ocra”anuTe ciy4au
CTaBa JyMa 3a aKTUBUpalla MyTaluusl B eJUuH OT
JlBaTa TeHa, KoJupauiyd JABeTe CyOeAWHULM Ha
AT®-yyBCcTBUTE/IHUSA KaJUEB KaHa/l BbpPXy Ge-
Ta-kaeTbuyHaTa MeM6paHna (KCNJ11 uiu ABCC8).
[Ipy 3acArane Ha XxpoMo3oMa 6424 TpaH3UTOP-
HUSAT JUabeT ce U3dBsIBa C TeXKa XUIEPrJHKe-
Mus, 6e3 KkeToanu03a. Moxe Hape[ c 6q24, fa e
HapylleHO MeTUJUPaHeTO Ha APYTU PeTUOoHH, C
M35IBA Ha pas3/IMYHU BPOJEHU MasuidpopMaluu.
EnHa TpeTa OT HOBOPOAEHUTE UMAT ChI'bTCT-
Ballla MaKpOTJIOCHs, IT'bIIHA XepHUsA U Ap. Jleue-
HUETO C UHCYJMH NpoJbJKaBa okoso 12 cen-
muiy. Cae ToBa MOXKe Jila HaCThIIM Mepuo/, Ha
xunoraukeMuu. Okosio ny6epteTta npu 50-60%
AuabeTbT ce U3sIBSIBA OTHOBO. /luabeThbT Hamo-
nobsiBa 3/ Tun 2 cbce 3ary6a Ha mbpBa dasa oT
MHCyJIMHOBaTa cekpenud. [loHskora poJHUHY,
HOCHUTEJM Ha NOJ0O0HU TeHeTUYHU JAedeKTH,
pasBuBaT 3/] TUN 2 WM recTallMOHEeH 3axapeH
Auabet. CiyyBa ce B MpaKTHKaTa Ja ce momnaja
Ha NMalUeHTHU C paHHA U351Ba Ha 3aXapeH Juaber,
KOUTO He € aBTOUMYHEH U He e CBbpP3aH C obe-
3UTET — TOBA MOXeE /ja Ca NMallMeHTH C HAKAKbB
reHeTu4yeH AedekT B xpoMmo3oma 6. Hacnepcr-
BEHOCTTA Ha TPAH3UTOPHUS HEOHATAJNIEH JHa-
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6eT 3aBUCH OT TOBA JlaJIM 3aCETHATOTO JIeTe € OT
J)KEHCKH WJIM OT M'BXKH I0JI; B HAKOU CJIy4Yau
MMa 4 aBTO30MHO-pelLleCUBEH TUI yHacJe/siBa-
He. KoraTo HeoHaTa/HUAT AMAGET Ce JbJKU Ha
JedeKT B reHUTe 3a KaJIMeBUTE KaHAJI4YeTa, 1o-
YecTO TOM e TpaeH AuabeT (ocobeHO MpPH 3acs-
raHe Ha KCNJ11 rena). ToraBa mnaiueHTHTe
MMaT MHOTO HHUCBK WM HenaMepuM C-NenTuf,
M3sBaTa Ha AuabeTa 4ecTo e ¢ JuabeTHa KeToa-
uugo3sa. [Ipy 20% ot fgeuata MMa UM HEBPOJIO-
TAYHU CUMIITOMU. B Hal-TeXKHUTe C/ay4au ce
cbopMuUpaT CHHAPOMH, BKIIOYBALIY eNUJIENCHS],
HM30CTaBaHe B Pa3BUTHETO U APYrU. JleueHUETO
110 NPABUJIO € C UHCYJIMH, HO MHOTO Jelja MoraT
Jla 6bJlaT JIeKyBaHU YCIEIIHO CbC CyJadaHUIy-
peeH npenapar - rJIMOGEHKJIaMUJ, B 1032 OKOJIO
0,5 mMr/xr/peH.

Wolcott-Rallison cuHdpom

ToBa e psALABbK CUHAPOM C aBTO30MHO-pelie-
CUBEH THUIl yHacJe/siBaHe, BKJIOYBAIL 3axapeH
AuabeT, U3sIBeH B JleTCKA B'b3pacT, CIOHAUJIOe-
nudrseasHa AUCIVIA3USA U 4YEepHOJAPOOGHO WU
6 b6peuyHo 326015IBaHE.

HeonamaseH duaéem, do/1icauy ce
Ha Mymayus 8 2/A10KOKUHA3HUS 2eH

Bbnpekyn 4ye XeTepo3UIrOTHUTE MyTalUU B
IJIIOKOKMHA3HUS I'eH NPUYMHABAT eUH OT 4ec-
TUTe BUAOBe Auaber tun MODY, 3a kKoHTO ca
TUIIMYHU aCUMITOMHOTO NPOTHYaHe U HeNmpor-
pPeCHBHUAT X0/, Ha JleKaTa XUIeprjauKeMusi, Ipu
XOMO3UIOTHHUTE MyTallMU Ce pa3BHBa HeOHaTa-
JIeH JuabeT, Ipyu KOWTO NpaKTUYeCKH JIMIICBA
cobcTBeHa MHCYJIMHOBA cekpenus. [I[pyuynHara e
I'bJAHUAT JeQULUT Ha IVIIOKOKMHA3Ha aKTUB-
HOCT NOpaJiy MyTalysd, 3acArala 4 AsaTa ajeJa.
Jleyenueto e c uHcysiuH. Ha mytauuu B GCK ren
ce I'bJKAT He noBedye OT 2-3% OT BCUYKHU CIY-
Yyay Ha HeOHaTaJleH AuaberT.

IPEX cundpom

MyTtanuu B reHa FOXP3 npu4yuHABaT Hapy-
IIeHEH HMYHEH OTTOBOp, MOJIMEH/OKPHUHOIA-
THS, eHTeponaTus U X-CBbp3aH CUHAPOM. U3g-
BaTa Ha TpaeH HeOHaTasIeH JUabeT MpHU JeTe C
MOJIOXKHUTENHA aHTU/MAa0eTHU aHTHTea HAaco4d-
Ba K'bM TO3MW CUHJpPOM. /leniaTa CTpajaT OT TEX-
KW MHQEKLUHU MopaJu BPOJIeHUsI UMyHeH Jiebu-
UUT. JledeHUEeTO e C UMYHOCYNPEeCUBHU MeJU-
KaMeHTH (sirolimus uiu KOpTUKOCTEPOUIH).

Bcuuky MoJATUIIOBE HEOHATANEH AUA0ET MO-
raT Aa O6bJaT YCIENIHO JUArHOCTUIUPAHU C
reHeTU4YeH aHaau3. TakbB ce MpenopbyBa MpHU
BCHUUKH Jlelja, IPU KOUTO AUabeThT Ce U3SIBU 10
6-MecedHa Bb3pacT. [eHETUYHOTO TeCTBaHe MO-
Ke Jla JoKake mpuurHaTa B 80% oT ciydauTe.

ABTO30MHO-JOMHUHAHTHA QaMUIHa JieKa
XUIEePIJIMKeMUs WU JuabeT B MJafia Bb3pacT
(MODY)

Cungpomute MODY ce xapakTepusupar c
HaMaJieHa MHCYJIMHOBA CeKpelys NPH 3ana3eHo
HMHCYJIMHOBO JleficTBHe. Pa3/IMyHUTE MOATUIIOBE
MODY ce passin4yaBaT mo Bb3pacTTa Ha U3ABa,
KpUBaTa UJU MOJeJsa, KOWTO CJieiBa XUIIeprJin-
KeMHATa, U OTrOBOpa KbM pa3jUYHUTE Tepa-
IeBTUYHM ONIMU. B moBeyeTo ciayyan AUaGeTbT
ce sBsIBa U30JIMPAHO, @ He KaTO 4YacT OT CUHJ-
pPOMOKOMILJIEKC. 3aTOBa U YeCTO NMPU Te3U NalU-
€HTHU AUabeThT ce ollpeeis norpeuHo kato 3/1
Tun 1 nau tun 2. [lo npaBu/io ¥ cnope, KJaacu-
yeckaTa npejcTaBa, ¢paMujHaTaA aHaMHe3a 3a
JnabeT e 3aJ’b/DKUTEJHA, MOPaJji aBTO30MHO-
JIOMUHAHTHUS TUIl Ha yHacjejsiBaHe. OnucaHu
ca obavye u penuna de novo mMytauud. B Te3u
C/ly4ad NalUeHTHT € I'bPBUAT OT CEMENCTBOTO
¢ guarHosata MODY u ¢amuiHOCTTa Bede He e
croMaraTeJ/iHa 3a JAuar”Hosarta. Tpu ca TeHuTe,
OTTOBOpPHH 32 mpeobJafiaBaliata 4acT OT CJIy-
yaute Ha auaber tun MODY (GCK, HNF1A,
HNF4A). O6mo ca onucaHu 14 reHa, NpUYUHS-
BalllM AHUabeT ¢ QEHOTUNIHHUTE XapaKTEPUCTUKHU
Ha MODY, Ho Tyk umie 6bJaT pasrjejaHu caMo
Hall-4eCcTUTEe TPU MO/BApUAHTA.

Jleka xunepzaukemMusi Ha 2/1a0HO,
npuvuHsA8aHa om mMymayus

8 2/1I0KOKUHa3Hus 2eH (GCK-MODY,
MODY mun 2 )

[Ipu fgena ¥ mojpacTBalllM Ce YCTAHOBSIBA
JIEKO 3aBMIIEeHa KpbBHA 3axap Ha [JaJHO -
Mexay 55 u 8 mmos/n. THil KaTo Te HAMAT
CUMIITOMM Ha XWUINEpPIJMKeMHUs, BeJlHara Bb3-
HUKBa BBIPOCHT a1 TOBA HE ca NpeaauabeT-
HU CbCTOSIHUSA, IpeU M35Ba Ha 3axapeH AuabeT
Tun 1 uau tun 2. [lpu aunca Ha aHTUAUMAOETHU
AHTUTEJIA, PUCKBT OT U3dBa HA 3aXapeH AUabeT
TMn 1 B O6bjelnle e MUHMMaJieH. MHoro mo-
BEPOSITHO € Te3W Jiella WM IHOUIM Ja uUMaT
xetepo3urotHa myTtanud B GCK reH. Ako 3aBu-
HieHaTa KpbBHA 3axap Ha IJIaJHO Ce yCTaHOBU
npu JeTe B NpeAnybepTeTHa Bb3PaCT, KOETO
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HsIMa HUTO 06e3UTET, HUTO APYTrU MpU3HAIY Ha
WHCYJIMHOBA PE3UCTEHTHOCT, TO JAuarHosara
3axapeH JauabeT TUN 2 Tps6Ba Ja ce MOJJIOXKH
1o/, CbMHEHUE WU MOHE J]a Ce OTXBBbPJU Aua-
6et Tunn GCK-MODY.

Juaber Tun GCK-MODY e cpaBHUTEJHO
Hal-4eCTO CpelaHUAT MOHOreHeH MOATHI Jua-
6eT B KJIMHHUKA 110 NejJuaTpusi U KIMHUYHATa My
M35IBa € BUHAru eJlHa U c’bllla. Pasiukata Mexay
TO3W MOATHI U OCTAHAJIMTE ABa Hal-4eCTH MOoJ-
Tuna auadbetr tun MODY e, ye maimueHTHUTE C
AedeKT B IJIIOKOKHMHA3aTa UMaT pOMeHeH ,,CeT
NOMHT" Ha HOpMaJ/IHaTa KpbBHA 3axap — WHCY-
JIMHOBATa CeKpelys ce peryJjupa OKoJI0 MaJjKo
M0-BHMCOKa OTHpaBHA ToOYKa. TUNMYeH e Henpor-
PECUBHHUAT XapaKTep Ha XUIEPrJUKeMUSTA,
KOSITO € JieKa U e HaJIMYHa OT CaMOTO pakJaHe
Ha JeTeTo. [JIMKUPaHUAT XEeMOTJIOGUH € JIEKO
MOBHIIIEH, 00MYaWHO He HaAXBBpJsa 7,5%. Bbi-
pPEKH 4Ye KpbBHATa 3axXap Ha IJIaJHO € 3aBullle-
Ha, B X0Jla Ha OpaJieH JIIDKO30TOoJIepaHCeH TeCT
TSI He Ce MOKa4YBa 3HAYUTEJHO — HApaCTBaHETO B
X0/la Ha TecTa He HaAxBBpJsd 3,5 mmoui/n1. ToBa
He e abcosoTeH Kputepuit, Tbi KaTo OI'TT He e
JOCTaTbYHO [TanyeHTUTE
HAMaT CUMIITOMU M JAUarHosaTa MoXe Jla ce
YCTaHOBU NpPU M3MepBaHe Ha KpbBHATa 3axap
1o APYyT NoBoJ. YecTo poAUTENAT, ChlLI0 HOCHU-
TeJl Ha MyTallyaTa, HOCU MorpelHaTa JuarHosa
3axapeH AuabeT TUN 2, KaTO TS YEeCTO e IMoCTa-
BeHa B Mo-MJaja Bb3pacT. KoraTo ce nmoposupa
auaoder tun GCK-MODY, e MHOro moJsie3HO H3C-
Jlel[BAHETO HAa KpbBHaTa 3axap Ha IJaJHO Ha
BCUYKHU POJHUHH OT MbpBU pej. [loHsakora au-
arHosara ce M0CTaBs 3a 'bPBU II'bT 10 BpeMe Ha
6peMeHHOCT. BchuiHOCT OT 2 10 6% OT ciayvau-
Te Ha reCTallMOHEH 3axapeH JAuabeT ce JbJoKaT
Ha auabet tun GCK-MODY. /lata Tumna ce pas-
JIMYaBaT MO KJAMHUYHU XapaKTEPUCTUKHU U CTe-
neH Ha MOBHUIIABaHe Ha KpbBHATa 3axap Ha
rJIaJHO.

TunuuHo 3a nmanueHTUTE ¢ Auadet Tun GCK-
MODY e, 4e He ce Hajlara HUKaKBO JIeUEHHUE.
Moske fAa ce cmasBa caMO XpaHUTeJEH PeXHUM.
EIMHCTBEHOTO U3K/IIOYEHUE € GPEMEHHOCT, U TO
KOTaTo IUVIOABT He e 3acerHart ot gedekra. To-
raBa JieYeHUeTOo e MO0Ka3aHo C ILieJl HaMaJisiBaHe
Ha pUCKa OT HeOHATa/lHAa MaKpPO30MHUS U JPYyTrU
YCJOXKHEHHUS MPU NJIOJa, CBbP3aHU C M3JaraHe-

CTaHAapTU3HUPaH.

TO My Ha NOBHUILeHATa KPp'bBHATA 3aXap OT MaM-
KarTa.

