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ApyxaBawmTe 3abonasaHnsa npy nauneHT ¢ HagovbpeyeH uHUMAEHTa-
FIOM W NEKO NOBULLIEH KOPTU30M, T.Hap. CyOKMUHUYEH cnHapom Ha Cush-
ing. MNMaumeHTNTE C METaDOMNUTHM OTKIOHEHUS MOXe Ou Buxa umanu
nonsa OT ONepaTUBHOTO fIEYEHUE, HO HAMAa AOCTaTbYyHO NPOYYBaHWS,
KOWTO Aa ca uscrneasanu Tosa. Taka, HacoYBaHETO 3a aApeHanekToMus
B Te3un criydam 6u 6uno gobpo peLleHne Npyu HAKOM KOHKPETHW NauueH-
TW, HO He 1 oBLLOBaNMAHO NPaBmMIIo.

M. Bankosa

NPEMNOPBKK 3A NOBEAEHUE NMPU TUPEOUO-ACOLIMMPAHA
OODTAJIMONATUA

Bartalena,L.et. al. The 2015 ETA/EUGOGO Guidelines for the Management
of Graves’ Orbitopathy: Draft. 2015

Opb6uTtonaTuaTa Ha ['peliBc, N3BECTHa OLLUe KaTo TMpeoua-acoum-
npaHa odpranmonatus (TAQ), e rmaBHaTa M3BBLHTUPEOWAHA NpPOsBa
Ha BbonecTtTa Ha [periBc. Texkute dopmn ca pegkn. JledeHmeTo e He-
CbBBbPLUEHO, TbIl KATO NMOBCEMECTHO YTBBLPAEHWUTE anroputMy Ha no-
BeAEeHVEe He Ca HacoyeHu KbM nartoreHesaTa Ha GonectTa. M3bopbT
Ha onpeferneH TepaneBTUYeH nogxond TpAOBa Aa ce OCHOBaBa Ha
OLEeHKaTa Ha aKTMBHOCTTa U TexecTTa Ha TAO. JlokanHute cpenctea
KaToO U3KYCTBEHMW CbIi3W, YHIBEHTU U TbMHW O4YuUna ca npenopbynTen-
HW Npu BCWYkM naumeHTw. Mpu nekmute dpopmn Ha TAO e gocTaTbyHa
cTpaTervsiTa ,m34akan n Habnrogaean’. Jlekute cMMnToMU ce NOBMNWs-
BaT OT 6-MeceyeH Kypc CbC ceneH. Ton Cnyxu u kato npotunaxkTuka
cpeLly nporpecus Ha 3abonsaBaHeTo KbM No-TexkuTe My dopmun. Jle-
KMTE M TEXKN POPMMU N aKTUBHMTE OodpTanmonatiu ce nekysaT C BUCO-
KW [03M [NHOKOKOPTMKOMAW, 3a NpegnovmTaHe MpUroXeHu MHTpase-
HO3HO. ToBa ce e o4yepTarno KaTo Tepanus OT MbpBa NUHUSA, KaTo Hal-
pobparta KymynaTvBHa [03a MeTUNNpeaHU3onoH e mexay 4,5 n 5 g,
BBMNPEKN Ye Npu No-TexkMTe hopmm ca ONyCTUMM U NO-BUCOKM 03K (<
8 g). JlbueTepanuaTa Ha opbuTuTe € ehPeKkTUBHa Hali-BeEYE NPy OYenBu-
ratenHu HapylleHus. KomBuHmnpa ce ¢ opanHu rnokokoptukonamn. U Ha-
Kpas, Nopaan Hanu4YMeTO Ha FMHOKOKOpTUKoua-pesucteHTHa TAO, kato
CpeacTBO OT BTOpa NMUHUA MOXeE da ce npunoxu rituximab, He3aBucmo
OT Pa3HOMOCOYHMTE pe3ynTaTh ¢ Hero. OnepaTMBHUAT NOAX04 ce 3anas-
Ba 3@ BCUYKM NauUMEHTW, MpWU KOUTO creq NPOBEAEHOTO MeveHne ce av-
arHocTuumMpa HeaktusHO 3abonssaHe. M3sbplusBaTt ce opbuTanHa ge-
KOMMPECUS, XMPYPrisa Ha Krnenaya, Kopekums Ha cTpabusma.



