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OpdhaHHI eHAOKPUHHI .3 Toonsc,

3aXBOPHOBAHHA: Cy4acHI
TeHLEHUIT XIPyprivHoro
NIKYBaHHA B YKpaiH|

LY «IHCTUTYT eHJOKPUHONOTIT Ta 0OMiHY peyoBuH iM. B.IN. KomicapeHka HAMH YkpaiHu»

Pesiome. Ornsag nitepatypu BigoOpaKae NOTOUYHMIA CTaH AiarHOCTUKM Ta Tepanii PifKiCHUX eHAOKPUHHIIX 3aXBOPIO-
BaHb. [10 opdaHHMX 3aXBOPIOBaHb rinodiza BifHOCATHCA AiK i30/1b0BaHi FOPMOHANbHO aKTUBHI MyXIUHY, TaK | aeHO-
MW B CKMafi AEAKNX reHETUYHMX CUHAPOMIB. BinbLUiCTb i3 HUX NOTPeOyE XipypriuHOro NikyBaHHA. EHAOCKOMIYHA Un
MIKpOCKOMiYHa TpaHCheHoifanbHa Xipyprif WMPOKO 3aCTOCOBYIOTHCA [1A NiKYBaHHA NaLiEHTIB 3 aleHOMOIO rino-
$i3a, 0fiHaK B CKMA[HWX BMMafKax Nepliunii nigxia Mae HU3Ky nepear. 1o opdaHHKX 3aXBOPIOBaHb WMTOMOAIOHOT
3ano3u (LW3) BigHoCATL cnopagnuHy Ta CiMernHy MegynapHy kapumnHomy (MK), MKy cknaai cuHapomy MEN2, cimen-
HUI HemenynapHui pak (CHMP), andepeHuinosaHi KapuMHOMYM B CKNaAi AeAKMX CUHAPOMIB, @ TAaKOX aHannacTUIHy
KapumHomy (AK) LL3. TakTrKa npoBefeHHs XipypriuHoro nikyBaHHa cuHapomansHoi MK L3 6arato B YoMy 3anexuTb
B 1l reHETUKO-KNIHIYHMX XapaKTEPUCTHIK, 3HAHHA AKX [ye NOTPibHe AnA BUKOHAHHA NPOGINaKTUUHKX XipypriuHnX
BTPYYaHb He TifbKM B NaLEHTIB, WO XBOPIlOTb Ha MefyNAPHUIA pak, a 1y uneHiB Moro poavHu. Yepes ocobnmBoCTi
xapakTepy AK LLI3 nokasaHHs [0 XipypriuHoro BTpyYaHHs fyxe iHansigyansHi. lepeuHHWiA rinepnapatnpeos (MIT1T)
MOXeE BUHMKATW AK YaCTUHa KOMIIEKCHOTO CYHAPOMY, YN AK HECUHOPOMHE 3aXBOPIOBAHHA | PO3BMBAETHCA BHa-
CNifOK aBTOHOMHOI NPOAYKLIT MapaTropMOHy 3a HaABHOCTI aA€HOMU, KNITUHHOI rinepnasii yCix 3a103, a TakoX paky
npuwmTonoaioHnx 3ano3 (MU3). MITTT Ak cknafgoBa CNaKOBMUX CUHAPOMIB M€ Pi3HI KAiHIYHI GopmMK, YacTo acolli-
I0ETbCA 3 MHOMXUHHUMM NyxnviHamy M3 i noTpebye ocobnmeoro nigxomy A0 NikyBaHHA. JTiKyBaHHAM BMOOPY paky
M3 € noBHe xipypriuHe BUAANEHHA YPaXKeHO! 3371031 Ta HAaBKOMMLWHIX TKaHWH. €AMHUM PagMKanbHUM METOAOM
NiKyBaHHA EKTOMIYHUX NYXSINH, WO NpoayKytoTs AKTT i CynpoBOIKYIOTECA CUMNTOMATUKOK CUHAPOMY KyluWHra, €
XipypriYHuniA, a HECBOEYACHa [iarHOCTVKa NPU3BOANTL A0 HEMPABUIIBHOTO JiKYBaHHS, O 0OYMOBIIIOE BUCOKY iHBa-
nign3adito Bif YCKNaAHEHb Ta CMePTHICTb NauieHTiB. LLlogo BnacHe nyxanH KOpW HagHUPHKKIB, TO iX BIAHOCATb OO
UMCNa HaMBaXUMX | HANCKNAAHIWMX GOPM EHAOKPUHHOI XipypriYHOl NaToNorii. Y BUNaaKy BUABNEHHS MyX/IUH, pO3-
MipOM 6-8 CM i binblue, Yn NPY 03HAKaX 3M10AKICHOCTI MPOBO/ATL BIAKPUTY aApeHaNeKTOMII0, 33 MEHLLMX MyX/IMH —
NanapoCKONIiYHy, AKA € BU3HAHMM Y BCbOMY CBITI «30/10TUM CTaHAAPTOM» BUAANEHHA NMYXJIUH KOPW HAOHVPHWKIB
i [a€ 3MOry BiIHOCHO 6e3MeyHo Ta 3 MiHIManbHOK TPABMOK MPOBECTM OMNepPaLlilo Ha aHAaTOMIUHO «IIMOOKO» PO3-
TawoBaHoMy opraHi. Peoxpomountoma (PEO) BiAPIZHAETHCA Bif IHLUMX FOPMOHANbHO-aKTUBHUX MyXWUH HAAHWPHW-
KiB Hanbinbl Hebe3neuHUMK nopylleHHAMM remoguHamikin, OEO npucyTHI B 6113bKO NonoBuHM xBopux i3 MEN2,
iX 4iarHOCTYI0Tb 0fiHOYacHO 3 MK uK 3a Kiflbka pokiB notomy. XipypriuHe BuaaneHHa OEO noBrHHO npoBoanTHcA
060B'A3KOBO TiNbKM 10 onepalii Ha L3 Ta/um ML 3, wo nos’A3aHo 3 BUCOKMM PU3NKOM iHTPa- Ta niciAonepaLiiHx
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yCKNafiHeHb, AKi 3arpoXyIoTb XUTTIO BHACTIAOK reMOAMHaMIYHOT HecTabinbHOCTI. LA K pekomeHaauis CTOCyeTbcA
7 IHWWX EHOOKPUHHMX CUHAPOMIB, 10 CKnady Akux nopag i3 ®EO BXoAATb U iHLWI MyXNUHWM, UM Taki CTaHK, WO No-
TpebyioTb OMnepaTMBHOrO BTPyYaHHA. OnepaLlii Ha eHAOKPVHHMX OpraHax 3 yCrnixoM NPOBOAATL Y CreLliani3oBaHuX
EHAOKPMHHIX Ta HeMPOXipYPriYHMX LeHTpax YKpaiHu, cneuianicti Akux MaloTb 6araTopiuHnii yHiKanbHWA AOCBIa
BMKOHAHHA HaBiTb HaCKnaaHiwwmx onepauii. MpoTe, aHani3 CyyacHUx TeHaeHLir xXipyprii opdaHHUX EHAOKPUHHMX
XBOPOO MOKa3aB, Lo ANA YCMILHOrO iX NiKyBaHHA Haf3BMYalNHO HeobXxifHa AKiCHa Ta BYaCHa AiarHOCTUKa (30Kpema i
FeHETUYHW CKPVHIHT), AKa Ha CbOrOAHI LLie M€ CyTTEBI HeONiKM. 3amyLieHi CTafii XBOpObU YCKNagHIoTb Ui, HaBITb,
POONATH HEMOXMBKM MOBHOLIHHY XipYPriuHY | TepanesTUUHY OMOMOrY XBOPUM.