Tps6Ba 1a ce mojyepTae, 4e HOCUTEJICTBOTO
Ha MyTalMs B TJIIOKOKWHA3HUS reH He 3al[UTa-
Ba MalMeHTHUTEe OT AON'bJHUTEJ]HA HU3Ba U Ha
3axapeH AuabeT TUn 2 B Objelle. PUCKBT oT
TaKbB OCTaBa CHIIUAT, KAKTO 33 06L[ATa MOMYy-
JIalys, IpU ChIIUTE PUCKOBU ¢akTopu. Ciemo-
BaTeJ/IHO He 6MBa Ja ce U3KJII0YBA Bb3MOXKHOCT-
Ta 3a CbUeTaHUE Ha JIBeTe JUArHo3u Npu eIuH
MmalHeHT.

dbamusen duaéem, desaxcauj ce Ha HNF1A-
MODY (MODY mun 3) uau HNF4A-MODY
(MODY mun 1)

BuHary, KoraTto poJuTessT Ha JEeTe C Jua-
6eT cblLl0 MMa AuabeT, TpsA6Ba Jja ce MUCIU 3a
MOHOreHeH JuabeT. Jlopu npu JeTeTo JAa ce
npejnoJiaraT JUarHo3UTe 3axapeH AuabeT TUI
1 uau 3/l TUND 2, MOHOTEHHUTE TUIIOBE JUAbEeT
ChI0 Tpsi6Ba Ja O6bAaT oTxBbpseHU. HNF1A-
MODY wau MOJIM Ttun 3 mo crapara kiacudu-
Kalus, e Hail-yectata ¢opma Ha MO/JU - kacae
ce 3a ¢pamusiHa PpopMa HA CUMITOMATHUYHA XU-
neprjvKeMus C yHacjeJsBaHe MO aBTO30MHO-
JAoMuHaHTeH TUll. To3u BapuaHT Ha MO/IU e 10
nbTU no-dyect or HNF4A-MODY (MOJHU tum 1).
CrnemoBaTesHO B CeMeWCTBa C aBTO30MHO-
JOMHMHAaHTHO VHacJeJsBaH CUMITOMAaTU4YeH
JuaberT mbpBaTa (M HaW-yecTa) NMPUYMHA, 3a
KOSITO Tpsi6Ba Aa ce Mucay, e MOJU tum 3.

W pBaTta Bapuanta (MOZIU Tun 3 u tun 1) ce
M3sBSBAT B IOHOLIECKA BBb3PACT WJIHU CJeJ Kpas
Ha ny6epTeTa. B panHUTe $as3u KpbBHATA 3axap
Ha IJIaJ[HO € HOpMaJiHa, HO MOCTIpaH/UuaJHUTe
eKCKyp3uHU N0Ka3BaT NOBUIIaBaHe Ha Kp'bBHATA
3axap € HaJj 5 MMoJ1/J1; ChIIOTO Ce 3a6eJisi3Ba U B
xoza Ha OI'TT. llpu naguentute c HNF1A-MODY
€ HapylleH UHKPEeTHHOBUSAT ePeKT U OTTOBOP'BT
Ha rJitokarosna B xoza Ha OI'TT He e HopmauieH. C
BPEMETO Ce HU35IBSiBA CUMIITOMAaTU4YeH AHUabeT C
NnoBUlIeHa Kp'bBHA 3axap Ha IVIaZJHO U CUMIITO-
MU KaTO NOJUJUICUSA U onypus. JuabeTHaTa
KeToaluzo3a e pdafKa, 3alloTO MNalydeHTUTe
MMaT CbXpaHeHa UHCYJIMHOBA CeKpelys roAuHU
HapeJ. /[luabeTHUTe YCA0KHEHHUS ca 4YeCTH U
nosiBaTa UM e B MpsiKka KopeJalus ¢ rJIUKEMUY-
HUs KoHTpoJ (kakTo npu 3/] Tun 1 u 2). Yecro-
TaTa Ha MHUKPOCBHJOBUTE YCJOXKHEHHS — Jua-
0eTHa peTHHONATHs, HeBpomaTus UM Hedpomna-
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THS, € CXO[HA C YeCTOTaTa Ha Te3U YCJIOKHEHUS
MpU MallMeHTHUTEe CbhC 3aXapeH AuabeT Tul 1 u
Tun 2. [lo-yecTu ca cbpAeuHO-CbA0BUTE 3a60-
JISIBAHUS U pETUHONATUATA.

MyTauuute B reHa HNF1A nokassaT Bucoka
MeHeTPAHTHOCT — 63% OT HOCUTeJIUTe Ha MyTa-
Us 1e M3ABAT AuabeT mnpeAud 25-roauInHa
Bb3pAcCT, A0 35 roJiJMHU NPOLEHTBHT lle ce To-
BUIIK Ha 79, a ;0 55-roAuiiHa Bb3pacT 96% oT
HOCUTEJIUTE Ha MyTalMs B TO3W TeH e UMaT
nunabet. Kora mie ce u3siBU AuMabeThT, 3aBUCU U
OT TOBA K'b/le € JIOKaJIM3UupaHa MyTaluusaTa (Kou
eK30HHM Ca 3acerHaTH). 3Ha4yeHHe UMa U KOH OT
poAuTenuTe mpejiaBa 60JecTTa — NpU MakKa C
MOJHW tun 3, Thi KaTo IJIOABT € HU3JI0KEH Ha
BHCOKHM HMBa Ha KpbBHATa 3axap Olle Npeau
paxkJaHeTo, AUabeTHT NPU JAEeTEeTO MOXe Ja ce
W35IBM U Ha MHOTO paHHa B'b3pacT, OKoJio 12 T.
CxofHa e cUTyauHsTa W NMPU HOCUTEJHUTE Ha
myTtayusa B HNF4A (MOJIX Ttun 1) - u3sBaTa Ha
JIBaTa MOATUINA MOHOTeHEeH AuabeT e Ha Mpub-
JIN3WUTEJIHO €IHA U ChIl[A B'b3PACT.

Taéa. 1. MODY - yuecmu nodmunoge u om/au4ume/aHu
6ese3u

KinHuuyHa
u3fABa

l'en JIokyc Jleyenue

Makposomus

Y HeoHaTaJsIHa
xunoraukemud; | CYII
peHaJsleH CUH/-
pom Ha Fanconi

20q12-

HNF4A q13.1

7p15- Jleka 6e3cuMII- Hukaxso,
TOMHa XI/Il'[epF-

p13 JIMKEeMHUSA AueTa

GCK

Bbr6peyHa
TJIFOKO3ypHUsl

HNF1A [12q24.2 Ccyn

Hapymenusa

B Pa3BUTHETO
Ha O'bOpeIHTe,
MasipopManuu
Ha ypOTeHH-
TaJIHUS TPAKT

HNF1B (17q12 UHcynuH

MMa HIKOU KJIMHUYHU OTJIMKUA MEXAY THM 3
v tiun 1 MoHoreHeH auabeT: 1) manueHTHUTe C
myTtayusa B HNF1A (MOJZIUM Tun 3) umMaTt MHOTO
HUCBK Ipar 3a obpaTHa peabcopb1ydsa Ha IJIIO-
Ko3aTa B 6'b0pekKa, 3al[0TO MPU Te3U UHAUBUAU
e HapyuleHo MpeHacssHeTo Ha IJII0Ko3aTa B 6'b6-
peyHUTe TYOyJM; TUNHYHA 33 TSIX € HU3dBaTa

I'bPBO HAa INOCTNpPaHAUAJHA XUNEPTIUKeMUs
npd OTHOCUTEJNHO HOpMaJiHa KpbBHA 3axap Ha
raafHo; 2) npu MOJU Tun 1 (mo-cmenyanHo
npu R76W myTtauus B reHa HNF4A) ocBeH aua-
6eT, MalMeHTHUTe MOTaT [a UMaT JOMbJHUTEJ-
HO U aTUnu4Ha ¢opMa Ha cuHJApoMa Ha PaHKoO-
HU, CbUeTaBalla XullepKaJLuypus U HeppoKas-
uuHo3sa. 3) Oxosio 50% OT HOCHTe/MTe Ha My-
Tauusa B HNF4A ce paxjaT ¢ HeoHaTa/JiHa MakK-
po3omusd, a 15% pas3BUBaT HeOHasHa XUIIEPHUH-
CyJIMHEMHUYHA XUIOTJIMKEMUS, OTroBapsila Ha
JeyeHue c¢ diazoxide. XunepuHCYJUMHEMHUSTA
HaMaJisiBa B paHHa JeTcKa Bb3pacT, 3a Ja ce
NOSIBU OTHOBO OKOJIO my6GepTeTa. XUNEPUHCY-
JIMHEMHYHAaTa XUMOTJINKEMUS € MHOTO [10-4ecTa
npu nauueHnture ¢ MOJU tun 1, 0TKOJIKOTO NpHU
Te3u ¢c MOJIU tum 3.

[Taumentute ¢ MOJIU Tun 3 v Tun 1 mbpBO-
Haya/HO MoraT Ja ObJaT JeKyBaHU C JUeTa.
[Ipu npueM Ha XpaHa C BUCOKO ChbAbpKaHUe Ha
BBIJIEXUAPATH o0bGade Te ILie HMMAT H3pa3eHa
NOCTNpaHAuaNHA XUNepraukeMus. [MkeMuu-
HUAT KOHTPOJI NPOTPECMBHO Ce BJOIIaBa U Ce
HaJlara BKJIIOYBaHe Ha JiedeHHe CbC cyJidaHU-
JiypellHU MeAuKaMeHTHU. [laljueHTHTe ca MHOTO
YYBCTBUTEJHHU KBbM Ta3d Ipyna aHTHAUAOETHHU
MeJUKaMeHTH, KOUTO Ce OKa3BaT IMo-edek-
THBHM U OT MHCyJHHA. KpbBHaTa 3axap ce KOH-
TpoJiMpa MO-yCIlellHO NpH JedeHHue cbc CYII,
OTKOJIKOTO C UHCYJIUH - TOBa € 0CO6eHO0 BaJIU/[I-
HO NpH Jlella U nojpactBauid. HayanHaTa fo03a
TpsAGBa Ja e MHOTO HUCKAa - % OT cTapToBaTa
no3a CYIl nmpu Bb3pacTHU. Taka ce U36ArBaT
XUIMOTJIMKEMUHU. AKO MAUEHTHT He MOJIYYU XU-
norivukemus: (fopu oT HuUCKM Ao3u CYIl npu
HAKOW Jela 1Le UMa XUIOTJUKEMHH), TJIUKe-
MUYHHUSAT KOHTPOJ MOXe JAa O6bJe HopMajieH
roAUHM HapesJ Ha ¢QoHAa Ha MOHOTepamus C
ravkaasug 20-40 Mr gHeBHO. AKO ca HaJUYHU
XUIMOrJINKEMUHW BBIIPEKU IJIABHOTO TUTPUpPaHE
Ha CYIl egHOKpaTHO WU ABYKPATHO JHEBHO,
MOXKe /la ce ONMUTA Mpenapar C yAbXKEHO OCBO-
60)/laBaHe WJMU C MErJUTUHUJUA CcaMO Npeau
OCHOBHHUTEe XpaHeHUsl. B paHOMHU3UpPAHO KJIH-
HU4YHO usnurtBaHe GLP-1 penentopHuTe aro-
HUCTHU ca cpaBHeHU cbC CYII, kaTo ¢ mbpBUTE Cce
NOCTHra Mo-HUCKA KpPbBHA 3axap Ha IJlagHo. B
Tabs. 1 ca mpejcTaBeHM HaW-OTJIMYABALUATE
Oesie3u Ha pasauyHUTe noATunose MO/U.
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TF'eHemu4yHU cuHOpPOMU, ACOYUUPAHU
c duaéem

MoHoreneH guabeT Tps6Ba JAa ce oJ03Upa
IpY BCUYKHU Jela c AuabeT, IpU KOUTO Ce OTK-
pUBaT U aHOMaJIMU B JPYrd OpraHH OCBEH NaH-
Kpeaca. Hakou pejku cuHpoOMH MoraT ja ce
U3ABAT C HeoHaTasJeH Auabet. [lpu jpyru ce
cria3Ba olnpe/iejieHa IO0CJe[0BaTeJHOCT B MOf-
BaTa Ha OpraHHUTe MajdpopMalUU WU aHOMaA-
JIUM, KaTo AuabeTbT ce sBfIBA B OlpejeseH
BpeMeBH Juana3oH. Hakou cuHApOMH ca TBBbp-
Jle peZiky, 3aToBa Ca Cb3JaJeHU NOMOLIHU Call-
TOBe ¢ 6a3u JJaHHH, K'bJIeTO MOXe /la ce IPOBePU
KOW Ca Hal-BepOATHUTE TIeHM, NPUYMHABAIIU
cuHpoma (Www.diabetesgenes.org).

CungpombT DIDMOAD (cungpom Ha Wolf-
ram) BKJIIOUBa 6e3BKyCeH AUabeT, 3axapeH Jiua-
6eT, aTpoduss Ha 3pUTEJHHUS HEPB U IJIYXOTA,
yHacJieisiBa ce aBTO30MHO-PeLeCUBHO U Ce U3s-
BfBa C IpOTrpecuBHa 3aryba Ha 3peHUe U 3axa-
peH auabeT npenu 16-roauiiHa Bb3pacT. [Ibp-
BO, Ha OK0JIO 6 TOAMHHU, Ce MOsBsIBA JUAOETDHT,
KOWTO HIMa aBTOMMYHEH reHes3uc. J/leyenuero e
C MHCYJIMH OT CaMOTO HadaJsio. CiefBaT IJyXxoTa,
LleHTpaJsieH 6e3BKyceH JuabeT, MajadopMal vy B
yporeHUTa/HaTa CHACTEMa U HEBPOJIOTUYHU
cuMmnToMu. YecTo Ha fAenara ce mocTraBs IOT-
pelIHo JUarHosa 3axapeH AuabeT TUl 1, HO KO-
raTo HacT’bIlU 3ary6a Ha 3peHUeTOo cJ1ef, 0K0JI0 4
roJMHH, Ce MOCTaBsl BApHAra AuarHosa. [loHs-
Kora cJjernoraTa ce OTZAaBa IOTPeIlHO Ha Aua-
6eTHa peTuHonartus. CpejHaTa NPOABIKUTE-
HOCT Ha >XMBOTa e 0KoJio 30 roAuHY, a NpUYHU-
HaTa 3a CMBbPTTAa OOGMKHOBEHO € CBbp3aHa C
HeBpoJereHepaTUBHU yciaoxHeHUdA. B 90% ot
caydyauTe ce yctaHoBsiBa myTauusi B WFS1 rena.