Enudemuonozusi. HoBU ennaemMuonorMdHn LaHHW paskpueat
Kaksa e yecTtoTaTta Ha TAO cpep obLiaTta nonynauusa u cpeg nauneH-
TUTE C XUNEPTUPEONaN3bM, AbKall ce Ha bonecTtTta Ha [pensc (y
Hac No-u3BecTHa kaTo Basenosa 6onecT). 3abonsemocTtTa oT 6onecT-
Ta Ha [penBc cpef HaceneHneTo Ha Llseumns e 210 Ha MUNNOH Hace-
neHve roguLlHo, NPY CbOTHOLUEHME XeHn:Mbxe 3,9:1 1 nukoea Yec-
ToTa Mexay 40- n 60-rogmwHa Bb3pacT. YectoTata Ha opbutonatus-
Ta Ha [penBc e 42,2 3aboneny Ha MUNNOH HacerneHne roguLLlHoO, Unn
20,1% oT naumneHTnTE ¢ Basegosa Bonect, oT komTto 31,9 (15,2%) ¢
HenHdunTpatueHa n 10,3 (4,9%) ¢ nHdunTpaTneHa dopma. B [aHus
yecToTaTa Ha yMepeHo TexkaTta u TexkaTta dopma Ha TAO cpefn Ha-
ceneHneto e 16,1 Ha MUMMOH TOAWLUHO, CbC CbOTHOLLUEHME Xe-
HU:MBXE 5:1 1 nuk Ha nossata mexay 40- n 60-roguliHa BBL3pacT.
EnnaeMmonornyHnTe KpMBKM He ce NPOMEHNAT NPeau U cnep Bbeexaa-
He Ha 3a4bMKUTENHOTO oaupaHe Ha conTa B Te3u cTpaHun. B OaHus
YyecToTaTa Ha YMepeHo TexkaTta u TexkaTta dopma Ha TAO cpep na-
LUmeHTn ¢ Bonect Ha Npeiec e 4,9%, 6nuskn [o AaHHUTe 3a UTanua —
6,1%. BCBLHOCT UUTMpaHWTE OaHHM 3a UTanuaHckaTa nonynauus
Npounsnu3aT OT €AUH CaMOCTOSITENEH LIEHTLP, KOWTO Hamupa u apyru
WHTEpPECHN pe3ynTaTu. MiscnegoBatenute yCTaHOBABAT, Ye 3Ha4UTEnN-
Ha 4acT OT naumeHTuTe ¢ BonecT Ha [pensc (> 80%), KOUTO HAMAT
TAO B HayanoTto Ha 6onecTTa, He pasBuBaT 3abonsiBaHeTo u crieg 18
meceua. MNpu Tesn ¢ Han-nekata copma Ha TAO, cumnToMUTE camu
oT3BYyYaBaT, 6e3 Aa e HeobxoauMma nekapcka Hameca B obLmsa criyqan.
MHTepecHo e, ye npe3 2012 ropg., cpaBHeHa ¢ 2000, nma TpaiHa TeH-
OEHUMS1 32 HacouBaHe KbM BUCOKOCMELManuanMpaHuTe LEeHTpoBe Ha
EUGOGO Ha naumeHT ¢ No-nek1 1 no-manko aktmeHm dopmm Ha TAO.

AkmusHocm u mexecm Ha TAO. OnpedesisHemo Ha akmue-
HOcmma (akmueHa usu HeakKmueHa) u mexecmma Ha TAO — ne-
Ka, yMepeHoOmexKka U MHO20 MeXKa (3amniaweauja 3peHuemo)
¢ghopmMa, He ce € NPOMEHUIO OT nocrnegHUTe npenopbku npes 2008 r.
Makap 1 YacTn4HO cyOeKTMBHW, CKanuTe 3a OLieHKa, KOUTO ce npunarat B
KMMHWYHATa NPaKTUKa, AOCTaTbYHO TOYHO ONPELENsT akTMBHOCTTA (CKa-
nata CAS) n texectta (NOSPECS) Ha 3abonsBaHeTo, a OTTam u
KakBo ga 6bae nevYeHneTo, U 3a ToBa ce NpenopbLYBar.

Bcuyku nayueHmu ¢ TAO cnedea da 6b0am Haco4YeaHU 3a
JNleyeHUe KbM crieyuasnusupaHu yeHmpoee, 3a rpednovdumaHe Kbm
KOMOUHUPaHU KITUHUKU 3a MUpeoudHU U 04YHU 3aboJisieaHusl.

Puckosu ¢bakmopu. TroomiwoHonyweHe. 3abonsaBaHeTo npoTuda
MO-TEXKO NpU NyLUa4MTe, OTKOMKOTO NpU HenyLwavmTe. AKO Ce Hanoxu
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paguonoaTepanus, Npy NyLlaynTe Crneq Hes MMa no-4ecTo BrollaBa-
He Ha TAO unu nosisa Ha BonecTTa de novo. TIOTIOHOMYLLEHETO oTha-
ra wnu otcnabea edekTta OT NeYeHMETO C MMYHOCYMNpecuBHa Tepa-
NWs, AOKaTO BBb3ABPXKAHWMETO OT THOTIOHOMYLUEHE € CBbp3aHo C Mo-
[o6bp nsxod. Mpenopnbysa ce siekapume 0a Hacbp4yagam 6CUYKU
nayueHmu c 6onecm Ha lpeliec 0a npeycmaHoesim rnyweHemo,
He3aeucumo om Hasu4uemo unu omcbcmeuemo Ha TAO.

JleyeHue Ha ocHosHOmoO 3abonsdeare. llpu nayueHmume c
TAO e saxHo O0a 6b0e MOCMuU2HamMo eymupeousGHO CbCMOSIHUE.
AHTUTUPEOUOHNTE MEOMKAMEHTU, KaKTO U TUPEOUAEKTOMUSTA cama
no cebe cu, HIMaT OTHOLLEHME KbM ECTECTBEHMA xof Ha GonectTa.
PaduoilioOmepanusima HoCcU MaJTbK, HO 3Ha4UM PUCK om esowa-
eaHe Ha TAO unu pazsumuemo my de novo. To3u puck e Hal-
8UCOK Mpu nywayu u npu nayueHmu ¢ mexnK xurnepmupeoudu-
3bM — C 6UCOKU Huea Ha mupeoudHume TCX-peuyenmopHuU aH-
mumena (TPAB) u/unu eucoku Huea Ha c80600HUsI mpulioOmu-
PpOHuUH (CT3), KaKmo u npu CKOPOWHO Ha4yasio Ha xurnepmupeo-
udusma. lMouymu cuzypHa npodchunakmuka Ha me3u HexenaHu
nocnedcmeusi ce nocmueaa, ako 8 Ha4yaJiomo Ha paduomepanusi-
ma ce Oade npedHU30H 8 HUCKa do3a (Ha4anHa do3a 0,2 mg/kg
meeano Ha OeH) 3a 6 ceOMuyu u 3amoea msi ce npernopbY4Yea npu
ecu4ku. BaxHo e pga 6bae kopurmpaH HesabaBHO HOBOBB3HUKHAMNMWAT B
pesynTaT Ha paguoioaTepanuaTa xunotupeonamsbm. Koe e Haii-nog-
XOAALLOTO NeYeHne Ha naumeHTuTe ¢ xuneptupeonanssm u TAO — ganm
C aHTUTMPEOUAHN MEOUKAMEHTU, UM C TUPEOUZAEKTOMUSA, UN C paamo-
nopgabnauus, e BNpoc, KOUTO BCE OLLe He e nonyynn cBos ybeauteneH
oTroBop. KbM MOMeHTa e curypHo, Ye e HeobxoaMmo Aa ce MoCTUrHe
€yTMPEOoNZHO CbCTOSHME M TO Aa Ce NOAABbPXKa MHOIO CTPUKTHO.