KnouoBi cnoBa: eHaoKpYHHI 331031, OpdaHHi 3aXBOPIOBAHHSA, XipypriuHe NiKyBaHHS.

€Bporneiicbka opraHizalliss pigkicHUX 3axBo-
pioBanb (European Rare Diseases Organisation,
EURORDIS) Busnauae opdanHi posiaaud sk
«Hebe3TeuHi 711 JKUTTS» YU SIK <«XPOHIYHO BH-
CHAXXJIWMBI 3aXBOPIOBaHHA, AKi MAalOTh HACTIJIbKU
HU3BKY MOIMKUPEHICTh, MO MOTPiOHI cremianbHi
CHIJIbHI 3yCUJUISA» JJIA IX JAiarHOCTUKM Ta JIKY-
BaHHs. llonpu HU3BKY NOMIMPEHICTH KOKHOTO
PiAKICHOrO 3aXBOpIOBaHHA, 3araJibHa KiJIbKiCTb
JIO/IEel, yPasKeHUX HUMU, O HIOETHCS TIPUOTTU3HO
B 350 MinbiiOHIB (& 5% HaceleHHs CBiTY) i Ti/IbKH
B €Bporri B Mexkax 27-36 minbiionis [1-3].

TakcoHOMisl PiZIKICHUX €HIOKPUHO-OOMIiHHUX
3aXBOPIOBaHb CKJIANAEThCA 3 346 BapiaHTiB i miz-
TumiB 169 0OCHOBHUX PO3JIa/iB, 3 AKUX OiMBIIICTD
€ reHeTHYHO 0OyMoBieHuMu. Cepen HUX Maiike
y 90% BunazakiB crenudivyHuii TeH/JOKYC BKe
inenTudikoBaHo, a s penITH MOHOTEHHUH THUII
CITAIKOBOCTI T1e He Bifomuii. Opdanni 3axBopio-
BaHHA CTOCYIOTbCH YCiX PO3/iJiB €HTOKPUHOIOTrIT
Ta BKJIOYAIOTh, 30KpeMa PiIKiCHI 3aXBOPIOBAaHHSA
rimocpiza, 113, T3, magEupHUKiIB, TaparaH-
TJIiiB, SIEYHUWKIB i SIEUOK, po3yiaau MeTabosi3My
KIiCTOK 1 MiHepaJliB, €HepreTU4YHOoro, JiliJHOTO i
BOZHOIO OOMiHY, HEMPOEHIOKPUHHI HMYXJIUHU I
CUHJIPOMU 3 3aJYYEHHAM KiJIbKOX €HJOKPUHHUX
3an03 [4, 5]. B Ykpaini odiniiino 3arBepakena
61 pizkicHa eHzoKpuHHA XBOpobHa (30KpeMa pos-
JIa/li Xap4yyBaHHs Ta MOPYIIeHHs 0OMiHy pedo-
BUH), a TaKOX IPUPOJKEHI BaJil PO3BUTKY, XPO-
MOCOMHI aHOMaJIil Ta PiAKiCHi HOBOYTBOPEHHH, Y
BU3HAYCHHI TAKTUKN BeJEHHS AKAX €HJOKPUHO-
Jor 6epe GesrnocepeiHio yyacts [6].