CuHApPOMBT Ha AuabeT, CbyeTaH C peHalHU
KucTH, e BebuHoct MOJUW Tunm 5 mo crapara
kinacudpukanusa uan HNF1B-MODY. [Ipu Bcuuyku
NaLMeHTH C TO3U MOATUN MOHOTEHEH JuabeT ce
OTKpHUBAT G'bOPEYHU KHUCTH WM GbOpedHa Juc-
nsasud. 'ennuToyprHapHu Mandopmauuu (oco-
6eHo MasdpopMalUy HA MaTKaTa), XUIEPyPUKe-
MHUS, IoJarpa, IpOMeHH B YePHOAPOOHUTE Map-
KepH ca CbIL0 YeCTH NPOABU Ha cCUHApoMa. JJu-
abeTbT ce SIBSIBA HA M10-K'bCEH €Tall, B IOHOLIecKa
B'b3pacT WJHM CJeJ, 3aBbplLIBaHe Ha mybGepTeTa.
Bb6peuHrTe NpoMeHU (KUCTH U JUCTEHE3Us ) ca
Hall-yecTaTa U paHHa U351BA Ha CUHJPOMa, Ha-

JINYHU Ca Oll[e OT JIeTCKA B'b3PACT U Ca TUIUYHU
3a HNF1B-MODY u 6e3 jga e Ha/aule OHAOET.
JluabeTbT MMa CJOXHA IaToreHesa — OT eJiHA
CTpaHa, € HaMaJleHa WHCYJMHOBATa CeKpelus
Mopasiu XWIIOIJIa3us Ha NaHKpeaca, OT JApyra
CTpaHa - HMa UWHCYJMHOBAa pPE3HUCTEHTHOCT,
CB'bp3aHa C YepHOAPOOHOTO 3acAraHe. OTroBo-
pBT KbM JedeHueTo cbC CYIl e He3agoBOIUTE-
JIeH U paHo ce Hajlara NpeMUHaBaHe KbM HHCY-
JuH. PaMuiHaTa aHaMHe3a 3a AuabeT WU 3a
pEHAJIHY KUCTH He e 3a/bJDKUTEJHA, 3all0TO 10
2/3 oT cay4yauTe ce ABbJKAT Ha de novo MyTa-
nuu. EK30KpUHHATa MaHKpeacHa HeAO0CTaTbhy-
HOCT € MHOT'0 XapaKTepHa — ¢eKa/iHaTa eJsiacTa-
3a BUHAard e HaMaJieHa IIpU Te3U MallueHTH, a C
o6pa3Ha JUarHOCTUKA Ce HaMUpa XUIOIJa3us
Ha rJlaBaTa WM OMalikaTa Ha NaHKpeaca.

MumoxoHdpuasieH dua6em

[og 1% oT caydauTe Ha AuabeT NpH Aela U
IOHOIIU Ce ABb/PKAT Ha MYTalUUW U JleJlellud B
muToxoHApuasHaTa JHK. ToBa e Taka, 3auioto
NoA06HU MyTalMd NPUYUHSBAT JUabeT B IO-
K'bCHA B'b3pacT. JuabeThT M0-4eCTO ce pa3BUBa
MOCTENEHHO U CKPUTO, HO MOXe Jia Ce U3SBU U
octpo, ¢ JKA. MUTOXOHAPUANHUAT AUAbeT ce
HabJII0/1aBa 1MO-4YeCTO NMPU B'b3PACTHH, A TUIIHY-
HO 3a HEro e ChbYeTaHUETO OT CeH30HeBpasiHa
3aryba Ha cjyxXa U yHacjeJssBaHe M0 MahduHa
JIMHUS; JPYTO YECTO ChyeTaHUe e Ha AuabeT C
opranmonserusi. Hall-yectaTa npuyvHa 3a MU-
TOXOH/JIpUaJieH AuabeT, MyTauusaTa m.3243A>G,
NpUYMHSABA CbUI0 U cuHAgpoMa MELAS (Bkutou-
Balll MUoMNaTus, eHledasonaTus, JaKTalnug03a
U uHcyaT). [lanuMeHTUTE C MUTOXOHZApPHUAJIEH
JAuabeT MorarT Jia ce JIeKyBaT I'bPBO C AUETa U
nepopajHu MeJWKaMeHTH, HO cJeJ, HAKOJKO
Mecella WM TOAWMHU Ce Hajlara npeMHHaBaHe
K'bM HUHCYJMH. MeTGOPMUHBT TpsOBa Jja ce Us-
05TBa, 3aI0TO MOXKe /Ia NpeJU3BUKa eNHU30/ Ha
JIakTaTHa auujo3a. [leHeTpaHTHOCTTa Ha 60-
JIeCTTa e BUCOKA — 10 70-roAuiliHa Bb3pacT Haj,
85% oT HocUTe/MTe Ha MyTalUsATa U3BaBaT
MUTOXOHJpUATeH JuabeT. 3acerHaTUTE MBbXKe
He Morar Ja npejiaBat 6oJiectta. Ts ce npejaBa
caMo Mo Mal4uuHa JUHUS.

JApyau pedku ghopmu Ha MOHO2EeHEH
duaéem

MoHoreHeH auabeT ce NPUYUHABA U OT MY-
TalMy B reHa, KoJAUpall NaHKpeacHaTa Jiunasa.
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[launeHTUTe MMaT NaHKpeacHa eK30KpHUHHa
HeJ0CTaTbYHOCT U JuabeT. Jlpyru aBTO30MHO-
JIOMUHAHTHHU 60J1eCTH, IPU KOUTO Ce U35IBABA U
J1abeT, ca MyKOBHUCLIU/,03aTa, HAC/AeJCTBEHUSAT
NaHKpeaTUT W MNaHKpeacHaTa areHe3usi/ Xu-
nonJasusl.

MoHozeHHu cum)pomu HdA UHCYy/1UHOBd
pe3ucmeHmHocm

Knto4oBuUAT Gesier Ha CHHAPOMUTE HA UHCY-
JINHOBA PE3UCTEHTHOCT € YMEePEHO HM3paseHara
Jl0 TEXKKa aKaHTO3UC HUTPUKAHC, CB'bp3aHa WU
C MHOTO BUCOKaTa KOHLeHTpalus Ha UHCYJIMH B
KpPbBTa, WJIH C MHOTO BHUCOKHUTE HHCYJHMHOBH
HYX/1, aKO UabeThT Beve e HajudeH. CbCTos-
HUETO e Ha ¢poHA HA e/JHO HEMHOTO BUCOKOCTe-
MeHHO 3aT/rbcTsABaHe. Cnopes maToreHesaTta Ha
MHCYJIMHOBaTa pPe3UCTEeHTHOCT Morar Jja ce
000C00AT TPHU Trpynu 3a60JisiBaHUsA: 1. MbpPBUY-
HU JepeKTH B CHUTHJIHUA ITbT Ha HWHCYJIMHA,
HanmpuMep Mopajii MyTallMy B reHa Ha UHCYJIU-
HOBHSI pelEeNnTop; 2. UHCYJIMHOBA pPE3UCTEHT-
HOCT, BTOPUYHA OT MPOMEHH B MacTHaTa T'bKaH;
3. MHCYJINHOBA Pe3UCTEHTHOCT KaTo 4acT OT Mo-
CJI0KHU cuHApOMH. [Ipy onpeiesieHU KAMHUYHU
U OMOXMMHUYHHU OeJsie3d Ha TeXKa WHCYJTHMHOBA
PE3UCTEHTHOCT Ce NPOBEX/|A HAaCOYeHO TeHe-
THUYHO U3cje/BaHe. [JuabeTsbT B npeAnybepTeT-
Ha Bb3PacT MHOTO PSJIKO Ce IbJDKU Ha TEHETHU-
YyeH JleQeKT, MPUYUHSABAIL WHCYJUHOBA pe3UC-
TEHTHOCT, Th! KaTO CaMHUSAT XOJ, Ha Te3u 3a60-
JIIBAaHUS € TAaKbB, Ye AUAOETHT Ce IMPOSBSBA B
MO-K'bCHA Bb3pacT. Taka ye MHOTO MO-4eCTO JTUa-
6eThT B NpeAnyOoepTeTHA Bb3PaCT ce AbJDKH Ha
MOHOT'eHeH JUabeT, aCOLMUPaH C HapylleHa Ge-
Ta-KJieTb4yHa yHKUUsA (1o Tuna Ha MO/JN), a He
Ha MOHOT€HEH AUabeT, aCOLUUPaH C MHCYJIMHOBA
pe3ucTeHTHOCT. ViMa U MOJIOBU pa3Iuyus — XU-
NepaHJpoOTeHU3MbT OT AUYHUKOB NPOU3XOJ, €
Hall-yecTaTa MposiBa Ha T€3W CUHAPOMH B MJia-
Jla Bb3pacT, TaKa 4ye JAWarHo3ara CUHAPOM Ha
WHCYJIMHOBA PE3UCTEHTHOCT I0-4eCTO Ce MOoC-
TaBsg NPUA MJAJU MOMHYETa, OTKOJKOTO IMpHU
MOMYeETa.

W36poeHH ca no-yecTUTe CUHAPOMH U 3a60-
JIIBaHUS, CBbP3aHU C UHCYJIMHOBA PE3UCTEHT-
HOCT.

Mymayuu e 2cena
3a UHCY/AUHO8US peyenmop

ToBa ca peiKM CUHAPOMHY, NPUYUHABAHU OT
MyTallUd B TeHa 3a WHCYJUHOBUS peLeNnTop.

HuBaTa Ha JIeNTHH ca HUCKY, 2 HA aJJUTIOHEKTHUH
- HOpMaJIHU UM nosunieHu. [lpu ¢pusmosorny-
HU YCJIOBUS WHCYJMHDBT IMOTHCKA CEKpeIrusaTa
Ha aAUNOHeKTHH. [Ipu TakuBa AedeKTH HHCY-
JIUH'BT He OKa3Ba To3W edekT. Hali-uecT e cUH/-
POMBT Ha HWHCYJIMHOBA PE3UCTEHTHOCT THI A.
YcTaHOBsIBa ce OGMKHOBEHO NpPH MOMHYETa B
nepuoJila Ha pacTeX, NPU KOUTO Ce OTKpUBa
TEXXKOM3pa3eHa aKaHTO03a, BbIPEKH 4Ye Te II0-
4YeCcTOo HAMAaT 3aT/TbCTSBaHe, MPUAPYKEHA C XU-
nepa’AporeHW3bM (CHHAPOM HA MOJUKHCTO3-
HUTe AWdHUIM). CHHAPOMBT Ha WHCYJHHOBA
pPe3UCTEHTHOCT THUIN A MOXe Ja ce yHacje/sBa
0 aBTO30MHO-/[OMUHAHTEH W 10 aBTO30MHO-
peneciBeH mbT. KoraTo MyTranuu 3acerHaTr u
JlBaTa ajesa, Ce M3sBSIBAa MHOTO MO-TEXKHUSAT
cuHipoM Ha Donohue (mo3HaT npeju noj ume-
TO JIeMpeXayHU3bM) U CHHApoMa Ha Rabson-
Mendenhall. KnuHuyeH 6esier Ha Te3u CHUH/PO-
MU € ChYeTaHHUETO Ha XUITOTJIMKEMHUH Ha TJIaJIHO
C TOCTHpaHAWAIHU Xulepriaukemuu. [lanueH-
TUTE UMaT JIOII KOHTPOJ Ha JuabeTa. Bbnpeku
Yye M'bPBOHAYAJIHO Ce OMUTBA C WHCYJUHOBU
OYYBCTBHUTEJIH, T€ Ca HEJJOCTATHYHO ePEKTUBHHU
¥ Ce HaJjlara BKJIIDUBAaHe HAa WHCYJHH B HeoOH-
YaliHO CBP'bXBUCOKH /103U. JlopH c/ie/] TOBA KOH-
TPOJI'BT Ha AUabeTa 0cTaBa HECTAOUJIEH U YECTO
ce pa3BUBAT JJUA0ETHU YCAOXKHEHUS.

MoHozeHHU aunoducmpodghuu

JlunoguctpodusTa ce xapakTepusupa ChC
CeJIeKTHBHA 3aryba Ha MaCTHa TbKaH, HUCKHU
HMBa Ha aJUNOHEKTHH W HUHCYJMHOBA PE3UC-
TeHTHOCT. OkoJsio 80% oOT cay4anTe Ha BpojeHa
reHepajsiusvpana Junogucrpodus (CHHAPOM Ha
Berardinelli-Seip) ce gbkat Ha ABe MyTauuu (B
AGPAT2 wnm BSCL rena). ToBa e aBT0O30MHO-
pelLiecUBHO 3a60JIsIBaHe, XapaKTepU3upaLio ce ¢
MOYTH IT'bJIHA JIMIICA HA MOJKO’KHA U BUCLEpaJ-
Ha MacTHa TbKaH. [laMeHTUTEe MMaT 4YepHOJ-
poGHa cTeaTo3a uJau ¢ubpos3a. [uabeThT ce
M34BfBa B NlepuOJa Ha IOHOLIECTBOTO. 3a pas-
JIUKA OT reHepajusupaHuTe ¢opmMu GpaMuIHaTA
napuyanaHa Junoguctpoduss ce pasno3HaBa
e/lBa cJjie/l 3aBbpIIBaHe HA MyGepTeTa, KaTo NpHU
HNalLMeHTUTE Ce YCTAaHOBsBA 3aryb6a Ha MOJKOX-
Ha MacCTHA ThKaH OT KpaWHUIUTE U JloJIHATa
4YacT Ha TAJO0TO, KAKTO U MPOTPECUBHO HATpyI-
BaHe Ha OJK0XKHA MacTHAa ThKaH B 06J1acTTa Ha
JIMLIETO U OKOJIO BpaTa. BucuepasHaTa MacTHa
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TbKaH e nosuuleHa. J/lJabopaTopHUTe HU3CJie/Ba-
HUS TOKA3BaT XUIIEPUHCYJIUHEMUS, XUTIEPTPUT-
aunepugeMus M HamasneH HDL xosectrepou;
HaMUpaT Ce MpU3HALM Ha XUIlePaHAPOTEHU3BM
U Ha nceBjoakpoMmeranus. JuabeTbT ce U3sBSA-
Ba K'bM Kpas Ha nybepTeTa. [Ipu 50% oT cayya-
WTe Ha MapuMajHa JUNOAUCTPOPHUS ce OTKpHU-
BaT MmyTanuu B renute LMNA u PPARG. UsBecT-
HU Ca ¥ Ba CMHJpPOMA, CbYyeTaBally JUIOAUCT-
podust chbC CUCTEMHM NpPOSIBU: a) CyOKyTaHHA
aunojguctpodus, AuabeT, rayxoTa, XUIOIJIa3Us
Ha MaHAWOYyJIaTa U XUIOTOHAJU3BM MPU MBXKE
(mytauus B POLD1); 6) SHORT cunppom - HU-
CbK P’bCT, XUIIEPMOOUJIHOCT Ha CTaBUTE, OUHU
NpOMeHHU, HapylleHa JeHTULUA (MyTanus B
PIK3R1).

B ocHoBaTa Ha JieueHUETO Ha JIUMOAUCTPO-
buuTe CTOM AUETUYHUAT PEXHUM C HUCKO Cb-
Abp>KaHHe Ha Ma3HMHU UM HUCKU KaJOpUU Ha
xpaHaTa. Tol MoOXKe CaMOCTOSITEJIHO /ia /I0Bejie
[0 JjpaMaTU4YHU INPOMeHH B MeTaboJMTHUTE
HapylleHUs U NalUeHTUTe Ja ca C MHOTO IO-
J106'bp KOHTPOJ Ha 6osiecTTa. [Ipy mapiuasHaTta
JUNoAUCTPOdUS UHCYJIUHOBUTE OYYBCTBUTEU

KaTo MeTPOPMHUH U IJIMTAa30HU MOTaT JAa 6'bJaT
II’bpBOHA4YaJIHO e(l)eKTI/IBHI/I, HO TJIUTA30HHUTE
MoraT Jila yBeJu4YaT JOI'bJHUTEJHO HaTpylBa-
HETO Ha Ma3HHWHM B 06J1aCTTa Ha JIMI[ETO U Bpa-
Ta. [lalMeHTUTE C TeXKa BPOJieHa JIUMOJUCTPO-
dus OTJIMYHO Ce MOBJMSBAT OT Tepamus C pe-
KOMOWHAHTEH JIENITUH, KAaTO JIEYEHUETO ce II0-
Hacs 106pe ¥ BOJAM JI0 TPalHO MoA06psABaHe Ha
XUNEPTPUTINLIEPHIEMUSITA, IJIMKEeMUYHHUA
KOHTPOJI M XernaToMmeraausaTa. [Ipu napuuaaHu-
Te GOpMHU JieUeHHUETO C JIENTUH MMa CKPOMeH
edeKT, KaTo MOBJHsSBA HUBAaTa Ha TPUTJIHIEPU-
JIATE, HO HE U TVINKEMUYHHUS KOHTPOJI.