Kak da ce nekysa nekama ¢bopma Ha TAO? lNMpn noBe4eTo Naum-
eHTU ¢ neka dopma Ha TAO He ce Hanara nedvenue. NMpeanpuema ce
n34yakeatenHo noeseaeHve. lpenopwysea ce, pa3bupa ce, crnupaHe Ha
mromroHonyweHemo, u3roJi3eaHe Ha JIOKa/llHuU cpedcmea Kamo
U3KycmeeHU ChJI3U U OYHU YH28€HMU; NPOL4bINKaBa Ce NEYEHNETO Ha
OCHOBHOTO 3abonsBaHe, kaTo LenTa € 3anasBaHe Ha eyTUPEOoWAHOTO
CbCTOsIHME. B HAKOM Cnyyaun, ako e eJ1oWeHo Ka4ecmeomo Ha xueom
Ha nayueHma, Moxe 0a ce NPUJIoKU UMYHOCYnpecueHa meparusi,
Modo6HO Ha masu fnpu yMepeHo mexkama ¢ghopma e akmueHa ¢ha-
3a; wiu NbK 0a ce npeodnpuemMe e b3cmaHosumMeJsiHa Xupypausi, ako
3abosisieaHemo e 8 HeakmueHa ¢ha3za.
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Mo OTHOLLEHME Ha ApYr CMOPEH BBMPOC, UMa TN MSICTO Ce/leHbm
B NeYeHNEeTOo Ha nekute dopmmn Ha TAO, oTroBopbT Hackopo Be aa-
OEH B €4HO MHOMOLEHTPOBO ABOWHOCIANO, nrauebo-KOHTPOonMpaHo
npoy4ysaHe. B Hero ce yctaHossiBa, 4e 100 ug HaTpueB cerneHaT ABsa
NMbTN HEBHO (oTroBapsALo Ha 93,6 Ug ceneH gHEBHO), NpuemaH 3a 6
Meceua, BOAU 0 NogobpeHne Ha KavyeCTBOTO Ha XKMBOT, KAKTO U Ha
OYHUTE MpPOsiBY, KaTo nogobpeHmeTo ce e 3anaswno 12 meceua cnep
cnupaHe Ha npuema. B ponbnHeHWe, yecTtoTata Ha nporpecupaHe
KbM no-Texxka dopma Ha 3ab0nsiBaHETO € 3HAYWUTENHO MO-HMCKA B
rpynarta, npuemalla CereH, CpaBHEHO C rpynaTta Ha nnaudebo. EgHa
noapobHOCT e, Ye B WU3CreaBaHeTo ca Ounu BKMHOYEHW MaUMUEHTMH,
naBaLlm oT pervoHn Ha Espona ¢ nssecteH ceneHoB geduuunt. Janu
edekTbT OM BUN CbHLLO Taka OTYETNINB, aKO CEMNEHBT CE NPeanncBa Ha
nauueHTy, naBawm OT PalioHU C AOCTaTBYHOCT Ha CEreHa, He e u3-
BECTHO. Hsama pokasartencteBa obade, ye npu ObArOroguLLIHO, NEKO
NPOTUYALLO M HEAKTUBHO 3ab0nsBaHe CENEHBT MMa MONe3eH egekT.
B Te3u cniyyam e no-gobpe naumeHTLT Aa ce HacouM KbM NNacTUYHO-
Bb3CTAHOBUTEIHA XUPYPIWs, ako ce Hanara.

JleyerHue Ha ymepeHomexkume u mexkume ¢gpopmu Ha TAO. Bu-
CoKU 003U erroKoKkopmukoudu u opbumarnHa mpyemeparnusi. Tlpu ak-
mueHo 3ab6oJisieaHe MbPBO cpedcmeo Ha u3bop e napeHmepasnHo-
mo npusioeHue Ha 8UCOKU G03U 2JTFOKOKopmuKkoudu. MNpu nHTpaBse-
HO3HO MPUIOXEHNE YecToTaTa Ha CTPaHNYHUTE ehekTU Ha KOPTUKOCTe-
pouanTe € 3HAYMTENHO MO-HWUCKA, CPABHEHO C nepopanHoTo — 39% cpe-
wy 81%. Taka npunoxeHu, Te ca 1 No-edPEeKTUBHN — OTTOBOPBLT KbM J1e-
YeHneTo e 70-80% npu MHTPaBEHO3HO NpUroxeHue, cpelly 50% npwu ne-
popanHo. Kak gewctear rnokokopTukongute? Mo gBa nbTa — HEreHo-
MEH, Npu KONTO epeKTLT € ObpP3, B paMKUTE HA MUHYTU, U FEHOMEH, KOW-
TO € OAbMArOCPOYEH M HacTbnBa No-6aBHO. TaM, KbAETO € HEBB3MOXHO
WHTPaBEHO3HOTO NMPUIIOXKEHME, AOMYCTUM, Makap U He TOnKoBa edeKTu-
BEH BapWaHT e NpunaraHeTo Ha NnepoparHun npenaparu.