PospaxyHkoBa 3arajsbHa cepefHsI TOIIKpe-
HiCTh PiZIKICHUX €HJOKPUHHUX 3aXBOPIOBaHb KO-
nuBaeThes Bix 1 10 50 Ha ouH MIJTBIIOH HacesIeH-
H$I; BBAXKAIOTh, IO HA HUX XBOPIIOTb IIIOHAMEHIIIe
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200 tuc. moxeit [4, 5]. MeToau AiarHOCTUKM Ta
JIKYyBaHHSI 1IMX 3aXBOPIOBaHb IMOJEKY/U CKJIA[-
Hi (i3 pi3HUX NPUYMH) Ta YaCOM HEeBU3HAYEHI /10
kinms. YactuHa 3 HUX MOTPEOYIOTH CKJIAIHOTO
XipypriuyHoro JIiKyBaHH, TEXHiKa Ta HiAXOAU 10
SIKOTO YIOCKOHAJIOIOTHCS, 3BasKAl0UM Ha MOCTiii-
HUI PO3BUTOK HAYKOBUX JIOCJHiIZKEHD IPUPOJIU Ta
0CcOo6IMBOCTEN 1UX PiAKICHUX XBOPOO Ta 10POTOI
micasgonepariiHoi Teparii.

Ennoxpunni opdanHi 3aXBOploBaHHs, 1O I10-
TpeOyI0Th XipypriyHOro JIKyBaHHS, MOAIISAIOTH
Ha i3ospoBaHi (HeCWHJpOMasbHi) Ta Taki, sKi
BXO/ISITh /0 HU3KU CKJIAJHUX CUHIAPOMIiB (CHUH-
JIpPOMaJIbHi ), 30KpeMa:

* CHUH/IPOM MHOXWHHOI €H/JOKPUHHOI HeolLa-
3ii Tumy 1 (MEN1) — pinkicae cnagkose
3aXBOPIOBAHHS, SIK€ MOKE BKJIOUATH KOM-
Ginanii monan 20 eHIOKPUHHUX 1 HeeHO-
KpuHHUX TyxauH. et curapom € Haumo-
mupeninon mpuunHowo crnajakosoro [ITTIT,
KW BUHUKA€E BHACTIZOK TinepIuiasii ta/uu
anenomu [11I[3. Cepen nmyxnvH iHIUX eHI0-
KPUHHUX 327103 /1iaTHOCTYIOTh a/IeHOMU Tie-
pennboi moJii rimodisa, iHCyIiHOMHA, HEHPO-
€H/IOKPUHHI TaCTPUHOMHU, TYXJUHU KOPHU
nagaupuukie, MEO i HellpoeHAOKPUHHY
nyxjaunHy tumyca [7-10];

* CHUHJAPOM MHOKMHHOI €eHJOKPUHHOI Heo-
miazii Tuny 2 (MEN2). Binomi asa pis-
Hi kiiniuai Bapiantu MEN2 (MEN2A i
MEN2B), 3a gxux Mali’ke 3aBXAW TIPU-
cytasst MK 1113 (95%) i DEO (50%), a Ta-
ko agernomu I3 (20% mpu MEN2A).
Heski myrarnii rena RET, ki BUKJIUKAIOTD
MaTOJIOTiUHI 3MiHM, acollilioBaHi 3 myxe
Hu3bkuM pusukom MEO i He BUKIUKAIOTDH
cxusbHOCTi 10 TITTIT — y Takux BUnaiKax
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PO3BUBAETHCS CHANKOBUN CiMEeWHUN Mey-
agpunii pak 13 [11-14];

CUHIPOM MHOXWHHOI €HJOKPUHHOI HEOo-
mazii Tuny 4 (MEN4) mae mpomizkHi 03HA-
ku Mixk MEN1 i MEN2 3 HagBHicTIO HOBO-
YTBOPEHD SIK MiHIMYM y IBOX €HIOKPUHHUX
3anozax (myxaunu I3, apenorimodisa,
HaguupHukiB i [113). Pusux po3Butky man-
KpPeaTUuYHUX HeUPOEHIOKPUHHUX MMYXJIUH Y
naiienTiB i3 MEH4 3rauyHO HMKYMH, HiIXK Y
namienTis i3 MEN1 [12, 15];

cunazapowm IIT'TIT i3 myxauHOI HUKHBOT T11e-
agenu (IITIIT-JT) — agenomu T3 i DEO
OIHOYACHO 3 MyXJMHAMKU HUPOK i (ibpo3-
HO-KiCTKOBUMU MTyXJanHamu miesenu [16];
cungipom doun Tlinmnens-Jlingay BrITOUaAE
nopsizt i3 @EO HU3Ky 3J10KiCHUX MyXJIUH
IHHC, HupOK, eHIOKPUHHY TyXJUHY ITij-
MIJIYHKOBOT 3271031 Ta HU3KY iHIHMX [17];
cuaapomM DICER1 — 3nogxicui myxawmHu
SIEYHUKIB 1 JIereHb acOLIIOETHCA 3 11ATOJIO-
riero 1113 (6araToBysioBuii 3006 i, pimie,
nudepentitoBanuii pak) [18];

cuazpom Koynena mpu TOBHOIIHHOMY
PO3BUTKY 3aXBOPIOBAHHA BKJIIOYA€E (Hop-
MyBaHHA raMapToOM pi3HOI JoKajuisalii, 30-
kpema i B 113, mopymenust 3 6oxy ITHC,
iHII TOPYIIeHHS, a TaKOoX KapIuHOMU
I3 [18-20];

cunapom banasgua-Paiini-Pysaibpkabu (pos-
IJISIa0Th SIK BapianT cunHapoMy Koyze-
HA) — TOPsJ i3 PO3BUTKOM y XBOPUX Me€30-
JlepMaJIbHUX TIaMapTOM 1 KapLUMHOM pPi3HOI
JIOKaJIi3allii, CIoCTepiraloTb TaKOX I1aTO-
gorito 1113 (6araToBysioBuii 300, ajgeHoMa
Ta cimeitnnii Hemenyssapubiii pak (CHMP)
[13) [21].