Luauonamus-cesp3aHa UHCYAUHO8A
pe3ucmeHmHocm u duaéem

Tyxk ce Bk/I0YBaT cUHApOMHUTE Ha Alstrom u
Ha Bardet—Biedl. CuanpombT Ha Alstrom ce xapak-
TEpU3Upa ¢ MPOrpecrBHA 3aryba Ha 3peHHe, CEH30-
HEBpaJIHa TIJIyXO0Ta, 3aTIbCTABAHC M 3aXapCH Jua-
Oer. PasmuuaBa ce or cuHmpoma Ha Bardet-Biedl
MO JIATICAaTa Ha MOJHMIAKTHINS, XUIOTOHAJAU3BM U
MN30CTaBaHC B YMCTBCHOTO pa3BUTHC.

M. bosiHosa
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OBb30P 110 K/IMHUYEH ITPOBJIEM

CLINICAL REVIEW

XHUITIOPU3HA AIIOIVIEKCHUA

Briet C, Salenave S, Bonneville JF et al. Pituitary Apoplexy. Endocr Rev, 2015, 36 (6), 622-645.

XunodusHaTa anomnaekcus e psabK KIUHU-
YyeH CUHApPOM. Ts e cielCcTBHE OT OCTBP KpPb-
BOUW3JIMB U UHPAPKT B xunodusara u npejc-
TaBJIsIBa YCJOXHeHUe Ha 2-12% oT xunodpus-
HUTe aJieHoMU. Hali-uecTo ToBa ca XOpMOHOHe-
ceKpeTupanid MakpoajeHoMHu. EgHo ot 06sic-
HEHHUSTA e, Ye Te NO-K'bCHO MPOSBABAT KJIU-
HUYHA CUMIITOMATHKA, JOCTUTANKHU [0 TOJeMHU
pasMepu, mpeju Ja ce U3SABAT CUMITOMH. Bo-
JelMAT U Hal-4eCT CUMIITOM MpPH XuUNnopusHa
anoIJieKCHsl e BHe3alHaTa MosiBa Ha HET'bPIU-
Mo ryiaBo6osive. To MoXe Jla ce ChII'BTCTBA OT
3pUTEJNIHA HapylleHUs U Mape3a Ha o4YeJBUra-
TeJIJHU HEPBU C NTO3a Ha KJjenada. [lo-psako
MMa U CUMIITOMU Ha MEHUHTEAJHO Jpa3HeHe,
OTHaJHa HEBPOJIOTUYHA CHUMITOMAaTHKA WU
NpoMsHA B Ch3HAaHWETO, KOUTO MOTaT Ja 3aT-
PYAHAT MOCTABSIHETO HA BApHATa AuarHosa. B
IudepeHIMaTHOAUATHOCTUYEH TIJIAaH BJIM3AT
WHCYJT W MeHUHTrUT. [IpaBeHU ca ONMUTH 3a
UuJleHTUPUIMpaHe HA MpeNUIUTUpaIu GaKkTo-
pU — apTepUasiHA XUIEPTOHHS, IPUEeM Ha aH-
TUKOAryJIaHTH, TOJIIMa XUPyprudyHa HWHTep-
BeHIUsA. /luarHosara xunodu3Ha anolJeKcHs
ce MOTBBbPXK/aBa c 06pa3HO U3c/e[BaHe — KOM-
NIOTHhpPHA TOMOrpadus HWJM MarHUTHOpE30-
HaHCHa ToMorpadus, Ha KOeTO Ce BWXK/JA XU-
noduseH aJleHOM C XEMOpPArudyHU WJIU HeKpo-
TUYHU NOpoMeHU. XUMoPHU3HATA aMOIMIEKCUS
BOJIM /10 BTOPUYHA HAJ0bOpeYHa HeJJOCTAThY-
HOCT, KOSITO, aKo 6'bJile ocTaBeHa 6e3 JieyeHHe,
MOXKe Jia IoBejie 10 CMbpTeH usxo/. [Ipunarar
ce KOPTUKOCTEPOUAM NapeHTEepasHO BbB BHU-
COKH 103U. Xunopr3HaATa aNoIJIEKCHs e CIelll-
HO CbCTOSIHUE B €H/IOKPUHOJIOTHUSATA, HO ChIIO0
Taka BUHAru ce € CYUTAJO 3a CIENIHO ChCTOS-
HUe U B HeBpoxupyprusra. CbBCeEM 0TCKOPO ce
MOSIBSIBA TB'BP/IEHUETO, Y€ MPU OTJIeJTHHU, M0/6-
paHU NanMeHTH, NPU KOUTO HsAMAa MPOMEHU B
Cb3HAHUETO, HIMA MPOMSHA B 3pUTEJIHATA OC-
TPOTa ¥ MPOMEHU B IEPUMETPUATA, MOXKeE JIa Ce

OnuTa ,M34YaKBaTeJNHO MoBejeHUe” (cTpaTeru-
data ,wait-and-see”). HaTpynaiu ca ce JaHHH,
Yye B Te3HW CJy4yaW, JIeKyBaHH KOHCEPBAaTHBHO,
pe3yJITaTUTe MO OTHOIIEeHHWe Ha O4YeJ[BUrATeJI-
HUTEe HapylleHus, PyHKIUATA HA XUNlopu3HATA
’KJle3a U TYMOPHHUSI pacTeX ca He I0-MasKo
Jlo6pU, CpaBHEHO C OlNepUpaHWUTEe NAIMEeHTH.
Te3u maHHU o6Gave ca 6a3upaHU HA peTPOCIEeK-
TUBHU NMPOYYBaHMUS, KOUTO He ca OGUJIU KOHT-
pOJIMpaHU.

KPATKO BBbBEJEHHE

[I'bpBUTE omucaHUs HA xXUMOdU3HA armor-
Jekcus gatupat oT 1898 roga. Ilpes 1905 rog.
TaKaBa e ONKCaHa pU MJajJ NalMeHT C akpoMe-
rasus. [I'bJIHOTO KJIMHUYHO ONMMCAaHWE e Halpa-
BeHo npe3 1950 roj., koraTo e BbBeJEH U Tep-
MUHBT ,XUnodpu3Ha anomiekcus”. Boaeuusar u
Hal-4eCcT CHUMIITOM € HEThPIHMMO, BHE3aIHO
MOSIBUJIO ce ryiaBoboJsive. Moxe Ja ce HabJ 0 1a-
BaT NpOMsHA B 3pUTEJIHATA OCTPOTA, B NepH-
MeTpHUSATa, IITOo3a Ha KJjemnada. XunodusHaTa
anoInJieKCHs MOXe Jja CTaHe MPUYKHA 3a OTKPH-
BaHe Ha MoJJeXallus aJeHOM HUJU [a HacTbIU
BbB Beue U3BECTEH aJleHOM, KOWTO e 0CTaBeH 3a
npocJie/isiBaHe.

HU3xoabT caej xunopusHa amnomJaeKCHs
MOXe Ja ObJe pas/uieH U e HelpeaBUANM.
KJIMHUYHOTO CBHCTOSIHME Ha MNaljMeHTa MOoXKe
PS3KO0 1a ce BJIOLIH, MOXKe NOM'bJHUTEJHO Ja ce
pasBue cybGapaxHOUa/NeH KPbBOU3JHUB MO Ch-
CeJICTBO; MOXKe /la Cce pa3BHe MO3b4yHa MCXEeMHUs
Nopajy Ba30Cna3bM; Bb3MOXHO € U NallMEHTHT
Jla ce Bb3CTAaHOBHU CIIOHTAHHO, ChC WUJIH 6€3 Ioc-
JIEZICTBYS], @ UMEHHO — 3PUTEJIHU HapyIleHUs,
HeBpOJIOTUYEH AePUIUT U XUTTONUTYUTAPU3IBM.
XunoduaHaTa anomieKkCcdss MOXKe HaIl'bJHO Ja
YHUIIOXU ajJleHoMa. B apyru ciaydau ocTaBa
Ma/J'bK OCTaT'hbK OT aZieHoMa U TOH MOKe BIIOC-
Jie[iICTBUE Jla HApacHe OTHOBO.
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EMMMAEMUOJIOTUA

Xunodur3HaTa anoljieKcus € psijKo cpemia-
HO cbOuTHE Cc yecToTa 6,2/100 000 yoBeka, uau
0,17/100 000/rogumHo. Bceku ajleHOM Ha XHU-
nodusara Moxe Ja O'bJie YCJI0XKHEH C XeMopa-
rud 1 oT 2 10 12% oT naiueHTUTE C aleHOM Ha
xunodusaTa nNpexuBsBaT XunopusHa anornjaek-
cud. Ta cTraBa nmpuyMHaA 3a yCTaHOBSIBAaHE Ha
aJleHoMa 3a IbPBU II'bT NPU TPUMA OT YeTHPUMA
nanueHTH. BaxkHO e fa ce croMeHe, 4ye MHOTO
ps/iko HeQYHKIIMOHUPAIL, a/[eHOM, KOUTO e u3-
BECTEH, HO Ce Mpoc/e/isiBa KOHCEPBATUBHO, CTa-
Ba IpUYMHA 3a xunodusHa amomnekcusd - 0,2-
0,6 cay4yasa Ha 100 yoBekoroguHu. XunopusHa-
Ta anoIllJIeKCUsi e HaW-4ecTa BBbB Bb3pacTTa
mexay 50 u 60 roguHH, KaTO MBbXKKHUSIT I0JI e
[M0-4YeCTO 3acerHat - cboTHoueHwe 1,1-2,3:1.
CyOokauHMYHATA (acMMITOMAaTHUYHATA) XMIIO-
¢u3Ha anonJiekcus e MHOro no-decra - 25% or
BCUYKU XUNOQPU3HU aJleHOMU MUMaT Oese3n Ha
XeMoparusi Uil HeKposa Ipu 06pa3HU U3Ce]-
BaHUS UJIM IIPU ayTOINCUS.

[TPOBOKUPAIIU U INTPENUITMTHUPAILIIHN
®AKTOPH

TbpceHeTO HAa NMpPUYMHA KAaKBO IMPOBOKHpA
xunodusHaTa anomnjaekcus e J0BeJo A0 UJeH-
TUQUIIMPAHETO HA MHOXKECTBO Bb3MOXKHHU dakK-
Topu. TakuBa ce Hamupat npu 10-40% ot cay-
yauTe, ONUCAHU B JUTepaTypaTa. Hakou oT Tax
ca: aHruorpadcky npoleaypu, ocobeHo I1epeod-
panHa aHruorpadus; kKosje6aHUs B KPbBHOTO
HaJIsiTaHe; TOJIEMH ONepalyH, 0COGEHO opTole-
JUYHU; KapAUOXUPYPTrUYHA UHTEPBEHIIUS U JIP.
XunodusHaTa anomJeKcuss MOXe Jla ce pa3Bue
0 BpeMe Ha camaTa omnepanus uiu o 24-48
yaca cjiej; Hes (HampuMmep cjeJ; omnepanus Mo
noBoJ, 6eJjpeHa uau pamMeHHa ¢pakTypa). Kap-
JUOXUPYPTUYHUTE UHTEPBEHLMH Ca KJacuyec-
KU IpHUMep — 10 BpeMe Ha TaKuBa Olepaluu ce
npuJaraT aHTUKOAryJaHTH, UMa U QJIYKTyalnux
B KPp'bBHOTO HaJisiraHe. Xuno¢dusHa anomnaeKkcus
HacThIIBA 110 BpeMe Ha ONepanusTa WU Cef
Hes. Jlpyr npenunutupai GakTop Moxe J1a 0b-
Jle CKOpOlIHa TpaBMa Ha rJaBaTa. JJuUHaMHU4YHU-
Te QYHKIIMOHAJIHU TECTOBE B €HJOKPUHOJIOTHSI-
Ta, 0COOEHO KOMOUHHUpAUIMTE MHOTO areHTH -
TRH, GnRH, GHRH, uHCcysnuH, ca gpyra npuivHa

3a ToBa ycJaoxHeHHUe. To HacTbIIBa caMo HAKOJI-
KO MUHYTH cJieJ] Ha4aJoTo Ha TecTa. O6sicCHEeHU-
€TO € B JMCOHaHCa MeXJy MOBULIEHUTE MeTa-
GOJIMTHU HYXXJIM Ha xunodusaTa IO BpeMe Ha
TecTa U NOBULIEHUS KPbBEH MOTOK HAa HUBOTO
Ha xuno¢wusarta. PsiKo ce cTura J1o ToBa yCJI0XK-
HeHUE B JIHEIIHO BpeMe, 3al[0TO BCE MO-MaJIKO
€H/JIOKPUHOJIO3U NPUOGATrBaT A0 Te3n QyHKLUO-
HaJIHU TECTOBE, ThUl KaTO Ca YCTAHOBWJIH, Ye Te
JlaBaT MaJIKO AON'bJHUTENHAa WHbOpMaLUs U
pSAKO IPOMEHSAT NoBeeHUeTo. Tyk e MACTOTO
Ja ce oTOGesexxy, 4Ye He ce MpenopbYBa MPoO-
BeXJaHeTO Ha (GYHKIMOHA/JIHM CTHUMYyJaLu-
OHHM TeCTOBe NPU NALUEHTH C MAKPOAJEeHOM
Ha xunodusara, 0oco6eHO C HaJM4YHa cylpace-
JlapHa eKcCIlaH3us. M3K/yeHue NpaBU CTUMY-
JIalUAATA C KOPTUKOTPOIEH-PUIUAZUHT XOPMOH
(CRH) wiu UHCYJUH-UHAYyLMpPaHaATa XUIIOTJIU-
KeMHs, KOUTO MOraT Jja Ce U3M0JI3BaT 3a OleHKa
Ha KOPTUKaJHHUS pe3epB Ha HaAObOpedHaTa
Jie3a. JledeHMeTO Ha NMPOCTATHUA KapLUHOM C
GnRH aroHucTH cb110 € acoOMUpPaHO ChC CIy4au
Ha xMnodu3Ha anoIJIeKCHs, KaTo TS HACThIBa
OT HSKOJIKO MUHYTH fi0 10 AeHa cjie]; UHXEKTU-
paHeTo Ha A'bJTOJlefcTBallus penapar.

JledeHUETO C aHTHUKOAryJIAHTH ChILO MOXKe
Jla MPOBOKHPA XUMOPHU3HA ANOIMJIEKCHUS — MOHS-
KOra MHOTO CKOpO CJieJ, HayaJIoTO Ha mpueMa
UM WU CJieJ| IPOLb/KUTENHO JedyeHue. Bpb3-
KaTa MeX/ly XunodpusHaTa anomjaekcus U mpue-
Ma Ha aHTHKOAryJaHTU ob6adye He e JJOKa3aHa B
NPOCNEKTUBHU NPOYyYBAHUS U C/I€L0BATENHO HE
MOXe Ja ce [Aajie NpenopbKa NalUeHTUTe C
MaKpoaZleHoM Ha xunoduszarta jJa u36AreaT
npueMa Ha MeJIUKaMeHTH OT Ta3u Ipyrma.