Kakea da 6bn0e cxemama Ha npunoxeHue? Nma pasnuyHn npo-
TOKOMW, C KOUTO Ce AOCTMra KymynaTtuBHaTta gosa ot 4,5 g metun-
npeaHu3onoH. Had-paznpocmpaHeHusim e no 0,5 g memunnpeod-
HU30JI0H ceOMUYHO 8 NPodbJhkeHUe Ha 6 ceOmMuyu, cied Koemo
no 0,25 g cedmuyHo owe 6 cedmuyu. CbuwussM NPOMOKoJ, caMo
4ye no 0,75 g ceOMu4HO npe3 nbpsume 6 ceOmuyu, cied Koemo
no 0,43 g, ce u3nos3ea NpPuU MHO20 MeXKU (HO He 3ansawseawju
3peHuemo) ¢hopmu Ha TAO. [pyr npOTOKOM, U3MON3BaH B HAKOU
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LEHTPOBE NMpu ymepeHo Texkn dopmm Ha TAO, e no 0,5 g meTtnnn-
PELOHU30MOH AHEBHO 32 TPY OHW, NpuUnaraH Taka npes uHTepsan ot 2
cegmuum, nocnegsaHo ot 0,25 g AHEBHO 3a TpW AHMW, CbLUO npes 2
cegmuun. MNpy cpaBHEHVE Ha ABaTa BMAA NPOTOKOMNM Ce YCTaHOBABA,
ye BTOPUAT € Nno-Marnko edpektmBeH (41% cnpsimo 77%) 1 € cBbp3aH ¢
no-Bucoka TokcuyHocT. OT gpyra cTpaHa, Mo-BUCOKATE AO3W NHOKO-
KOPTMKOUAN NPU €XEAHEBHOTO NPUIIOXKEHUE MMAT NO-3HaAYUM eqeKT
npyu aktmeHa TAO u npu nporpecupano 3abonsasaHe, 3annallBallo
3peHueTo. B Takuea criyyau ce npunarat no 0,5-1 g AHEBHO HAKONKO
NbTW B pamknTe Ha 2 cegmuum. OBMKHOBEHO Ce JocTura KymynaTue-
Ha fos3a oT 4,5-5 g MeTunnpeaHW30moH, a Npy 3acTpallaBaHe Ha 3pe-
HVMeTO TS MOXe Aa € U no-eucoka. Tpsbea ga ce umar npeasug v
CTPaHUYHUTE edEKTU Ha BUCOKATE [03M KOPTUKOCTEPOUAM — Mpu
AHeBHa fosa > 0,5 g MeTunnpeaHM3onoH u/vnu kymynaTMeHa gosa >
8 g, cTpaHnyHUTe edekTn ca ABa NbTU nosedve. Haii-cbllecTBeHUTE
OT TSIX Ca CbPAEYHO-CbA0BU, MO3BYHOCHOO0BW YCIOXHEHWSA U XenaTo-
TOKCWYHOCT. Bbnpeku Ye onTumanHuaTt nevyebeH npoToKon npeacToun
da 6bae OTKPWUT, 3acera moraT Aa Ce HanpaBAaT CnegHuTe pasyMHU
npenopbku — 0a He ce npeeuwasa dHeeHa do3a om 0,5 g memuii-
npedHuszosioH u 0,75 g mMemusnnpeOHU30JIOH NPU nayueHmMu ¢
ounnonusi; KymynamueHama 0o3a 0a He npeesuuwiaea 8 g; 0a ce
u3bsicea cxemMama Ha npusiacaHe Ha Kopmukocmepouodu e roc-
nedoeamenHu OHu! MNpean 3anoyBaHe Ha NEYEHNETO C MMOKOKOPTU-
kouaw, ce npenopbvyYBaT CKPUHWHIOBW U3CNEeABaHNA — Ha YepHoapob-
HW €H3UMW, BUPYCHN MapKepu 3a XenaTuT, KpbBHa 3axap Ha rmagHo,
YyNTPasBYKOBO M3cnenBaHe Ha 4yepHust apob. KoHnmpauHluyupaHu
3a npoeexdaHemo Ha makoea Jie4eHue ca CbomeemHo nayueH-
mu ¢ eupyceH xernamum, 3Ha4YumMa 4epHoOOpobHa Hedocmamby-
Hocm, mexKo cbpde4yHO-cbO0B80 3abosissieaHe, mexKonpomu4a-
wa xunepmoHuyHa 6osecm, Hedobpe KOHMpoONupaH 3axapeH
duabem. No BpeMe Ha NEYEHNETO C KOPTUKOCTEPOUAMN, BCEKM MEceL]
TpsbBa Aa ce npocneasiBat KPbBHOTO HansraHe, HUBOTO Ha KpbBHaTa
3axap u YyepHoapobHuTe nokasatenu. [Npenopbysa ce olle Ha nauu-
EHTMTE Oa ce ocurypu npodunakTmka Ha NenTUYHUTE A3BU U Ha rIo-
KOKOPTUKOMA-MHAYLUMpaHaTa OCTEoNnopo3a, KaTto Ce npwunarat CbOoT-
BETHO MHXMOWTOPU Ha NPOTOHHATa Nnomna 1 BUTaMuH D 1 kanuui (cbe
nnn 6e3 GudpocdoHar).