komiiekc Kapues (Kopwi) — piakicHuit
CUHJPOM MHOKMHHOI HeoIlliasii, mo aco-
HiIOETBbCA 3 MiKCOMaMM cepls, WIKipyU Ta
IHIIIUX OPraHiB, a TAKOX MHOXKWUHHUMU He-
E€H/IOKPUHHUMU Ta €HIOKPUHHUMU TTyXJIU-
Hamu (azeHoMu azieHorinodisa, mo npoay-
kytorh CTT, rinepnsasito ta ajeHomu, gki
HesaslexHi Bij comarosibepuny, Oararto-
BY3JI0BMiT 306 Ta audepeHIiioBaHi Kapiu-
nomu 113, a Takox cunapom Kymmunra sk
HACJiJIOK MEePBUHHOI MIrMEHTHOI BY3JIMKO-
BOi rimepmrasii HamHUpHUKIB) [ 18, 22];
Helipodibpomatos tuny 1 — mopsiz i3 Heii-
podibpomamu pi3HOI JOKai3alii y XBOPUX

niarmoctyiots 3i0sikicni @EO Ta naparan-
raiomu [23, 24];

* raparanrjiomu tuny 1 um 3 — nmaparasrJi-
oMM HaJHUPHUKIB, rosoBu Ta mui, DEO, a
TakoX azieHomu rinodisza (maparanriaiomu
tuny 1) [25, 26];

» cungpom Jli-@Opaymeni (1, 2, 3) — kapiu-
HOMa HaJHUPHUKIB CIIOJYYAETHCA B Pi3HUX
KOMOIHAIAX 31 3JOSKICHUMU ITyXJIHUHAMM
inmoi mokanizarii (Momouni 3amosu, 1113,
JIeTeHi, NMiANIYHKOBA 3a/103a, CADKOMHU Ta
ocTeocapkomH, inmri) [27];

» cunapom MakKpiona-Onbpaiita — ckiai-
He TeHeTHYHEe 3aXBOPIOBaHHs, 110 BpaKae
HIKipy, KiCTKOBY i €HIOKPUHHY CHCTEMU
(aBTOHOMHA eHJOKPUHHA TinepdyHKIIi,
0 BUKJIWKaHAa HASABHICTIO TOPMOHAJbHO
aKTUBHUX ajZleHOM Tirmogisa i MoxKe BKJIO-
YyaTW TilepTupeos, aKpoOMerajioo, CHH-
apom Kymmnbra, rineprpoJiakTuHeMilo Ta
IITTIT) [18, 28].

[3ospoBani (HecunapoMasipi) popMu pisKic-
HOI MaToJIorii eHJOKPUHHUX 32103 y OiJIbIIOCTi
€ YU CHAJKOBUMU CiMEHUMU, sIKi He OOTsIKeHi
CYIIyTHBOIO €HIOKPHHHOIO YW HEEHAOKPUHHOIO
aToJIOTi€0, a00 CropanyHuMu. SIKINO y BUTA/-
Ky 130JIbOBAaHUX MYXJUH JiKyBaHHSI CIIPSIMOBAHO
Ha BUJQJIEHHA TIYXJWH, TO B Pa3i CUHAPOMAJIbHUX
KOXKHa crienudivHa Meauana nmpobiema, sika Cy-
IIPOBOJIKYE iX, HOTpe6ye 3BEPHEHH 10 BiJIIIOBi/I-
HUX BY3bKHUX CIIELiaJiCTiB — 4acTO 3 HIMPOKUM
XipypriuHuM BTPYYaHHSIM.

Opdanni 3axBopioBanHs rinogisa

[lo opdannux 3axBOpiOBaHb Timodiza BKIIO-
YeHi sIK i30J1b0BaHi MyXJnHYU rinodisa, 1o cekpe-
TYIOTb HaJJIMIIOK TPOITHUX FOPMOHIB (cepes; HUX
i cmagkoBa ciMeliHa i30J1bOBaHa COMATOTPOITiHO-
Ma), Tak i aIeHOMU y CKJIaJli IeIKUX CUHJIPOMIB,
o TepepaxoBani Buile. AjmeHoMu Kaacudiky-
IOTbCA HA OCHOBI TOPMOHAJIbHOI aKTUBHOCTI: He-
aKTUBHI, mposakTiHOMY (OiNbIIICTD 3 a[eHOM Ti-
nodisza), Ti, mo cexkpetyorb AKTI, CTT uu TTT.
[Tompu Te, o MyxJauHU MEpeHBOI A0 Tinodisa
3a3Buyail € HOOPOSIKICHUMU, iHOI BOHM TIPOSIB-
JISTIOTh arpecuBHy NoBe/liHKY (iHBasiss B HaBKO-
JIMNTHI TKAHWHU, MBUJKAHN PiCT, pE3UCTEHTHICTh
J10 3BUYAHUX METOJIIB JIIKyBaHHS, YNCJIEHHI pe-
UAUBK). Y JyKe piIKiCHUX BUIIQ/[KaX BOHU IIPO-
rpecyioThb /10 KapiuHoMm rinodisza [29]. Hacain-
KOM (PyHKITIOHYBaHHSI TOPMOHAJBHO AKTUBHUX
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ajleHoM Tinodiza € TiraHTU3M YU aKpoMerasis
(CTT), maromoris II[3 (TTT), xBopoba Kymmura
(AKTT), mopymiennst pempoayKTUBHOI (GyHKITI
(mponaktun). Ili cTaHu CynpoBOKYIOTHCS ITi-
JIOI0 HU3KOIO CYTTEBUX MATOJOTIYHUX 3MiH Y Pi3-
HUX cucTeMax opra”iamy [30-32].