Bpb3kaTa MeX/Ay JieUeHUETO C IONaMUHOBH
arOHUCTH WU HACT'bIIBAaHETO Ha KPbBOU3JUB B
xunoduszara He e AoKaszaHa. YecToTaTa Ha XH-
nodu3HaTa anomeKcuss Ha MaKpONpoJIaKTHUHO-
MM, JIEKyBaHH C JIONAaMHUHOB aroHucT, e 1-6% u
He Ce pa3JjiMyaBa CbIeCTBEHO OT YecToTaTa Ha
TOBA YCJOXKHEHUE NPU HeJIeKyBaHU MaKpoIpo-
JIaKTUHOMHU. OCBeH ToBa MNPOJIAKTUHOMUTE ca
MO-CKJIOHHU KbM KbpBeHe, B MMOBEYETO CAydyau
acuMnToMHo. [Ipu okosio 20% oT mpoJiakKTUHO-
MUTE UMa JAaHHU 33 KP'bBOU3JIMB Ha 00pa3HUTE
v3cje/lBaHUs], NMpPaBeHU Mpead 3alouBaHe Ha
JieYeHUe C JONTaMUHOB arOHUCT.
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YECTOTA HA XUITO®U3HATA
AIIOIIJIEKCHA CIIOPE/Zl BUZIA
HA AIEHOMA

XunodusHaTa amnoIiieKCuss HaW-yecTo ce
pasBuBa Npu HePYHKIMOHMpAILU aJEHOMH,
npeAMMHO MaKpoajgeHOMHU. Te3u aJleHOMHU IO
MpaBUJI0O Ceé OTKPUBAT KbCHO. 3a pas3jiMKa OT
XOPMOHONPOAYLUPALLUTE, TE€ HE JaBaT ClOeLHU-
duvyHa KJIMHUYHA CHUMIITOMATHUKA, JOKATO He
JOCTUTHAT TojJieMd pa3Mmepu. [lo-psjako armor-
JIEKCHSI ce HabGJII0/laBa B MPOJAKTHHOMUTE U B
aJIeHOMUTE, CeKpeTUpalld pPaCTeXEH XOPMOH.
Kinunuyho ,tuxute” AKTX-npoayunupaiu aje-
HOMHU [0 NPaBUJIO Ca MOAJI0XKEHHU MO0-4eCTO Ha
Mpollecu Ha HEKpo3a, XeMoparusi U KHUCTO3HaA
TpaHcdopmanus. TakruBa HU3MeHEeHUsI ce HaMU-
pat npu 30-60% ot Tuxute AKTX-nmpoayuu-
paiu afleHoMU WM OKOJIO [iBa M'bTH MO-YECTO,
CpaBHEHO C NpoJlaKTUHOMUTe. [10J06HH TpaHC-
dopmanuu B afieHOMa MOTaT Jja Ce YCTAHOBSAT C
MPT. Ilpu Te3u nanMeHTH MOXe Ja UuMa MoBTa-
pALM Ce eNU30[JM HA amoIlJIeKCHsl, KOUTO Ja
JloBeJlaT /0 PsA3KO, BPEMEHHO IMOKa4yBaHe Ha
AKTX u kopTu3oJioBaTa NPOAYKLUS, TPUIMHS-
BalllU XUIIEPTOHUS, XUIIEPTIUKEMUS], XUTIOKAIU-
eMHs U OTOK.

B MHOro cjy4yau He MOXe Ja ce onpeae/iu
KaKBa e 60W/Ia XOPMOHAJ/IHATa NPOAYKLHUSA HA
aAeHoMa NpeAH anoIJIEKCUATA, OCBEH aKO T
He e KJIMHUYHO oueBUHA. [Ipu xucTosoOrHYHaTa
00paboTKa Ha MaTepHaJia ce HaMUPAT OOUIUPHU
30HM Ha HEKpo3a, 6e3 Jla e BB3MOXKHO Jla ce
OLIEHSIT KJIETKHUTE Ha aJleHoMa.

[TATO®U3UOJIOTUA

XunodpursHaTa amom/IeKcusi IMO-4ecTO Hac-
T'bIIBa NIPY NMalLMEeHTH C MakpoaJeHoMH. ToBa ce
005ICHSIBA C MPOMEHEHOTO KPbBOCHAL/[sIBaHE.
HopmasnHOTO KpbBOCHabAsiBaHe Ha xunodusaTta
e CTPYKTypHUpaHO Taka, ye ce OCUrypsBa boraTa
MpeXa OT KpPBbBOHOCHM CbJoBe. KanusisipHa
Mpexa, HapedyeHa NOpTaJHa CUCTeMa, HUJBa OT
XUNOTa/NaMyca 4pe3 JA'bJCUTe NOpPTaJHU BEHH.
MMa 1 1MpeKTHO KpbBOCHAOAsIBaHE OT ropHaTa
xunodrsHa apTepus, KOSITO ce CycKa Mo Mpo-
TeXXeHUEeTO Ha JpbXKaTa Ha xunodusara Jo
npeaHaTta xunodusa U OT Ao0JHATA XUNMOPU3HA
apTepus, KOSITO AOCTUra 3aJjHaTa 4yacT Ha Xd-
nodusaTta. U ABeTe NpousIU3aT OT KJIOHOBE Ha
BbTpeLIHATa KapoOTH/AHA apTepusl U ca CBbp3a-

HU NOCpeJCTBOM aHAcTOMO3U. BeHo3HaTa KpbB
ce OTTHYA NTpe3 XUNOoPU3HUTE BEHU KbM BEHO3-
HUTE CUHYCH, @ OTTaM — K'bM I0TyJIJapHUTE BEHHU.

KoraTo B xunodusarta uma aZleHOM, Kp'bBO-
CHab/sIBaHETO ce NMpoMeHs. AZIEHOMBT € KpPb-
BOCHab/leH OT eJUHCTBEHA apTepus, a He OT
6oraTa mopTrasHa cucteMa. Ha o6pa3HuTe us-
C/leIBAHUS C U.B. KOHTPACTUPAHE SICHO Ce BMXK/a
NO0-OCK'BJHUAT KPBBOTOK KBbM aZleHOMa, CpaB-
HeHo c 6oraTara BacKyJlapUsalus Ha eJjHa HOp-
MasiHa xunodusHa xJie3a. XunoprusHUTe TyMoO-
pU MMaT U OCKbJHA COOCTBEHA aHTUOreHesa.
CrnenuasHo B POJIAKTUHOMHUTE Ce OMMUCBAT OC-
BeH TUNUYHUTE QeHeCcTpUpPaHU eHJOTEeJHU
KJIeTKHM, BUJUMU U B eJlHA HOpMaJsIHa IpeJiHa
xunodusa, CblI0 U apTEPUHU C NO-AeOesu CTEHU
C HAIKOJIKO CJIOSI TJIaJIKU MYCKYJIHU KJIETKH, KaK-
TO U TepMHUHA/IHU apTepHUOJIM, KOUTO He ca TH-
MUYHM 3a IpeJiHaTa Xunodusa.

EfHa oT npUYUHUTE, U3T'BKBAHU KATO 006sIC-
HeHUe Ha xunodusHaTa anomjiekcus, e, 4ye Mak-
pOaJIeHOMHUTE HApPACTBAT MO-6bP30 OT CHAOASA-
BallUTe T C KPbB apTepUU U UMAT BHUCOKHU
eHEepruvHU HYXJHW, HECbOTBETHU Ha CJabOTO
UM KpbBOCHabAsBaHe. /lpyro o6sicHeHUe e, ye
pacTeiliky, aleHOMUTEe NPUTHUCKAT UHOYHAUOY-
JiyMa WIM TOpHaTa XunopusHa apTepusi KbM
Juadparma cesie c nocjaeaBalia ucxemus. Becuu-
KU ToJIEeMU CbpJeYHH, CbJAOBU U OPTONEJUYHHU
omnepawnuy, 1o BpeMe Ha KOUTO KPbBHOTO HaJIsi-
ra"e ¢uyKTyupa, MoraT /ia CTaHaT NpeLunuTH-
pauiy ¢akTopu 3a xunopusHa anomnekcus. Ju-
HaMU4YHUTe QYHKIIMOHAJIHU TECTOBE 3a YCTaHO-
BsIBAHEe Ha XUNOQPH3HUS pe3epB, KAKTO U CTHU-
MYJIALIMOHHUSAT TECT C XUIOIJIMKEMUS, MOTraT Jia
NPEeLUIUTUPAT ChILO KPbBOU3JIUB B Xunodursa-
Ta. O6sICHEHUETO e BUCOKU MOMEHTHH MeTabo-
JINTHY HY>KAH U HECbOTBETEH KP'bBOTOK.

KJIMHUYHA KAPTUHA

Ts 3aBUCH OT roJieMUHATa Ha KP'bBOU3JIMBA,
HeKpo3aTa U oToka. I's1aBo6Go/iMeTo e Hal-
XapaKTepHUAT U 4YeCcT cUMOTOM. MMa ro mnpu
80% oT cnyyanTe Ha XUNOPHU3HA ANONJEKCUSI.
ToBa e ¥ IBPBUAT CUMIITOM. 3all04Ba OCTPO U €
HETHPIUMO - MJIBa KaTO ,[PBbM OT SICHO Hebe".
O6sicHsBa ce Cc pa3TAraHe Ha JypaTa UM C eKc-
TpaBa3alUsl Ha KpbB U HEKPOTHYEeH MaTepual
KbM Cy0apaxHOUJAJHOTO NPOCTPAaHCTBO. ABH-
BaT ce CHMIITOMM Ha MEHHHI€aJIHO JApa3HeHe.
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BoJsikaTa e mpeJUMHO peTpoOpOUTaIHA, HO MO-
Ke J1a 6'bJie M MTOBeue YeJHO WJIH Ja ce pasnpoc-
TUpa Judy3HO B IgaaTa riaasa. [IpuapyxeHa e
OT rajieHe u noBpblaHe. Hanara ce audepeH-
[[MaJIHa JUarHo3a C MUTPEHO3eH NMPUCTHI U C
MeHUHTHUT. [J1aB060JIMeTO MO-PAJKO ce MOsABABA
NO/IOCTPO, MOCJIeIBAHO OT 6ABHO Pa3BUTHE U Ha
OCTaHaJIaTa CUMIITOMAaTHKa.

3puTe/THUTEe HApYLIEeHUsl ca YeCTH - Cpe-
mat ce npu noseye ot 50% oT cayvyauTe. Psasko-
TO yBeJIMYaBaHe Ha TYMOpHAaTa Maca OT XeMopa-
TUSATA BOJIM JI0 IPUTHUCKAHE HA OKOJIHUTE CTPYK-
TYpPH — ONTHUYHATA XMa3Ma U ONTUYHUTE HEPBU.
OyHaTa nepuMeTpHs pa3KpuBa GUTEMIIOPATIHA
XeMHaHoNcHs. 3pUTesHAaTa OCTPOTA MOXe [a
ce BJIOIIM U JIa HACThIU CJIEN0Ta, HO TOBa yC-
JoxkHeHMe e psAjko. [lape3a Ha oyeaBuUrareJi-
HuTe HepBHu (III, IV u VI) ce HabGs0gaBa npu
okoJsio 50% ot mauueHTHTe. B mosioBUHaTa OT
ciy4yauTe e 3acersar Il 4.M.H., KOETO KIMHUYHO
ce u3passBa C MTO3a HAa Kjenaya, 3aTPyJHEHO
JIBIDKEHWE Ha O4YHUSA OyJ6 B aAAyKIUs U MU/-
puasa. [lape3aTta Ha o4YeABUraTeJHUTE HEPBY,
Ha I'bPBO MSCTO, Cce OGSCHSIBA C TAXHATA U3K-
JIIDUUTEJIHA YYBCTBUTEJTHOCT KbM MPOMEHU BbB
BbTPEYEPENHOTO HassgraHe. [loHAKOra uMa H
Jpyra npudvHa — cpOopMHUpPaH XeMaToOM, KOHUTO
NpPUTHCKA HEpBAa WM pa3NpoCTHpaHe Ha Ty-
MOpHaTa Maca KbM UHTPAKAaBEPHO3HOTO MPOCT-
PaHCTBO.

Jlpyryd HEBpPOJIOTUYHU TPOSABH NPHU KPbBO-
W3JIUB B Xunodu3ara BKJIWOYBAT CUMITOMU Ha
MeHUHIea/lHO Jpa3HeHe KaTo ¢oTodobus
(40%), ragmeHe, noBpsbinaHe (57%), MeHUHTH-
3bpM (25%), ¢ebpuauter (16%). Ilonskora
I'bPBO Ce€ MOCTaBs JWarHo3a MeHWHruT. U3sc-
Jie/IBAaHETO Ha IepeGpOCIMHAIHA TEeYHOCT He
rnomara, 3ali0To ¥ NPy XUunopusHa anomnjaeKcust
MOXe Jia UMa JuMPonuTosa. [lauueHTbT Moxe
Jla U3MajiHe B CTYNOp WX KoMa. B Te3u ciyvau
MMa U cybapaxHOUJajieH KpbBOU3IUB. Moxe Ja
Cce NPUTHUCHE KApOTHUJHAaTa apTepus WJIUA Ja
HACT'bIIM Ba30CNa3bM, MpeJU3BUKBAI MO3bUHA
HCXEeMHs U MPOSBU HA OTHUIIEH HEBPOJIOTUYEH
NebULIUT KaTo xeMunapesa, Jucdasus U MU-
pamMuieH cuHjapoM. Tyk B audepeHIMasHaTa
JIMarHosa BJIM3a MO3'bUY€H UHCYJAT. MHOro Imo-
PAAKO KJIWHUYHATA KapTHHA OpU XUNOPH3HA
anoIJieKCusl BKJIIOYBA AHOCMMUS, ENUCTAKCHUC,
pUHOJIUKBOpes U panyanHa 60JiKa.

OcTpopa3sBuBaliaTa ce HaJ6bOpeYHa He-
JAOCTaTBbYHOCT MOXKe JAa AoBeje A0 KO0JIabu-
paHe HA MalMeHTa U NPOMEHM BbB BUTATHU-
Te moka3saTeJiu. Torasa AuarHo3aTa MoXe Jia ce
cO6bpKa c MUOKap/ieH UHDAPKT.

CplnecTByBa U OLleHbYHA CKaJja, pa3paboTe-
Ha BBbB Besmko6puTaHus, B KOSITO ce U3MepBaT
CTelleHU Ha Cb3HAHUETO, 3pUTEJIHA HaPYIIEHU
N CMyLI€HHA B IEpUMETpPHUATAa, C LeJ IIOo-0IIpo-
CTeHO KJacupHUIMpaHe Ha aNoIJeKCUsTa Ha
06a3aTa Ha KJIMHUYHU NpusHanu. ToBa MoXe Aa
npeonpesesd W TOBEJEHUETO - HYXJa OT
CrlelllHA HEBPOXUPYPrUYHA ONepanus WA U3-
YaKBaTeEJIHO ITIOBeEHHE.