OpbumanHa nv4emepanus. To3n METOL Ce WU3MNOMn3Ba 3a Kopu-
rmpaHe Ha guMnNnonuaTa U NOABWXHOCTTA Ha OYHUTE MycKynu. Hakoun
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NpoyYBaHWsi NMOCTaBAT MOA BBLMNPOC eEKTUBHOCTTa My, a APYyrn Ao-
kassaT cuHepau4eH eghekm Ha opbumasiHama sib4Yemeparnusi, ako
ce KOM6UHUpa ¢ nepopasnHu 2yIloKokopmukoudu. KymynatneHata
[o3a 3a Bcska opbuta e 20 Gy, pasnpegeneHa B 10 gHu (no 2 Gy
OHEBHO) B Npoab/PKEHUE Ha 2 cegmuun. ToBa € Hal-4ecTo M3MNons-
BaHWAT NPOTOKON. ANTEPHATMBHO € npunoxeHueto no 1 Gy cegmuny-
Ho 3a 20 cegmuun. To3n pexmM e CbLUO TONKOoBa ePEKTUBEH, a U No-
nobpe TonepupaH. Cneg nbyetepanus naumeHTute Tpséea ga 6vaar
npegynpeaeHun, Ye € Bb3MOXHO BPEMEHHO BrOLIABaHe Ha Onnaksa-
HMSITa UM OT CTpaHa Ha ounTe. Te3u HexesaHu rnocsedcmeusi Mo-
eam da 6b0am oesladeHu, ako 3aedHO C JibYemepanusima ce
npueMam opasilHuU 2/TIOKOKOpMuUKoudu U moea e fnpenopnka 3a
KJIUHUYHama npakmuka. He ca yCTaHOBEHM HeraTtuBHM ObNroTpan-
HW NocrneacTBus, CBbP3aHU C NbYeTepanuaTa Ha opbuTtuTe.
Rituximab. Rituximab e MeovkamMeHT, n3nonseaH npes nocneg-
HUTE TOQVHW NPU Pas3fUYHN aBTOMMYHHU 3ab0nsiBaHWS M3BBLH KpaTka-
Ta XapakTepucTuKka Ha npogykra, nopaan ToBa Ye notucka B-numdo-
uMTUTE M Modynupa yHKuMUTE M. TOW € npunaraH B Mpoy4BaHus
KaTo BTOpPO CpeAcTBo Ha u3bop npu aktveHa TAO, HeoTroBapsLla Ha
NeYeHNETO C MHTPABEHO3HU KOPTUKOCTEPOUAM, KaKTO U KaTo cpencT-
BO OT MbpBM pefd, KOeTo AoBexAa OO0 MHaKTuBupaHe Ha Bonectta B
Kpasi Ha npoy4BaHeTo. Hackopo ca nybnukyBaHu u pesyntatute OT
OBE Marku paHgoMusvpaHy KnnHWYHK npoyydsanus. Rituximab e npu-
noxeH npu 15 nauneHTn ¢ ymepeHoTexka u aktnesHa TAO, a apyru 16
Ca NeKyBaHW C UHTPaBEHO3HM kopTukocTeponan. O4HOTO 3abonsBaHe
ce nHaktusmpano npu 100% oT nekysaHuTe c rituximab, cpelty 69%
OT NeKyBaHUTE C KOPTUKOCTepouaun. Hewo noseye, peakTmempaHe Ha
3abonsaBaHeTo M306WoO He e HabnwogaBaHo cnepq rituximab, gokaro
TakoBa uma npu 31% OT nekyBaHWTe C KopTukocTepouau. B gpyro
npoy4ysaHe rituximab e npunarad B go3a 1000 mg (ABa NbTU Mpes
OBYyCEAMWYHWN MHTepBanu) npu 12 naumeHTn, a npu gpyru Tpuma —
KaTo egHokpaTHa mHxekumsa ot 500 mg. MiscnegosatenuTe U3nonasa-
nM TakaBa eAuHWYHA [o3a nopagu HabnopgeHusaTta, 4e 100 mg ot
MedMKaMeHTa ca AOCTaTbYHM 3a MbIHO U3yepnsaHe Ha B-kneTkute.
B gpyro npoyyBaHe rituximab e npunoxeH npu 13 naumeHTn un e
cpaBHeH ¢ nnauebo. ToBa npoyyBaHe He OEMOHCTpMpa NPEBb3XOAC-
TBO Ha MeaMkameHTa. Hewo noeseve, TpumMa naumeHTW, KOMTO He ca
UManu HUKaKsM MHAMKAUMK 33 BrOLIaBaHe Ha 3PEHUETO Npeamn Hava-
NOTO Ha MpOYYBaHETO, CMNeA HEero pasBunu AUCTUPeouaHa OnTUYHa