JlikyBanust azenom rinodisa B ifeasi motpe-
Oye cmiBnpaili eHIOKPUHOJOTA, HEBPOIATOJIOra
i Helipoxipypra. 3rifHO 3 YUHHUMH MPOTOKOJIA-
MU, METO/IOM TIEPBUHHOTO BUOOPY Y BUIIAJKY He-
CEKPETYIOUUX aJIeHOM, a TaKOXK COMATOTPOIIHOM
Ta KOPTUKOTPOIIIHOM € XipypriuHe BHUJAJCHHS,
a JId MPOJIAKTUHOM — MPU3HAYEHH: aroHiCTiB
nomaMuHy. BopHouac ciif 3a3HAYUTH, IO Xi-
pypriude BHUJAJNEHHA MIKPOIPOJAKTUHOM A€
MOZKJIMBICTb IMOBHICTIO 3BIJIbHUTHU HAlli€EHTa Bij
3axBOpIOBaHHsI 6e3 6araToOpiyHOrO NPUHMaHHSI
MEIUKaMEHTIB.

Biaxputi Bunu xXipypriunoro BTpy4aHHs, Taki
JK TpaHCKpaHiaJabHE, CbOTOJHI MPOBOAATH TYKE
pinko, Menie Hixk y 3% Bunaakis. Expockoriy-
Ha TpaHcdeHoijasbHa Xipypris i MikpockomiuHa
TpaHcdeHoiaabHa Xipyprisl MUPOKO 3aCTOCOBY-
I0THCA JJIA JIIKYBaHHA MAIi€HTIB 3 aZeHOMOIO Ti-
nogisa, Ipu YoMy y CKIAAHUX BUTTAJKAX TEPITUIA
MiIXi/T Ma€ HU3KY TepeBar. 3acTOCYBaHHS KyTO-
BOI €HJIOCKOIIil 3 BEJIMKUM /Iialla30HOM pPYXiB 3a-
Oe3lieyye BUAANEHHS MYXJIWHU, SIKYy HEMOKJINUBO
3IiMICHUTU 32 JAOIOMOIOI0 TPAAUIiiHOTO TpPaHC-
dbenoiganpuoro goctyny. Kpim Toro, g Besnu-
KX ITyXJIMH, IPU BUJIAJICHHI AKX MOKJINBA JiK-
BOpes, TaHOPaMHe T0Jie eHJO0CKOIa MAa€ CyTTEBY
nepesary [33, 34].

Yei nmoxibHi BTpyYaHHS 3IiHCHIOIOTHCS 3a J10-
IIOMOTOIO CIIENiaJIbHOIO €HIOCKOIiYHOro 061a/-
HaHHS, MiHIaTIOpHOI Kamepu 3 OaraTopasoBUM
301/IBIIEHHSIM; 3aCTOCOBYIOTH HeHpOHaBiTaIlifo,
dKa TOKpaIly€ OTJAM JiKapd TPU TPOBeIeHHI
olepalii, Ta cTepeoTakCUUHy Xipyprito A Imiji-
BUIIEHHS TOYHOCTI Aiil. HiTka eHJOCKOMiuHa Bi-
3yaJiisalis MyXJMHu Ta rirnodisa mijg yac omnepa-
uii fa€ MOKJIUBICTD IPOBECTU IIOBHE BUJAAJICHHA
nyxjuau ta 36epertu rinodis. [pore, iHoxi yepes
IIeHTpaJbHEe PO3TAIllyBaHHSI afleHoMu rinmodisa
B rinodizapHiil sMIi 4 MO6AU3Y «KPUTHIHIX>
CTPYKTYP, TaKUX SIK TilloTajJamyc, KaBepHO3HUI
CUHYC i BHYTPIllIHA COHHA apTepid, € CKAAAHOCTI
3 TTOBHUM BHUaaJeHHAM nyxaunau [33]. 3 inmio-
ro OOKy, eKCTpaKarcyJasipHa AMCEKIlist Ta po3ci-
YeHHS KaBEPHO3HOI CTiHKM [TO3BOJISIE Xipypram
JOCAITU IIOBHOI pe3eKIii IyXJWH IIijJ [pPsIMOIo
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Xipypriunow BizyaJsisalicio, MiHiMi3ylouu II10-
HIKOJIKEHHST HOPMAJIbHUX CTPYKTYP [35].

Jlo nesgKuxX MOKJIMBUX HEraTUBHUX HACJIi/IKiB
omepaliii Mo BUmaJieHHIO ajleHOMU Tinogisa Bij-
HOCATDH TopymieHHs (GyHKIi 3am03u (TinomiTy-
iTapuaMm), BHYTPillIHBOMO3KOBUI KPOBOBUJIUB,
JIKBOpes, TpaBMaTu3allisg 30pPOBUX HEPBIB Ta
iame. Ilpore, eHgOCKOMiUHWII eHAOHA3AJIbHUN
METO/I HAJEKUTh 0 PO3PpAAY MiHiMaJbHO iHBa-
3iHUX XipypTiuyHUX BTPYYaHb, BiH MA€ HU3bKUU
piBeHb TpaBMaTu3allii I TPaKTUYHO HE TPU3BO-
IUTH 10 YCKJAQJAHEHD; I1e aKTyaJbHO JIUIIE B TOMY
BUIAJIKY, SKIO MPOIeAYPY 3AIWCHIOE OCBigye-
HUI Helipoxipypr [34].