EHJAOKPUHHA IMCOYHKLIUA
[TPU XUITOPU3HA AIIOIIJIEKCHUA

B MoMeHTa Ha xeMoparusta MOXe OCTpo Aa
HacTbhIU AePUIUT Ha HAKOJKO XOpMOHa. AKO ce
CHeMe NoApo6Ha aHaMHe3a, YeCTO Ce YCTaHOBS-
B3, Ye XOpMOHa/eH AePULUT e UMajio U Mpeau
TOBa - TpsA6GBa Jja ce pa3NUTa B HACOKa epek-
TUJIHA JUCPYHKIMSA, MEHCTPYaJHU HapylleHus,
rajakropes, ymopa. JepuuuThbT Ha NpegHOXU-
no$H3HU XOPMOHHU Ce pa3BUBaA NOpPaJy NPUTUC-
KaHe Ha HOpMaJIHUTe MpeJHOXUNO(PU3HU KIeT-
KU OT HapacTBallus ajeHoM. Pa3BuBa ce yacTu-
YeH WY II'bJIEH XUIIONUTYUTAPU3bM. B MOMeHTa
Ha amoIJieKcHsiTa MOXe Ja ce pa3BUe OocCTpa
Ha/10'bOpeYHa HeOCTATbYHOCT — MOPaju AecT-
pyKIMS Ha mpeaHaTta xunodusa UM TOPAU
MOBUILIEHO HWHTpaceJapHO HaJjsraHe, 0COO6EHO
BBPXY ApBKKaTa Ha xunodusara, IpU KOeTo ce
NMpeKbCBa OT/IeJTHETO HA XUMOTAJTAMUYHU PU-
JIMA3UHT XOPMOHU U Ha XOPMOHHM Ha 33aJHaTa
xunodusa. Tbil kaTo xunopusHaTa anonaeKkcus
ce cpeuia psAKo, B JIUTepaTypaTa UMa caMmo ce-
pUM OT KJAMHUYHM Cay4au. ABTOpPU OMUCBAT, ye
KbM MOMEHTAa Ha alolJeKCUsTa HSKaKbB [le-
GUIUT HA XOPMOHU llje Ce HaMHpa MPHU OKOJIO
70% oT nauueHTHUTe, AePUIUT HA FOHAZLOTPOI-
HU XOpMOHU — nipu 40-75%, fedunuT Ha TUpe-
oTponeH xopMoH - npu 30-70%, HajgOBOpeyHa
HeJloCTaTbYHOCT - npu cpeaHo 50-80%, Ho
JIAHHUTE ca Pa3HONOCOYHU U HU3BJIEYEHU OT
KJUHUYHU cepud ¢ 1o 40-50 nanuenTtu. [loutun
BCUYKHU NallMeHTH UMaT AePUIUT Ha pacTeKeH
XOPMOH, HO U3MEPBAHETO My He € 4acT OT HU3C-
JleIBaHUSTA, Ha3HAYaBaHU B OCTPUS MOMEHT.
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TunvyHo 3a xunodusHaTa aloIJIEeKCUs e HU3-
MepBaHETO Ha HUCBK NPoJIaKTHH (10-40%).

HepocTursT Ha aJpeHOKOPTHKOTpONEH
xopMOH (AKTX) e Hail-yecTuAT AeduULHUT NpHU
xunodusHa anomaekcus (50-80%). Ocrpara
HaAO0bOpeYHa HeJAOCTaThYHOCT € eHAOKPUH-
Ha CHEIIHOCT, BoJella 0 IPOMEHU BbB BUTAJ-
HUTe I[IOKa3aTe/d, aKo He ObJe paslNo3HaTa.
TunuyHa e XunoHarpueMmusaTa. Tel KaTo BTO-
prYyHaTa HaJ6b6peYHa HeJOCTATbYHOCT € MHO-
ro 4ecta Npy Te3W NALUEHTH, NapeHTepasHO
BeJlHara ce 3ano4Ba NpujaraHe Ha KOpTUKOCTe-
pougu. [Ipy BB3MOXKHOCT I'bPBO Ce B3eMa KP'bB
3a ma3MmeH Koptusona u AKTX u 6e3 jga ce us-
YyakBa pe3yJITaTbhbT, Ce 3al04Ba 3aMeCTUTEJHO
geyenue ¢ KC. XUNOTOHMATA, KOATO Ce pa3BU-
Ba, Ce J'bJDKU Ha TOBa, Ye CbJ0BeTe CTaBaT He-
YyBCTBUTEJIHU Ha €HJJOTeHHU U eK30TeHHHU Ka-
TeXO0JJaMUHU B OTCBCTBUETO HAa KOPTHU30J. XH-
NIOHATpUEeMHUsATA CBLI0 e NHAUPEKTeH GeJer 3a
HeJIOCTUT Ha KOPTHU30JI U MOXe Jja Ce YCTaHOBU
Ollle B CHELIHOTO 3BeHO. XUIIOTOHUSATA U XUIIO-
HaTpueMusTa He ce Ab/DKAaT HAa HEJOCTUT Ha
MUHEPaJKOPTUKOUAHM — TaKbB HsAMA. ToH e xa-
pakTepeH 3a I'bpBUYHATa HaJ0'bOpeyHa HeJoC-
TaT'b4YHOCT (aAMCOHOBA GoJsiecT). XUIOHATpHe-
MUSATA B Cjydas e AUPEeKTHO CBbp3aHa C XUIIO-
KOPTHLIM3Ma M CbC CMHJAPOMAa Ha HeaJleKBaTHa
ceKkpenyd Ha  AHTUJUYPeTHUYEH  XOPMOH
(CHCA/IX). /IBeTe NpHUYMHU 32 XUIIOHATPUEMUS
Morar Aa ce AudepeHUUpAT MO HAUBOTO Ha ce-
PYMHHMTe GMKApG6GOHATH, KOUTO Ca HUCKU MpHU
nebunut Ha AKTX.

XUIOHaTpUeMHUATa MOXe Jia ce Lb/LKU U Ha
BTOpPHUYEH XMNOTHpPeOouAUu3bM. M Hakpad, ca-
MOTO TrajieHe U NOBpBLIAHE, KAKTO U XUIOTJIH-
KeMHUSATa, CBbp3aHa C JepUuyTa Ha KOPTU30J U
Ha pacrexxeH xopMoH/IGF-1, ca npeku (Heocmo-
THUYHH) CTUMYJIM 32 CUHTE3 U OTJesiHe Ha AJlX.
Taka ce pazsuBa u CHCA/ZIX.

B ontumannua cay4ai, kpbB 3a AKTX u
nJ1la3MeH KOPTHU30J1 Ce B3eMa Olle B CIEMHOTO
3BEHO, NIpeiy NPUJIaraHeTo Ha XUAPOKOPTU3OH.
HopMasHUAT OTroBOp Ha HaAGBOpeyHaTa XKJje-
3a MpU CTpecC NP BCAKAKBO OCTPO CbCTOSIHUE €
C NMOBHIIABAaHe Ha KOPTHU30JI0BaTa NMPOAYKIMSL.
[Ipy KpUTUYHO OOJIHM NALUEHTH CbC CENCHUC
HanpuMmep, MJa3MeHUAT KOPTHU30Jl e NOBHUILIEH
NOHe ABYKPAaTHO Npe3 M'bpBUTE JHU OT NpUeMa

UM B 6osHMIA (463 nmol/L, cpemy 245 nmol/L
B KOHTpOJIHATA TpyIa), cjej KOeTo crnaja Moc-
TeleHHOo. B Apyro npoy4BaHe ce YCTAHOBSBA, Ue
Ha BTOpHUA JieH cJjeJ] IpueM B UHTEH3UBHO OT-
JeJieHue, MJa3MeHUSAT KOPTHU30J JOCTUra CBOS
LUK oT 540 nmol/L, ciex KoeTo ce 3aabpxka
BUCOK MOHe 7 fAeHa. Te3W HHMBa Ha KOpTH30J1a
obadye YaCTHUYHO Ce AbJ/DKAT HAa HEroBOTO IIO-
c1abo pasrpakJaHe W OTTAM — 33JbpXKaHe B
UPKyJIal[saTa, 3allloTO MPOW3BOJACTBOTO Ha
KOPTU30J € CaMO YyMepeHo noBulleHo. ChlecT-
BYBaT pa3/IMYHM HOPMM 3a IJIa3ME€H KOPTHU-
30J1 IIPU CNIEIIHO GOJIHU MalUeHTH — MPHUBJIU-
3uTeJiHO 414 nmol/L e 3amafieHUAT mpar, Mo/
KOWTO ce MpHeMa, Ye MOXe Jla MMa ChII'bTCTBa-
ma HaaA6'b6pevyHa HeLOCTaTBYHOCT. B orpoMHa-
Ta CH 4acT, MallMeHTUTe ¢ XunopusHa amnoriek-
CHs Ille UMaT MHOTrO MO-HUCKW HUBA Ha KOPTHU-
30J1a OT ropecioMeHaTUTe M AuWarHosara lie e
OYeBHAHA.

JIEOULIUT HA JIPYTH
XUMIO®U3HU XOPMOHHU

B ocTpust MOMEHT Hali-BaXkHa e OlleHKaTa Ha
XUMOTa/IaMO-xunopr3o-HagobopeyHara oc. [Ipu
okoJsio 30-70% oT maumydeHTUTe Ille UMaT U Je-
GUIUT HA TUPEOTPOIEH XOPMOH, a npu 40-75%
- feduUUT HA rOHAJOTPOIHU XOPMOHH. 3aMec-
TUTEJIHO JledeHHe C JIeBOTUPOKCHUH U C T0JIOBU
XOPMOHM Ce 3amoyBa cjieJ, KaTo e IpeMHUHal
OCTPUSAT MOMEHT M CJieJ, KaTo e 3all0YHaTo 3a-
MeCTUTEeJHO JieyeHHe C KOPTUKOCTEePOUIH.

[Ipy u3sBaTa Ha anollJieKCUsaTa psJKo e Ha-
JuiyeH 6e3BKyceH auabeT - npu nox 5% oT
cayyaute. Toil Moxe fga 6bjJe ,MacKUpaH“ OT
BTOpUYHATA HAAOGBOpeYHAa HEeAOCTATbUHOCT
WJId BTOPUYHUS XUIIOTUPEOUJU3BM U CUMIITO-
MaTUKaTa OT MOJIMAMICUSA WU NOJUypHUs Jia ce
U3sBU CJieJ, CTapTHUpaHe Ha 3aMeCTUTEJTHOTO
JleueHue (C KOPTUKOCTEPOUAM WJIH C JIEBOTHU-
pokcHuH). MHOro no-yecrta e U3siBaTa Ha 6€3BKYy-
CeH AuabeT cJie/l KaTo MalUeHTbT O'b/iE ONEePHU-
paH, B KOUTO CJydau TOW MOXKe Jla e KaKTo Ipe-
XO/IeH, TaKa U TpaeH.

CBPBXCEKPELIMA HA XUITIO®PU3HHU
XOPMOHH

Xuno¢pusHaTa anomseKcus Moxe Jja yCI0XK-
HA W XOPMOHOCEKpeTHpallu ajeHoMu. Hai-
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YeCcTO TOBa ca NMpoJiakTUHOMU. KakTo Beue Gele
OTHCaHO, B TIX MMa M0-60rata CbhbJ0Ba MpPEXa,
npejonpejessila CKJIOHHOCTTAa UM KbM KP'bBO-
uznusu. [lo-psaako (mpu 3-10% oT caydauTe)
MaKpoaJleHOMH, CEeKpeTHUpallU pacTeXeH Xop-
MoH uau AKTX, cbilo mMoraT fja 6’b4aT yCa0¥XK-
HEHU C anoIiekcusi. B HaAkou ciy4au CbOUTHETO
BOJIM 10 U3JIEKyBaHe Ha aZleHoMa W [0 HopMa-
JIU3MpaHe Ha XOpMOHa/JHATa CBPBXNPOAYKLUS
(HanmpuMep ,CHOHTAHHO" W3JIEeKYBaHe Ha aKpo-
Merasus).

JAUPEPEHIIMAJIHA IUATHO3A

Haii-yecTo ce Hajara Jja ce pasrpaHdyaT Xu-
nopr3Ha amnoIJieKcuss OT cybapaxHouJaJieH
KPbBOU3JIMB U OT GaKTepHuasieH MeHUHTUT. Ju-
arHosdTe TpoM603a Ha CHUHYC KaBEPHO3YyC U
HUHCYJT CBhINO TPsOBa Ja ce OTXBbpJaAT. Jlym-
6aJsiHaTa MyHKI M He moMara ocob6eHo, Tbil KaTo
U npu xunodu3Ha amnoIlieKCus B JIMKBOpa ce
OTKpHBA BHUCOK OpOoi Ha epUTPOLUTUTE, KCaH-
TOXPOMMUS U MJIeHonuTo3a. MUKPOOGUOJIOTUIHO-
TO M3CJieiBaHe Ha JIMKBOPA 1e OTXBBPJIU OaK-
TepuasieH MEHUHTUT. [Ipy cbMHeHHe 32 TaKbB
TO € 33Jb/UKUTeNHO. Hali-lecHUAT HaYuH 3a
NOCTaBsiHE Ha BsApHATa JWarHosa e, KaTo ce
HampaByU MarHUTHOPE30HAaHCHA WJIM KOMIIIO-
TbpHa ToMorpadus. Jjopu 1a He ce BIXK/IA SICHO
rMMa JIM HEKpOo3a WJIM XeMoparus B 06JilacTTa Ha
xuno¢ursarta, caMusAT QakT, 4e ce YCTAHOBSIBA
aJleHOM, B KOMOHHAIYS C KIMHUYHATA KApTHHA,
Ile HAKJIOHW BE3HUTE B MPABUJIHA AUATHOCTHUY-
Ha I0COKa.

O6pa3HOTO H3C/AeABaHe Npu XunodpusHa
anormJieKcusl MOXKe Ja TOoKa3Ba pa3/IMYHU Ha-
XOJKH — TO OTpassiBa MOJJIeXKalllus MpoIrec, a
TOM MOXKe Jla e 06MKHOBeH UH)APKT 6e3 xeMo-
paruyeH KOMIIOHEHT; XeMoparuieH HUHQapKT;
CMeceH xeMoparuyeH UHPapKT cbC chopMHUpa-
He U HAa TPpoMO; camo TpoMb6. B celmHOTO 3BEHO
ce npoBexzaa Ha-uecto KT. Toi e secHo goc-
T'bIIEH U MHOTO UHOpPMATHUBEH METOJ U e 3a-
JbJDKUTEJHO 06pa3Ho M3cje[BaHe MpU MalH-
€HT, OTHII'bJI B HEOTJIOXKHOTO 3BEHO C BHE3AIMTHO
HaCTBIIWIO HETHPNUMO IJaBoGosne. [IbpBO, C
HEro MOXe Jia ce OTXBbpJIM BeJlHara cybapax-
HOWZa/leH KpbBou3auB. Bropo, mpu 80% ot
Cay4auTe Ha XUNOopH3HA aroIJIEKCUS YCTaHO-
BSBa a/leHOMa, a XeMOpParuyHd KOMIIOHEHTHU B

ajeHoMa otkpusa B 20-30% ot ciayyauTe. O6a-
Yye, aKO Ca MUHaJ/IM HAKOJIKO JeHa, IUITbTHOCTTA
Ha KpbBTA HaMaJsiBa U Ts NMO-TPYAHO Ce OTJIU-
yaBa Ha KOMMNIOTHbpHa ToMorpadus. Torasa mno-
Mara NpuJaraHeTo Ha KOHTpPAcCT — B afileHoMa ce
BWXK/]Ja HEXOMOT'€HHO WJIK OKP'BIJIEHO YCUJIBAHE.