14



HeBponaTtus (JOH). KakBa e npuymHaTta 3a Te3nm pasHOMOCOYHM pe-
3yntatn, He Moxe fa 6bae obACHEeHO CbC curypHocT. 3acera obade
MOXe Aa ce gafe npenopbka rituximab ga ce n3nonssa KaTto CpeacT-
BO Ha BTOpY M300p, Npu NaumeHTn C ymepeHoTexka u aktmeHa TAO,
pe3nCTEHTHa Ha NEYEeHNETO C MHTPaBEHO3HWN KopTukocTepouau. lMa-
LUMEHTM, NPU KOUTO MO-CKOPO He TpsbBa Aa ce npasu ONuT 3a feveHne
¢ rituximab, ca Te3an cbc 3annawsawa JOH n Bcu4ku ¢ ronama npo-
ObIDKUTENHOCT Ha 3abonaBaHeTo. OCBEH onacHOCTTa OT BPEMEHHO
BMoLlaBaHe Ha O4HUTE onnakesaHusA (passutue Ha [JOH) cneg rituxi-
mab npu 10-30% OT nauueHTUTe crneq nbpBaTa UHAY3NA ce NPosBS-
BaT KPaTKOCPOYHU CTPaHWYHWN edpekTU. MNMoHskora Bb3HUKBAT npexoa-
HW, HO 3HAYUTENHN OTOK M Bb3nanexue. MNpemegmkaumnsaTa ¢ aHTUXUC-
TaMWHOB MpenapaT U HUCKa [03a XUAPOKOPTU3OH npean nHdy3maTa
MOXe [a Hamanu pucka oT CTpaHWdHU edbekTu. PassutneTo Ha WH-
dekumm crnep nedeHuve c rituximab e gobpe M3BECTHO cpef nauneH-
TUTE C pEBMATOUAEH apTPWT, fneKyBaHu ¢ Hero. [pn koMBuHMpaHeTo
Ha rituximab ¢ gpyr MMyHOCynpecuBeH npenapaTt MoXe Aa ce passue
nporpecnBHa MyntudokanHa eHuedanonatus. Moxe ga ce o600y,
Yye rituximab e eb3MOXXHa anmepHamuea Kamo cpedcmeo om
emopa JIUHUsI 8 JiedeHUemo Ha ymepeHomexxku ¢chopmu Ha TAO e
akmueHa ¢ha3za, koumo ca ¢ Masika 0agHocm U ca nposieunu pe-
3UCMEeHMHOCM KbM Jle4eHUemo ¢ UHMpPaeeHO3HU 2JIFOKOKopmu-
kocmepoudu. MNpenopbyBa ce B Te3N criyyan ga ce M3nonsea ef-
HokpaTHa gosa oT 500 mg rituximab, kaTo npeau ToBa ce MPUMOXU
npemMeanKauus ¢ aHTUXMCTaMUH U HUCKa J03a XUOPOKOPTU3OH.
Cyclosporine u dpyeu npenapamu. Kom6buHupaHama mepanusi
¢ cyclosporine u opanHu 2nOKOKOpMUKoudu ce nperopbYea
Kamo cpedcmeo om emopa JIUHUsl Npu Jie4eHUemo Ha nayueH-
mu ¢ ymepeHomekka u akmueHa TAO (ma6n. 1). [Iee paHgomMusm-
paHN KOHTPOMNMpaHW NPOYYBaHWA AEMOHCTPMPAT, Ye Npu yMepeHo-
Texka n aktneHa TAO KoMBMHaUUSATa OT oparnHy KOpTUKOCTEpOMAan 1
cyclosporine e no-eeKkTMBHa OT NpUNaraHeTo Ha BCAKO €4HO OT TAX
nootAaenHo. B egHo npoyyBaHe nauneHTUTe ce pasgensT Ha ABe rpy-
nu — egHUTE ca NnekyBaHW camo C NPefAHU30oH, B HavanHa gosa 100
mg Ha fdeH, C NOCTENeHO HamansBaHe Ha fosarta 3a Tpu Meceua;
apyrute npuemart u cyclosporine B NpoagbimkeHne Ha 12 meceua (Ha-
YanHa gosa 5 mg/kg Terno). KombuHupaHata Tepanvsa goeexaga Ao
MHOro no-gobpu pesyntaTii No OTHOLUEHWE Ha OYHUSA CTaTyC U MHOrO
no-marnko peumauem Ha GonecTtTta. B gpyro npoyyBaHe nauveHTUTe
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nonyyaeaT NbpBO MOHOTEPANWs CaMO C €AVHUS MeAMKaMeHT —
npeaHusoH (HadanHa gosa 60 mg Ha AdeH) unu cyclosporine (HavanHa
posa 7,5 mg/kg Terno). Cneq ToBa, Npy HEMBIIEH OTTOBOP KbM MOHOTE-
panusTa, ce fobaes 1 BTOPUAT MeavkameHT. Taka 60% OT HeoTroBopu-
NTE Ha NEYEHUETO C eANHUS MedMKaMeHT ce NoenusaBsaT Jobpe oT KoM-
OuHauusTa mexay AsaTa. Han-uyectute CTpaHUyHM edheKTy Npu neveHn-
eTo ¢ cyclosporine ca 6b6peyHa 1 YepHoapOobHa HEQOCTATBLYHOCT, KOUTO
Ca [0303aBWCMMU, KaKTO W MMHIMBanHa xvnepnnasvs, noBuLIaBaHe Ha
KPBBHOTO HansAraHe, passuTue Ha MHAEKLUMO3HN 3abonsaBaHus.

Ta6nuua 1. Bb3MoxHM neyebHM Noaxoau Npu akTMBHa M HeakTuBHa TAO

YMepeHoTexka u aktuBHa TAO

!