3a3HauuMo, 10 B YKpaiHi Xipypriu"e JiKy-
BaHHS aJleHOM Tinogisa ycrminrtHo mpoBOJLATH Y
Bifmienni TpancdeHoiganbHOi Helpoxipyprii
LY «Iactutyt Hetipoxipyprii im. akan. A.Il. Po-
mojanoBa HAMH Yxkpaiuu», kiainiunii gikapai
«@Deodanisg» [lepkaBHOro yIpaBiiHHS cIHpa-
BaMU, a TaKOX y BiA/lileHHSAX HellpoXipyprii B
JeIKNX MeIWYHUX 3aKkjaZiax Kpainwm. A mocJi-
JUKEHHA 1010 TTaTOTeHe3y, AiarHOCTUKU Ta JiKy-
BaHHS TOPMOHAJbHO aKTUBHUX MYXJIWH Timodiza
K BaKJIMBOI MEIMYHOI Ta coIiajabHOI mpobiie-
MU ChOTOJIEHHS IIPOBOJSTH, 30KpeMa, B Y «Iu-
CTUTYT €HJIOKPUHOJIOTIi Ta O0OMiHY pedyoBUH
im. B.II. Komicapenka HAMH VYxkpaiau» ta Y
«IHCTUTYT TIPOGIEM €HIOKPUHHOI MaTOJIOrIi iM.
B.A. lanunecbkoro HAMH Yxpainu» [36].

[TpukaazoM TSKKUX HACHIZKIB TMPUCYTHOCTI
TOPMOHQJIbHO aKTMBHUX aJleHOM Trinodiza mosxe
CJIYTYBaTU aKkpoMerasisi — Baskke opdaHHe Heii-
POCHAOKPUHHE 3aXBOPIOBAHHS, IO BUHUKAE B
ocib i3 3akiHueHUM (Hi3i0JOTIYHINM POCTOM BHa-
CJIIIOK XPOHIYHOI rineprpoAyKIlii TOpMOHY POCTY
(CTT), mo B 98% BumajAKiB cippuynMHeHe MOHO-
KJIOHAJIbHOTO aJIeHOMOIO Timodiza.

PeanbHy po3moBCIOKEHICTD i 3aXBOPIOBAHICTH
Ha aKkpoMerasilo B yKpaiHCbKill Moy isilii, Ha Bijl-
MiHY Bi/l IPOBiZIHUX €BPOINEUCHKUX KpaiH CBITY,
Jle BIIPOBA/PKCHO HAlliOHAJAbHI peecTpu Ii€l eH-
JIOKpUHONATII, BCTAHOBUTU Ba’KKO BHACJIZOK Bij-
CYTHOCTI TOYHOTO O0JIIKY Ta Mi3HbOI AiarHOCTUKHU
narosiorii. [Tepen6ayaoTs, MO KiJTbKICTh XBOPUX B
Ykpaini moxke cranoutu 2000-5500 oci6 [37].

ComnianpHa 3HauyIlicTh 1li€i martoJiorii 3y-
MOBJIeHa ii acoliallielo 3 iHBaJifM3alli€lo, IIo
IIPOTPECYE, 1 CKOPOYEHHAM TPUBAJIOCTI JKUTTH.
Y CTpPyKTypi IpPUUYMH IepeJyacHOi CMepTi XBO-
pUX Ha aKpoOMerajiio Iepiie Micile 3aiMaloTb
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kKapaioBackyJisipHi yckaannenus (30-60%), apy-
re — YyCKJaJHEHHS 3 OOKYy JiereHeBOi CuCTeMu
(30-25%) i Ha TpETHOMY MicCIli — OHKOJIOTiUHi 3a-
xBopioBaHHs (9-50%).

Emnizemiosoriuni mociipkeHHS MOKa3aju, IO
NIpeIMKTOPaMu JIOCTPOKOBOI CMEPTi € apTepiajib-
Ha rineprensis (Al), kapaiomionarii, apurmii,
TPUBAJIICTL JOHO30JOTIYHOrO Hepiony, BiK Imari-
€HTa, a TaKOX TaKi YCKJIATHEHHS AK HECIpPUAT-
JUBUU JiTiHUN Tpodisb i JAEeKOMIIEHCOBAaHUN
nykpoBuii giaber. Tomy, Ha3BUYAITHO aKTyaJb-
HUMH Ta IePCIEKTUBHUMU € BUBUCHHS, BUSIBJICH-
HA Ta Tepallid CyInyTHIX IaTOJOTIYHUX PO3JIaliB.

Opdanni 3axpoproBanns 113

Opdanni 3axpoproBanasa I3 BkIOYAIOTH
6inmpm gk 10 maTtosoriil, 6iaplIicTh i3 HUX TO-
Tpebye Xipypriunoro mgikyBauus. /lo HUX BigHO-
caTh copaanyny ta cimeiiny MK, MK y ckaazi
cuaapomy MEN2, ciMeitHuil HeMeny IIpHUI pak,
nudepeHIliioBadi KapIMHOMHU Yy CKJaJi JeIKnuX
cuHpoMiB, a Takox AK 113 [4].