MarHuTHOpe30HaHCHAaTa ToMorpagusa e
MHOTO TO-4YBCTBUTEJIEH METOJ, U € CpeACTBO
Ha u360p Npu CbMHeHUe 3a xunodusHa amor-
Jiekcusi. MeToIbT € J0CTaTbYHO YYBCTBUTEJIEH,
JlOpH HAKOJIKO JieHa cJieJ, Ha4aJIOTO Ha CUMIITO-
MaTHKaTa, U MOXKe [la YCTaHOBU CKOPOIIHO K'bp-
BeHe. Ha T1 ob6pasuTe (JIOHTUTYAUHAJIHO pe-
JJaKCalUOHHO BpeMe) BojaTa (uepebpasnnHa
CIMHaJIHA TEYHOCT) e YepHA, a CUBOTO MO3'bYHO
BEIIECTBO M3IJIeX/Ja NO-ThbMHO OT 6sJI0TO; Ha
T2 o6pa3uTe (TpaHCBEP3a/JIHO pPeaKCAIMOHHO
BpeMe) BoJiaTa € XUIIepUHTEeH3Ha, a 65/710TO MO-
3bYHO BeIeCTBO € MO-ThbMHO OT CHUBOTO. Ha
MPT morart scHO fja ce BUAAT XeMoparus U HekK-
POTHYHMU Jie3UH, [la Ce OTKpHUE Bpb3KaTa MEXAY
TyMOpa M ONTUYHATA XHWa3Ma, KaBepPHO3HMUSA
CUHYC W XxuIlloTajlaMmyca. KoHBeHIMOHa/JHUTe
nocjegoBatesHoCcTU HAa MPT He MoraT ga oTK-
pusT UHGAPKT, Ipeu Ja ca U3MUHaAMM 6 Yaca, a
MaJIKUTe HHPApPKTU MOXe [ja He CTaHaT BUJUMU
Ha KT B npoabkeHue Ha AHU. C AUPYy3MOHHO
npeTerjeHu u300pakeHus nocpeacrsom MTP
MOXe Jla Ce JJoKaXke arnoIlJIeKCUsITa B MOMEHTa
Ha HEMHOTO CJIy4YBaHe.

Ako e u36paH KOHCepBAaTUBEH MOAX0/J, BMecC-
TO ONEepPATUBHO JIeYEeHUE, CJe]] HIKOJIKO Ce/[MH-
M MOXe Ja ce BH/JAM KaK cejlapHaTa Maca ce
CBUBa IIpu npocnegsaBaHe ¢ MPT.

[TPOTUYAHE, [TIPO'HO3A U JIEHEHUE
HA XUITOO®U3HATA ANOIJIEKCHUA

[IpoTuyaHeTo U NporHosaTa Ha XUNnopUsHa-
Ta aloIlJIeKCUsl ca TBbpJAe pa3Ho0O6pa3HU. AKO
MMa caMO Ma/l'bK UHQAPKT, CUMIITOMHUTE ca Jie-
KM U ce NposiBABaT 6aBHO. [Ipu xeMoparuuieH
MH}apKT WM XeMoparusi KJIMHUYHaTa KapTHHA
e 6oraTa, a NPOTHYAaHETO - MoO-3aTerHaro. [Ipu
KJIMHUYHO JieKuTe GopMHU I1aB06OJIMETO, 3pU-
TeJIHUTEe HapyLIeHUs U XUIIONUTYUTApU3MBT Ce
pa3BUBAT 6aBHO U NOCTENEHHO, KaTO XWUIONU-
TYUTApU3M'bT MOXKe Ja € HaJUieH U OTIpenu
ToBa. KIMHMYHaTa KapTHHA ce pa3rpblia 6aBHO
B NOpsiJbKa Ha AHU A0 ceAMULHU. B Hal-Tex-
KUTe CIy4aud MOXKe Jla HaCTbIU CJIeNoTa, KoMa,
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CMylLleHHe B XeMOJHWHAaMHUKaTa U CMbPTEH U3-
X0[. B Te3u ciyyau ce Hajara clelllHa JeKOMII-
pecHsi OT HeBpOXUPYPT. JleueHUeTo ¢ KOPTHUKOC-
Tepou Y NMapeHTepasHO € 3aJbJ/LKUTENHO, He-
3aBUCHMMO Ja/id NALUEHTHT Lie O'bJle onepupaH
WJIM e OCTaBeH N0/, HabJIloleHue.
Bb3cTaHOBSIBAHETO Ha 3peHHUETO, Ha Od-
TAJIMOIJIETUSTA, HA HEBPOJIOTHYHUA JePULUT U
Ha XUIIOMUTYUTapu3Ma CbLIO He Morar ja 6b-
JlaT npejckasaHu. [[poMeHUTe B Cb3HAaHUETO Cce
Npeojo/IsABaT CJej, ClelllHaTa HeBPOXUPYPTrUd-
Ha MHTepBeHLUd (JekoMIpecusa), IpoMsiHaTa B
nepUMeTpUsITa U 3pUTeJHATa OCTPOTa ce HOp-
MasIU3upaT WK NoA06psSBAT c/ef olepanusaTa,
0C06eHO ako ca OW/IM HOpPMaJIHU Ipejd TOBa.
[Ipy nauueHTH, KOUTO OTAaBHA UMaT HapylleHO
3peHue, Bb3CTAHOBSIBAHETO BEPOSITHO HsAMA Ja
e mbjaHo. [lpu Beye HacTbnuiaa aTpodus Ha
3pUTeJIHUS HepB MMa TpalHU NOpaKeHUs 3a
3peHueTo. OdTasmMonierusta B MOBEUYETO CJIY-
Yyay ce HOpMaJIU3Mpa, HO TOBA OTHEMA HSKOJIKO
cepmuny. EHpokpuHHaTa QyHKOMs HOYTH
BUHAry 0CTaBa MoHe JIEKO IPOMeHeHa.
IlesiuTe HA JIeYeHHUETO ca Jla ce 06JIeKYU
CUMIITOMAaTHKaTa, Ja ce HaMa/ld KOoMIpecusTa
BBpPXy BaXHU MO3BYHHM CTPYKTYpH, Zia ce Ipe-
MaxHe HAaTUCKBT BBbpPXy ONTHYHATa XuasMa.
XupypruyHata JleKoMIpecusi € HaW-6bp3UdT
HauMH 3a MOCTUIAHETO Ha Te3W Leju. Bcuuku
NalMeHTH, NPU KOUTO KJWHWYHATA KapTHHa
IpOTHYA OCTPO, C 6boraTa HeEBPOJOTUYHA U 3pU-
TeJIHa CMMIITOMAaTHKa, € peJHO Ja 6bjar ole-
pvpaHu. B MHHa/I0TO BCeKHM CJydyall Ha XWUIIO-
¢du3Ha anonJiekcus ce e CMATaJI 32 HEBPOXUPYP-
rM4YHa cnewmHocT. JIHec He e Taka. [lauueHTH C
MHOT0 JieKa CHMITOMaTHKa MoraT Ja O0bJaT
npocieneHyu. KopTukoctepouau ce mnpujarart
06aye BBbB BCUYKU cay4ad. [IpyumHaTa ja ce
N0SIBM Ta3W TeHJEHLMA 3a pa3rpaHUyYaBaHe Ha
NalUeHTUTe Ha N0-JIeKU U MO-TEXKU Cay4au OT
KJIMHUYHA IJIe[jHa TO4YKa €, Y& HEBPOXUPYPTUU-
HaTa olepalys He e JIMIIEHA OT CBOUTE PUCKOBE
- IOCTOIepaTHUBHATa JIMKBOPUHODES], MOCTOIIe-
paTUBHUAT 6e3BKyceH JuUabeT M NOBUILEHATa
BEPOATHOCT 3a TpaeH II'bJleH NaHXUIIONUTYUTA-
pU3BM CJle]] TaKaBa UHTepBEHL YA He ca 3a Iipe-
HebperBaHe. B onuTHU pble, T.e. B HEBPOXU-
PYPTrAYHU LIEHTPOBE C TOJIAM IallMeHTONOTOK,
Te3U yCJI0KHeHUs ca psaakoct. OT Apyra cTpaHa,
npy jseku GopMu Ha xunodusHa anoIJIEKCHSs,

HalMeHT'bT MOXe Jja Ce Bb3CTAHOBU HAN'bJHO
10 OTHOLIEHUE KaKTO Ha QYHKLHUATA Ha eHJ0K-
PHUHHHTe JIe3H, Taka U 10 OTHOLIeHHUe Ha 3pHU-
TeJIHUTe HapylleHUs. JleueHUeTO e caMoO C Be-
HO3HHW KOPTUKOCTEPOUH.

JIEHEHUE C KOPTUKOCTEPOU/IHU

[Ipy noBedeTo mNanuMeHTH ¢ xunopuUsHa
anoIJieKCcHs UMa oCTpa BTOPUYHA Ha6'bOpeyHa
HeJI0OCTaTbYHOCT. BesiHara ce 3amo4yBa JiedeHue
¢ hydrocortisone 50 mg Ha Bceku 6 h uau 6o0-
aycHo 100-200 mg, nocnegBanu ot 50-100 mg
Ha Bcekd 6 h iv. (uau im.). [Ipu manueHTH B
IIOK ce mpuJara u 5% JekcTpo3a BbB GpU3U0JI0-
TMYeH pas3TBOD, 3a Jila ce NMpejOTBPATH XUIOT-
JINKEeMHUS.

XUpYpPruyHUAT [JOCTBI OOUKHOBEHO €
TpaHccheHoUJaleH. XUIOMUTYUTApU3bM  Cce
pa3BHBa yecTo. MiMa mpoyyBaHe, cpaBHUJIO Ma-
[MEHTH C a/leHOM Ha xunodursaTa 6e3 anorniek-
CHUs M TakHUBa c anomviekcus. Cies onepanusTa,
Te3U C aloIllJIeKCUsl pa3BUBAT XUIOMUTYUTAPH-
3'bM B MHOTO I10-BUCOK IIPOLEHT — U3XOJHO Ipe-
A1 onepanusaTa 45% uWMaad XUNONUTYHUTAPHU-
3bM, CJeJ| olepanusaTa NPOLEHTHT Ce e MOBU-
mua Ha 71%; mpu marnyeHTUTE C afieHoOM 06e3
aloInJieKcHs, MPOLEHTHT Ha XUINONUTYUTApH-
3'bM Ce 33 bpKaJl cxoZieH — oT 48% u3X0/HO Ha
55% cnepn onepauusTa. Hali-BeposiTHO Te3u
pas3/iMKu obaye He ce Ab/HKAT HAa HEBPOXUPYP-
rMYHaTa HaMeca, a Ha yBpeJilaTa Ha HOPMaJIHUTe
KJIETKH Ha Xurodursara OT caMaTa anoIJIeKCHsl.
Taka, MoKeM Ja O4yakKBaMe, Ye IPH BHCOK
NPOLEHT OT ONEepPHpPAHNUTe NALUEeHTH C XHUIIO-
du3Ha anomsiekcus 1me HACTBNM TPaeH XU-
NONUTYUTAPU3BM.

KOHCEPBATUBEH CIIPIMO OTIEPATUBEH
0/IX0/] - HACTOSILI IEBAT

B Masku cepuu OT manyeHTH ce CpaBHABaA
KOHCEPBAaTUBHOTO JIEYEHHE CaMO C KOPTHKOC-
TEpPOUJH cpelly ollepaTUBHUA nogxon. [Ipu 6 ot
7 NayMeHTH 3pUTEJHUTE HApYLIEeHUs ca I0A06-
peHM C KOHCepBaTUBHO JieyeHue. B fBeTe cpaB-
HSBAaHU IPyNH — HA HAGJIOZABAaHU U Ha ONEPHU-
paHu NaLUeHTH, YyecTOTaTa Ha XUIIONUTYUTA-
pusMa cief, JieueHueTo OuJ cxofeH. Hsakosko
peTpOCNeKTHBHU IpPOYYBaHUA ca CpaBHsIBaIU
M3X0Jla OT ONEepaTHBHOTO CHPSMO KOHCEpBa-

46

EHJZOKP. 3ABO0JI.,, 2021, 50 (1)



TUBHOTO JiedeHue. [lape3aTa Ha o4ejaBura-
TeJIHMSA HepB e U3JieKyBaHa Hall'b/JHO NpPU 75-
100% oT KOHCepBaTUBHO JIEKyBaHUTE MaljeH-
Tu cupsiMo 31-57% oT KOHCepBaTHUBHO JIEKyBa-
HUTe. B o6musa ciayyail ouHaTa mapesa ce Io-
Jl006psiBa, HE3ABUCUMO OT U30paHUs NMOJXOM U
IPOTHO3aTa OTHOCHO HAII'bJIHOTO W M3JIEKyBaHE
e no6pa, HO OTHeMa HAKOJKO ceaMmuuy. [lo oT-
HOlleHHe Ha JedeKTUTe B ePUMETPHUSATA, MPO-
rHo3ara He e T0JIKOBa Jo6pa. Cies; onepaTUBHO
JledeHue AedEeKTUTE B 3PUTEJHOTO TMOJIe U34e3-
BaT camo npu 30-60% oT ciy4yauTe, a nofobpe-
HUe ce oTOessA3Ba npu Apyru 50%. Ako 3peHue-
TO e GUJIO 3aCerHaTo M3XOJAHO, ciesi Xurnopus-
HaTa anomJeKcusi IPporHo3aTa e mo-joula, He3a-
BUCHMO OT NpeAIpHueTHs NMoAxo/ Ha JeyeHue. B
NpPOYYBAaHHUS, CPaBHSABALlA KOHCEPBATUBHUS C
ONepaTHBHUSA NMOJXOJ, 3pUTEJHATA OCTPOTA Ce
HOpMaJsI3upa C KOHCEPBATUBHO JieYeHHE MPHU
60-100% oT ciayyauTe U ce HoAo6psiBa NpHU
25%, a nepuMeTpUsATa ce HOpMasiM3upa npu 50-
100% ot cayyauTe U ce nojobpsasa npu 25%.
Tpa6Ba ga ce mogyeprae o6ade, ye roJjsaMa
4YacT OT NALMEeHTHUTe, BKII4YEeHHU B Te3M Npo-
y4YBaHHUsA, Ca UMalU MO-JIeKU 3PpUTE/IHU Ha-
pylieHMs, 3a Ja 6bJAT JIeKyBaHM KOHcCepBa-
TUBHO. U 06GpaTHOTO - MPH MO-TEKKH OYHH
HapylieHUsl NalUeHTUTe MO0 MpaBUIO Cce
onepupat. Cief0BaTe/IHO MOXe Jia Ce OCIOpH,
ye KOHCEpPBAaTHUBHOTO JiedeHHe JaBa IMo-A00pH
pe3yJITaTH; BCBILHOCT MaLMEHTHUTEe ca HUMaJU
M3XO/IHO Jiajiey Mo-jeKu HapyueHus. Cbio Ta-
Ka, B HallleTO CbBpeMMe, C BUCOKAaTa pasfesu-
TeJiIHa cnoco6HocT Ha MPT, ce Jo/1aBAT U3MeHe-
HUfA B xunodusara, KOMTO MOXKe Jja ca MHOTO IO~
JIEKH U CBIIPOBOJIEHH C MHOTO JUCKPETHA CUM-
NTOMaTHMKa WM Jila NPOTHYAT HAII'bJIHO acHUMII-
ToMHO. OCBEH TOBa M36MpaHETO Ha KOHCepPBa-
TUBHMSA NMOAX0/J, GM cJieJBaJsio Ja ce NpaBH ca-
MO aKO e Bb3MOXXHO NAlJUEHTHT JAa GbJe XOc-
NUTA/IM3UPaH U HAGI0JaBaH, 3all0TO CbCTOS-
HHETO My MOXe J]a Ce BJIOLIM PSI3KO U Ja HsMa
JIOCTaT’b4HO BpeMe /ia 6'bjie TPAHCIIOPTHPAH.