WHTpaBeHo3HM (Mnu nepopantun) NK

HeaktueHa TAO YacTnyeH/HnkakbB OTroBOp
! ! ! ! !
Bw3cranoBuTenHa | i.v. Mepopanuu MK + Mepopanumn MK | Rituximab
Xupyprus K opbuTtanHa paguo- + cyclosporine
Tepanus

Cukp.: MK — rntokokopTukongmn

Kak ce nekysa 3acmpauwasauwja 3peHuemo TAO? MNpy naumeHTnTe
¢ TAO cblUecTByBa pUCK OT pasBuUTUE HA CMELLHO CbCTOSIHME, 3annall-
BaLLO 3peHuneTo M. To moxe ga ce Abimkn Ha JOH vnu Ha pedekT Ha
porosuuata. JleyeHuemo ce 3aro4ea He3abagHo ¢ 8UCOKU 003U Me-
munnpedHu3onoH — no 500 nnmn 1000 mg OHEBHO B TpW nocnefosa-
TenHM gHW unu npes geH. Npn Heycnex KypchT ce NOBTaps creasallara
cegmuua. YcrneBaeMocTTa Ha NiedeHneTo e okono 40%. lMpu nunca Ha
omeoeop KbM JiedHeHUemo, nayueHmbim ce Haco4Yea KbM xupypau-
sima 3a cnewHa dekomMnpecusi Ha opéumume.

Kaksa e ponsima Ha eb3cmaHosumenHama xupypaus? Cnep kato
TAO e oBnagsHa, T.e. € B HeakTMBHa dpasa, MoraT Aa OCTaHaT HSAKOM
BUOUMU M3MEHEHNS B opbuTanHuTe Mekn TbkaHw. [penopbyBa ce Te ga
ObaaT kopurmpaHu. Hanprmep, korato ek3oTanMbT € MHOMo U3PaseH,
Cce M3BbpLUBA AEKOMMNPECUs Ha opbuTute; Kopurmpa ce CTpabusMmbT;
M3BBLPLLBA Ce MracTuka Ha Krenavute, ¢ KoeTo ce nogobpsisaT BUOBLT U
dyHKUMATa UM, poabimkUTENHaTa OaBHOCT Ha 3abonsBaHETO He e
KOHTpavHAMKaUUA 3a MpoBeXAaHe Ha Bb3CTAHOBWUTENHa XUPYPrus.
EduncmeeHomo ycsiosue e TAO da 6b0e mpaliHO HeaKmueHa —
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noHe om 6 Mmeceya. AKO ca Heo6xo0UMU HSIKOJIKO pa3JludHU UH-
mepeeHyuu, pedbm um mpsibea Oa e, kakmo cnedea: Ha MbPEO
msicmo — op6umanHa OeKomnpecusi, c/ied moea — KOpeKyusl Ha
Kpueozasiedcmeomo, U HaKpasi — Iyiacmuka Ha Kiernaya.

Kakea e ponsima Ha nokanHume cpedcmea 3a nedyeHue? CNHapo-
MBT Ha CyXOTO OKO € YECTO CpaBHsIBaH Mpv nauueHTute ¢ Oasenosa
BonecT npean m3siBa Ha cBbp3aHaTa ¢ Hest opTanmonaTns. Jbmku ce
Ha UMyHOMeZAMNpaHa ANCHYHKLUMA Ha CITb3HUTE XKIesn, KoUTo MbpBO ce
Bb3Nansear, a cnej Tosa rbposnpar, ¢ pasBuTME Ha BTOPUYEH CUHA-
pom Ha CborpeH. lNpenopbyBa Ce U3MOM3BaHETO Ha HEKOHCEPBUPaHM
N3KYCTBEHW CbI3N C OCMOMPOTEKTUBHI CBOWCTBA. [Mpunarat ce HAKOSKo
MbTW OHEBHO. [pn TeXKUTE crydan Ha cyxoTa B ouuTe e edPeKTUBHO
pobaBaHeTo Ha kanku cyclosporine A (0,05% gga nbTv gHeBHO). MNMpu
JedbekT Ha poroBuLaTta 1 narogTanmM ce usnonssart cybctaHumMm ¢ no-
BMCOK OCMOMNapUTET — ren UMM Mas, KoUTO ce mpurarat npeavMMHo Be-
yep. Mpn nauneHt ¢ aktmeHa TAO, KOUTO UMAaT KOHTpavHAMKauuM 3a
NPUIOXXEHNE Ha CUCTEMHW KOPTUKOCTEPOMAN, MOXe Aa ce obcbau npu-
naraHeTO Ha NEPUOKYMapPHU MHXEKLMN TPMAMLUMHOMOH aueTaT (CUHTETU-
YeH KOpTUKOCTEpPOUZ), C KOUTO Aa ce obnek4u oyHaTa CUMNTOMATuvKA.
TpUamuUMHOIOH aueTaT MOXe [a Ce MHXXEKTMPA M MO KOHIOHKTMBATa Npu
Mo-NEeKN Cryyan Ha peTpakUms Ha ropHUA Krenad npy NauueHTU ¢ akTuB-
HO 3abonsiBaHe. KaTto BPeMEHHO peLUeHne Npu peTpakums Ha ropHUs
Krenad Moxe Aa ce NPUroXu U BOTYNIMHOB TOKCUH, KaKTO MpY aKTUBHW,
Taka 1 Npu HeakTMBHU opbuTonatuun. U Hakpasi, npegu Aa ce npeanpue-
Me onepaTuBHa KOpEKUMs Ha KPUBOMMEACTBOTO, Ce MpenopbyBa Aa ce
onuTa HoceHeTo Ha PpeHen-npu3ma.