TaxkTuka mnpoBeJleHHS XipypridyHoro Jiky-
Banug MK II[3 Garato B oMy 3ajIesKUTh Bif ii
renotuny i ¢enoruny [38]. Hasaram, moBHe xi-
pypriune Buzanenus myxanHu i3 113 (Torambha
TUPEOIZIEKTOMisI) Ta JIOKOPErioHapHWX MeTacTa-
3iB € €IMHUM BapiaHTOM JIIKYBaHHSA fK CIIOpa-
nuaHoi, Tak i cmagkoBoi MK [39, 40]. Iucexkiis
JiMGaTUUYHUX BY3JiB IMEHTPATbHOTO BifICiKy €
CTaHJAAPTHUM IIi/IXOOM IIPU OIlEPYBAHHI XBOPUX
i3 MK, 3Baxkatoun Ha mepejonepaiiiHuii piBeHb
kaabpiuToHiHy (KI[) y cupoBarmi kposi, nani
YVJIbTPa3ByKOBOTO JJOCJI/PKEHHS I HAsSBHICTb Me-
TacTasiB, IO HiATBEPAXKEHO pe3yJbTaTaMU iH-
Tpaonepaniiinux gocrximxenb [39-42]. Tinpkum
IeHTPATbHY JiM(MOAUCEKITII0 PO3TAAAAIOTH MTPU
onHOOGIUHil myxmHi po3mipom <1 cM, a 1BOGIU-
Ha Ta LeHTpajJbHa AMCEKIIis IoKa3aHa IJIs yCiX
HalieHTiB i3 ABoGIiuHMMK TyxsauHamu [42] abo
comitapuumu nyxanHamu >1,0 cm. BBaxaioTp,
[0 HeMa€e moTpebu BUKOHYBATH MPOMIiTaKTHIHY
IeHTPaATbHY JiM(GOIUCEKITIIO TPU MaJTeHbKUX iH-
TPATUPEOINHNX MYXJWHAX i3 Mepefoneparinium
piBaem KII <20 nir/mu yepes BiZicyTHiCTh pU3UKY
MeTacTazyBaHH 70 diMmboBy3snis [39, 40, 43].

Bopnouac e # moci 3ajJuNIa€ThCS CITiPHOTIO
npobjieMa T[O0 BUKOHAHHS MPOMIJaKTHIHOT
6iyHOi nucekiii mui B MaIi€HTIB, y AKHUX Ha IIe-
peotiepalliiiHoMy erari He 6yJI0 BUSIBJIEHO O3HAK
HasiBHOCTI MeTacTasis [39].

ToranpHy TUPEOiNEKTOMIIO, IEHTPAJIBHY /M-
CEKIIiIo 1 AucekIiio niMdpoBy3iB GiYHUX BiAIiTiB
mmi (piBHi [I1-1V) pexoMeHAyIOTHh BUKOHYBATH
npu obmesxkenomy Mmeracrasysanui [39, 40]. To-
TaJIbHY TUPEOIIEKTOMI0 3 ABOOIYHOIO EHTPAJIb-
HOIO ¥ incuiarepajibHOK JWCEKIli€elo (IpuHaii-
mui Ha piBHsAX IIA, III i IV) BUKOHYIOTH, SIKITO
piBerb KII y cupoBariti kpoBi cranoBuTh Bix 50
no 200 nr/Ma HaBiTH NPW BifICYyTHOCTI yJbTpa-
3BYKOBUX O3HAK MeTacTadyBaHus [42]. Axio pe-
3yJIbTATU TepefonepaliiHoro yabTPa3ByKOBOTO
JOCJIJIKEHH CBiluaTh PO HAABHICTH MeTacTa-
3iB y incusatepasbHux giMboBy3Jax, aje He B
JiMGOBY3IaX KOHTpaAJATEPaJbHOTO Biffiay mui,
a pienb KII y xposi >200 nr/m, po3rasaaoTb
HeoOXiJHICTh JOJATKOBOI KOHTpajaTepaJbHOI
gimdonaucexirii [39, 40].

Y Bumnazky HagBHOCTI BifjlajieHUX MeTacTa-
3iB MK TorasnpHa THpeOifTeKTOMisl 3 pe3eKIrieio
ypaxkeHMX JiMMaTUYHUX BY3JiB PEKOMEH]0-
BaHa OiJBIIOCTI MAIli€HTIB i3 MaliaTUBHOIO Me-
To10 [44]. Ilig yac xipypriuHoro BTpyuYaHHS Iie-
pesary HaJaloTh MEHIII arpeCUBHOMY MiAXOAy 3i
36epeskeHHsIM (DYHKINT ropTaHi, KOBTaHHS, yCY-
HEHHS KOMIIPeCiHHUX cuMmToMiB [39].