TPE/JICKA3BAHE HA EHJIOKPUHHATA
OYHKLMA

[Ipu 50% ot nayueHTUTE GYHKLUATA HA XU-
nodusara ce Bb3CTAaHOBsSBA YacTUYHO. [Ipu He
noBedye oT 20% ce HabJ0JaBa I'bJHO Bb3CTa-
HOBsBaHe. [IporHo3ara mo OoTHOIEHHWe HA HOp-

MasIM3upaHe Ha QYyHKIUATA HA XUnodusaTa Mo
BCUYKHU XOPMOHAJIHU OCH e Jiouia. Hai-yecto ce
Hajlara TNpoBeX/JaHe Ha HSIKAaKBO XOPMOHO3a-
MECTUTEJIHO JiedeHHe A0 >XUBOT. Crmopen my6-
JIMKALIMU Ipe3 MOCJAeJHUTE F'OJUHU U3XOIbT M0
OTHOIIleHHe Ha QYHKIUATA HAa Xunodu3ara ciae[
KOHCEPBATUBHO CIIPSIMO OTIEPATUBHO JIeYeHUE e
CXO/JIEH.

Bcuyky manueHTH TPs6Ba Aa 6bAAT Mpo-
c/ieleHU HAKOJIKO Mecelia cjie], onepanusTa
C LleJI OleHKA Ha PYHKIMATA Ha xunodusara,
HaJIMYHETO Ha OCTAaThK OT aJiecHOMa M eBeH-
TyaJlHA XOPMOHAJ/IHA CBPBXIPOAYKLHUA OT
HEro.

KAKBO CE CJIVYBA CbC CAMUA TYMOP?

CmsTa ce, 4e elHO OT NpeAMMCTBATa HAa HEB-
poxyvpypru4yHaTta HHTepBeHLUd e, 4e ce IIpe-
MaxBa U caMHUAT aZeHoM. [IpoyuBaHus obGaue
aHa/IM3MUpaT JaJU TON He MOXe Ja ce ,,CaMOU3-
JekyBa“ u 6e3 onepauus. He ca MHOro npoyuBa-
HUSATA, KOUTO OLleHABAT KaKbB € NPOLEeHT'bT Ha
TYMOPHHUS OCTaThK CbC U 6e3 onepauus. Penu-
JUB Ha TyMopa ce Hamupa npu 11,1% cpenHo
6,6 TOAMHY CJieJ, ONlepaTUBHO JieYeHHe MO MOo-
BOJ, xuno¢u3Ha anomaekcus. He ca focrtaTpyHo
JlaHHUTe, 3a Ja Ce 3aKJIIYM JaJd TYMOPHHUAT
pacTex ce Bb30OHOBSIBAa M0-4eCTO CjeJ, onepa-
LM WJIK CJleJ] KOHCEPBAaTUBHO JieYeHHe — HAKOU
ny6JMKanyMy U3TbKBAT NPeJUMCTBO Ha KOHCep-
BaTUBHUS NOJXO0J,

HesaBucumo ko moaxon 6bjie u3bpaH oba-
Ye, Te3W NMalMeHTH TpA6Ba Jja 6'bJaT Npocaess-
BaHU [IbJrO, ThbH KaTO aJleHOMbT MOXe Ja ce
NOSIBY WJIX [ja YBEeJIMYY pPa3MepUTe CH OTHOBO.

W nHakpasl, nmpenopbKuUTe 3a NOAXO0JAA IpHU
nanyeHTH ¢ xunodusHa amnornjaeKkcys, paspabdo-
TeHU BbB Besilmko6GpUTaHuUs, NOCOYBAT, Ye BCUY-
KM MalMeHTH CbC 3HAaYMTe/IHa HEBPOJIOTUYHA U
OYHa CUMIITOMAaTHKa UJIU IPOMsHA B Cb3HaHUe-
TO CJIefiBa fa ce ollepupar. B nmpenopbkute ce
JlaBaT CbBeTHM M Kora Jia ObJe olepayusdaTa.
OmnepaTUBHOTO Jie4YeHUe € C Hal-A06bp KpaeH
pe3yJTaT, ako ce npejnpueMe fo 1 cegmuna
c/leJ, Ha4yaJoTO Ha CHMITOMaTHKaTa. ToBa ce
OTHAcsl OCHOBHO [0 3pUTEJHWTEe HapyLleHWUsI.
AKko ce u34akBa npeKaJeHo JAbJr0, I'bJHO Bb3C-
TaHOBSIBaHe Ha 3pEHUETO e MaJIKO BEPOSATHO.

M. bosiHosa
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U3UCKBAHUA KbM ABTOPUTE

Mpuemar ce 3a nybnukyBaHe: OpUrMHANHK CTaTK, 0630pH, KITMHUYHK Criyyau, pedepaTh, PeLeH3nm, KpaTki HayuHW CbobBLLEHUS (MMcMa o
pegaktopa u gp.). [MbpBuTe Tpu XaHpa ca 06eKT Ha peLieH3upaHe (CbC CTaHgapTM3NpaHu hopMynspK), a OCTaHanMTE MoanexaT Ha ekcrnepTHa
npeLeHKa OT CTpaHa Ha pegKonerusTa.

KopecnoHavpalLusiT aBTop NocoYBa CBOM AaHHM 3a KOHTAKT (ENEKTPOHEH aapec, MO XenaHue — MOLEHCKM aapec v TenedoH) 1 Aeknapupa,
Ye MaTepuanbT He e NYBNUKYBaH [OCEra, OCBEH KaTo pestoMe Ha CboBLUEHNE, M3HECEHO Ha HayyHa NPOsBa, U HE € NPeanoXeH 3a nybnukaums
Apyrage. ABTOpUTE HOCST OTFOBOPHOCT 3a ChAbPXAHMETO Ha nybnukaumuTe. NpencTaBeHnTe Matepuani 1 onucaHuTe B TsX U3CneBaHus crieq-
Ba [a CbOTBETCTBAT Ha YTBbpPAEHUTE €TUYHU CTAHOAAPTU OTHOCHO MPOBEXAaHETO Ha KIUHWYHKU nivnu eKCnepuMeHTanHn npoyysaHua € xopa
(gexnapaqmn oT XeJ‘I3I/IHKVI) 1 OMUTHW XUBOTHU. He Tpﬂ6Ba Aa ce CnomeHaBaTt NaUWeHTN C TeXHUTe UMeHa, UHULUManu unu Aa ce npeaoctaBa
CHUMKOB MaTepuan, Ha KoiTo Te morat ga 6baat pasnosHaTtu. CbOnogaBa ce CTPUKTHOTO Cria3BaHe Ha aBTOPCKOTO MpaBo — TekcTose ¢ Hag 10%
AOCIOBHO NOBTOPEHUE Ha YyXaa Nybnukauus ce BpbLUaT 3a npepaboTka.

06em (npubnuauteneH) Ha npegnaraHnTe nyénukaymm:

Bupg ny6nukauus Bpoit AyMU B OCHOBHUA TEKCT Bpow gymu B pestometo | Bpoii pedrepeHumm
OpwvrHanta ctaTus 2500-5000 200-300 30
0630p 3000-6000 100-200 50
KnuHuyeH crnyyan 1000-3000 100-200 20
KpaTko Hay4Ho cbobLyeHve, pedpepar, peLieH3ns 500-1000 - 10

lMpuemart ce arnose Ha nporpama MS Word. Hama cneundmynn nancksanns 3a pasmep 1 BAL Ha WpudTa, pascTosHne Mexay penoBeTe,
noreta u apyro oopmneHue.

Bcsika ctatna 3anousa cbe 3arnasue (6e3 CbkpalleHusi), MeHa Ha aBTopuTe (6e3 NocouBaHe Ha akaZeMWUYHW 1 OpYri TUTNK), TAXHaTa Mec-
TopaboTa, 0b03HaYeHa C LMPPOB MHLEKC, pe3toMe B MOCOYEHUs 06eM, KIo4oBM aymMi. Ha aHFMMIACKM €3MK ce NpeBexaaT 3arnaBueTo, pesome-
TO, KIKOYOBUTE AyMU, MecTopaboTaTa, a UMeHaTa Ha aBTopuTe Ce TpaHCKpubupar.

B pe3tomeTo Ha BCAKa OpUrMHamnHa cTatus ce nocoyBart: Len u 0bekT Ha U3CneaBaHeTo, OCHOBHM AaHHM 3a MeToaukaTa, pesyntaTi 1 u3Bo-
Au. PesiomeTtata KbM ApyruTe BUAOBE CTaTUN BKIOYBAT KpaTka MHdopmauus 6e3 obocobeHa ctpykTypa. KnouoBute gymum 3a Bceku Bug nybnu-
kaums ca mexay 3 v 8 Ha Gpon, kaTo moraT fa 6baaT eAMHUYHN AYMU UMK KPaTKM CRIOBOCHYETaHMs, 0OLLIONPUETH B KOHKPETHaTa 0bnacT Ha nos-
HaHve.

OpurMHanHUTe Hay4HW CTaTMK UMaT 3agbmkuTenHo obocobenu pasgenv: ,BreeneHue”, KOeTo BKMKOYBA Lien Ha u3cneasaHeTo, "MaTtepuan
u metogu", "Pesyntatn”, "ObcbxaanHe" u "M3soau/3aknioveHne”. Morat ga 6vgat gobasequ bnarogapHocTu (KbM nuua unm MHCTUTYLMK, KOUTO
ca [OMPUHECTIN MHTEMEKTYarnHo Unu ca okasanu TeXHWYecka, MatepuanHa unn duHaHcosa nomoly 1 Ap.). O63opute 06MKHOBEHO BKMOYBAT
,BbBefeHne", TeMaTuyHN nogpasgeny u ,3aknioyeHne/nssogn”. KnuHuunute cnyyam coabpxat ,BbBegeHue”, ,OnncaHue Ha KNMHUYHUA Cy-
vai®, ,06cvxpane” u M3soau*. Kpatkute Hay4HmM xaHpoBe cneasaT npubnusuTenHo CTpykTypata Ha opuriHanHata cratus. lMucmara go pe-
AakTopa o06CbxaaT KpUTUYHO HayyeH Npobnem, HepelleH KbM MOMEHTA, U AUCKYTUpaT Apyra nybnukaums.

LiutupaHusita Ha Gubnuorpadckute U3TOUHULM B TekCTa Cce 0bo3HayaBart ¢ Ludpm B kBagpaTHU ckobu no peaa Ha nosisata um. bubnuor-
pachuaTa ce noapexaa no pefa Ha nosiBa Ha U3TOMHULMTE B TeKCTa. M3nnCBaHETo Ha BCEKM M3TOYHMK € Ha HOB pef ¢ apabcka Homepaums. [lau-
HUTE ce 0ChopMAT MO CNEAHNS HaunH (BaHkyBbp CTun):

— Cmamuu: Astop(n). 3arnasue Ha cTatuaTa. 3arnasue Ha cnucaHneTo (cbkpateHo no Index Medicus), roanHa, Tom (volumen), Homep Ha
KHwxkaTa (6poi) B ckobu, ctpanuun (oT-go). Mpumep: Yakub YN, Freedman RB, Pabico RC. Renal transplantation in systemic lupus
erythematosus. Nephron, 2019, 27(1):197-201.

- lybnukayuu ot c6opHuk: ABTop(M). 3arnaswe. B: (3a natuHuua In:) 3arnasme Ha cbopHuka. MopenHOCT Ha U3aaHKeTo, peaaktopu. Mecto-
u3gasaHe (rpad), M34aTencTso, roauHa Ha U3aaBaHeTo, cTpaHuum (oT-8o). Mpumep: Wilkinson AH. Evaluation of the transplant recipient. In:
Handbook of Kidney Transplantation. 6th ed. G. M. Danovitch (Ed.). Boston, Little, Brown and Co., 2019, 109-122.

— Kuueu: Aetop(n). 3arnasve. MecTouanaBaHe (rpaf), U3AaTencTBo, roMHa Ha W3faBaHeTo, cTpanuLy (01-00). Mpumep: Welimaroe 4.
CucmemHu eackynumu. C., Med. u ¢pu3k., 2019, 8-11.

— lNpw unTpaHe Ha enekmpoHHU nybukayuu, NON3BaHN OT WHTEPHET, KbM aBTOpUTE U 3arnasueTo ce Ao6aBs W NWHK KbM nybnukauusTa
3aefiHo C AaTata, Ha kosTo TS e buna AoCTbHa.

Ako aBTopuTE Ca 40 TpUMA, Ce M3NMeBaT amununTe, NocneaBaHn oT uHMUmManuTe um (6e3 Toukw). Korato aBTopute ca noBeye OT TpuUMa,
Cnea MMeTO Ha TpeTus ce nuwe "u ap." (3a natuhuua — "et al."). Hacmoliyueo ce npenopwysa yumupaHemo (no3HagaHemo) U Ha b6breapcku
U3MOYHUYU.

UntoctpatuBHMAT MaTepuan (tabnuup, urypu, CHUMKI) Ce NOCTaBs Ha CbOTBETHUTE MECTA B TEKCTA ChC 3arnaBus U nereHan Ha 6bnrapc-
kv eauk. 3arnaBusiTa Ha urypute He TpsibBa fja ca BKMtoueHu B u3obpaxeHneTo. Heobxoammo e cHumkuTe ga 6vaat ¢ gobpo kavectso (noHe 300
dpi) n noaxogsw copmart (.jpg, -tif, .png). Tabmuuute Tpsabea ga 6baaT npegocTaBeHn BB POpMAT, KOATO MOXE Aa Ce pefakTupa, a He Kato
n3obpaxeHus.

V3non3sanuTe B TeKCTa CneLmMUYHN ChKPaLLEeHUs Ce BbBEXAAT B CKOOW Npu mbpeaTta nosiBa Ha LIANOTO HaMMEHOBaHME.

MepHuTe eguHuum criega aa ca no cuctemara Sl.

Marepuanure ce u3npawar Ha e-mail Ha OpraHM3aLUMOHHHS cekpeTap.
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