Kakbe e anzopumbmbm Ha nosedeHue npu peuyudus umnu He-
nossnusisaHe Om f1€4YEHUemo C UHMPaseHOo3HU KOpmukocmepouou?
Cpedcmea om emopa /uHUs. Bbnpekn 4ye neyYeHneTo ¢ UHTPaBEHO3-
HW KOPTUKOCTEPOUAMN € CPedCTBO OT MbpBa MNWMHWS NPY YMEPEHOTEXKA
n aktveHa TAO, peunanBuTE U HEMBITHWTE OTTOBOPY KbM FIEYEHMETO
He ca peaku. Mpu HannyMe Ha OTroBOP KbM NleYeHNeTo edhekTbT MO-
e Aa ce 3aTBbPAU, KaTo Crnej Kypca C UHTPABEHO3HN MMHOKOKOPTUKO-
MAM ce NpoabIDKM C NepopariHn 3a HAKOMKO cegmuumn. Taka ce Hama-
nsBa pUCKbT OT peunaus. Mpu sunca Ha om2oeop KbM JiedeHuemo
C UHMPaeeHO3HU KopmMuKocmepouodu UMa HSIKOJIKO 8b3MOXHU
eapuaHma: emopu Kypc ¢ 8eHO3HU Kopmukocmepoudu; KoMb6u-
HupaHa mepanusi — opaJjiHu Kopmukocmepoudu + op6bumarnHa
nbyemepanusi (nodxoodsiwa npu oyedesu2amesiHU HapyweHusl U
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dunnonusi); nofobeH, HO He JoKa3aHO eheKTNBEH Nopaau nunca Ha
Npoy4YBaHusi, BapnaHT € N KoMBuHaumaTa BEHO3HU KOPTUKOCTEpOuau
+ opbuTanHa nbyeTepanus; TpeTa Bb3MOXHOCT € TPUMECEYEH KypcC C
YMEpEeHN [03M oparHu KopTukocTepouau (HayanHa posa 0,5 mg/kg
Terno nNpeaHu3oH) B koMbuHauwmsa ¢ cyclosporine — 5 mg/kg Terno 3a 3
Meceua. HYeTBbPTU BapuaHT € Nie4YeHneTo ¢ rituximab.

M. BaHkosa

NPEPABOTEHU NPENOPBKU HA AMEPUKAHCKATA TUPEOMOHA
ACOLIUALINA 3A NEYEHUE HA MEOYNAPEH TUPEOULOEH
KAPLUWHOM (YACT 1)

Wells, A. S. et al. Revised American Thyroid Association Guidelines for the
Management of Medullary Thyroid Carcinoma.

B CALL megynapHuaT TupeongeH kapumHom (MTK) cbkcTasnsasa
1-2% OT BCUYKM KapLUMHOMW Ha LUMTOBMAHATA Xresa. ToBa € MHOro
NO-HUCBK MPOLEHT OT 0bnyanHo umntupaHmTe 3-5%, KOETO BEPOSITHO
Cce Ob/MKN Ha HapacTBaHETO Ha OTHOCUTEMHUSA AAN Ha nanunapHus
TUpEeouadeH KapuuHoM. TOYHOTO XWUCTOMOMMYHO onucaHne Ha MTK
gatnpa ot 1959 r., korato Hazard n cbTp. npegnarat HauMeHoBaHue-
TO ,MepynapeH’. Williams yctaHoBsBa npousxoga My oT napadonu-
KynapHute C-kneTku B LUMTOBMAHATA >XNesa, KOMTO OT CBOSA CTpaHa
npomnsxoxaaTt OT HeBpanHusi rpebeH. Tashjian n cbTp. oTKpuMBaT, 4e
Te3N KMNeTKU HOPManHO CekpeTupaT nonunenTuga KanuuToHuH. Te
YyCTaHOBABAT OLle, Ye KanuMTOHWHBLT Cce NoBuLWaBa crej WHTpase-
HO3HO NMPUMNOXEHUE Ha KanuWui, NEHTaAracTpuH UK N OBETE e4HOBpe-
MEHHO. [10-KbCHO Ce OTKpUBa N HAYUHBT Ha Bb3HUKBAHE Ha TO3U BUS
KapLUUHOM — WM CNOpPagMyHO, UNN KaTo YacT OT HacneAcTBeH CUHA-
poM — MynTUMneHaTa eHOoKpuHHa Heornasus Tun 2 (MEH2A wu
MEH2E) u kato otgeneH cuHgpom — doamuneH MTK.

Emuornoeus Ha criopaduyHusi u Ha ¢pamunHus MTK. RET npoTook-
KOreHbT, IoKanuavpaH BbpXy AbMAroTo pamo Ha 10-a xpomosoma
(10911.2), koampa TpaHCcMeMOpaHeH peuenTop OT TUPO3UHKMHA3HOTO
cemerictBo. RET ce ekcnpecupa B KNeTKK, MPOM3NMU3aLLM OT HEBpanHus
rpebeH, OT XPUIMHUTE apKku U OT yporeHuTanHata cuctema. OTkput e
npes 1985 r. or Takahashi n cuTp. Mo-manko oT AeceT rognHU No-KbCHO
Ce YCTaHOBSIBa, Y€ Ha npakTuka Bcudku naumeHtn ¢ MEH2A, MEH2B6 n
damunen MTK ca HocuTenn Ha repMmHaTVBHa MyTaums B TO3W NPOTO-
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