Bpaxosytoun, mo mnenerpantHicth MK mpu
MEN2 cranosuth Osmsbko 100%, namienTtam
31 CIaZKOBUMM MyTalliAMHU 3apOJAKOBOI JIiHII B
npotoonkoreHi RET moxasana mpodirakTudHa
TUPEOIAEKTOMId, AKY BUKOHYIOTH i3 METOI MiHi-
Mi3yBaTu BifajieHy 3axBopioBanicTh [39]. Ame-
PUKAHCBKOIO TUPEOifHOI0 acoliialieio (American
Thyroid Association, ATA) pospobJena cucrema
kinacudikaiii pusmky MK. Kareropis wnaiiBu-
IIOTO PU3UKY BKJIOYAE MAIIE€HTIB i3 CUHAPOMOM
MENZ2B i mytaniero RET M918T. IlanienTiB i3
mytanismu C634F(G/R/S/W/Y) i A883F RET
Bi/IHOCSTH 10 TPyl BUCOKOTO PU3UKY, a Malli€H-
TiB 3 IHIIMMU MyTallisIMU — 10 TPYIU MTOMipHO-
ro. Jlist oci6 i3 HABUINOI KATETOPIEID PUBUKY
HeOOXiTHO MPOBECTH TOTAJbHY THUPEOiIEKTOMIIO
3 JIMCEKIli€l0 JiM(OBY3JiB IEHTPAJbHOTO BiJl-
CiKy BIIPOJIOB)K IIE€PHIOTO POKY KUTTA (Kpalle y
Bini 3-6 micamiB). [IpeBenTuBHA THpEOiNEKTOMIA,
BUKOHAaHA [JiTAM i3 MiATBEPIKEHUMHU MYTallisd-
mu RET, no3Bossie yaukuytn po3sutky MK i i
YCKJIQIHEHB, 110 € OCHOBHOI TMTPUYUHOIO JI€TATb-
HocTi B 11i#t rpyni naiienTis [39].

¥Yci nopocri unenun ciM’i 3 mi03poi0 HA CUH-
apom MEN2B, y sixux micJsist reHeTUYHOTO CKpU-
HiHTY BUSIBJIEHO MYTallilo 3apo/ikoBoi jinii RET,
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[lepcneKTnBN €HOOKPWUHOMOTIT

MOBUHHI TPONUTH Take X JiKyBaHHS [49, 46].
Jlimbanenektomisi 1eHTpaIbHOTO BiCIKY (BU-
TMajleHHsT KJIITKOBWHU Bif M I3MKOBOI KiCTKH
Ta B3/IOBXX Tpaxei), 3a3BrUuail, € pyTUHHOIO TPO-
1e/Aypoio (3a BUHATKOM IAIi€HTIB, AKUM oOlle-
pailisi IpoBOJAUTbCA Ha NyKe paHHiil ctajii 3a-
XBOpIOBaHH:). BopHoyac BKasyoTh, 10 4YacTO
HeJI0CTAaTHLO 3aCTOCYBaHHS JAUCEKITii JiM(poBy3-
JIiB JIMllle [EHTPAJIBbHOTO BiJACIKY, 110 MOXKE IIpU-
3BECTH /10 BUHUKHEHHS penuausiB. Ilpu mpbomy
BB)KAIOTb, 110 IIOBTOPHE XipypriuHe BTPyYaHHS
He TOB’sd3aHe 3 BUHMKHEHHSIM HOBUX MeTacTasiB
Ta 3i 30iJbIIEHHSIM JIeTaJbHOCTI Ta € He0OXiTHOIO
CTpaTeTi€0 JOCATHEHHS JAOBTOTPUBAJIOTO BUKH-
BaHHS XBOPUX [47].

[Tamientn 3 cuaagpomom MEN2A 3 rpynu Bu-
cokoro pusuky uum cimeitnoro MK, nmounnaoun
3 3-piuHoro BiKy MOBMHHI IepeOyBaTu Imijg pe-
TEeJbHUM HaTlJISIIOM €HJOKPUHOJIOTa 3 MOPiYHUM
MPOXOJKEHHIM TIOBHOTO 00CcTeKeHHs. ToTaibHy
TUPEOIIeKTOMII0 3 [UceKIli€o JiM(OBY3JiB 11eH-
TPaAJIBHOTO BiJICIKy B Takux 0ci6 060B’sI3KOBO BU-
KOHYIOTb /10 3 pokiB (Tect JIHK npoBoasiTh gitsim
2-3 pokiB) [39]. [nmri BBaxkaoTh, 1110 poO3MMpPEHa
narepaabha JgiMmdoaucekiis (pisui 1I-V) Heob-
XigHa s maiienTis i3 cuaagpomom MEN2A i ci-
Melinoro MK y Bunazkax, Koau po3mip myxXJanHu
>1 ¢M 4M 3a HasIBHOCTi MeTacTasiB /10 lleHTpaJsb-
HUX JiMGpOBY3TiB [42].

BaxknmBuM € TakoK po3B’sI3aHHA MUTAHHS TTPO
Xipypriute JIiKyBaHHA XBOPUX i3 3aNUIIKOBUM
3aXBOPIOBAHHAM, SKe AiaTHOCTYIOTh y BUIIAJKY,
KoM depe3 3 Micali micag omepartii peecTpy-
10Th BUcokuil piBenb K1 y cuposatiti kposi [44].
[Topanpme JikyBaHHSI 3aJeKUTDh BiJl BEJIUYUHU
nigsumienss pisus KII i pakoBo-embpionanbHo-
O aHTUTEHY, a TAKOX 4Yacy TOJBOEHHS, SIKUU €
YyTJAUBUM MapKepPOM arpeCUBHOCTI IyXJIuHHU |44,
48]. OpHak xipypriuyHe BTpy4YaHHS B TAKUX CUTY-
allisix 1MoB’si3aHe 3 BUCOKOIO YAaCTOTOIO YCKJaj-
HeHb — TOIIKOJKEHHSIM HepBiB (TOPTaHHOTO,
niadparMasbHOTO, CIUHHOMO3KOBOTO OJATKO-
BOTO ab0 IJIEYOBOTO CILJIETEHHS) Ta rironaparu-
peo3oM. TakuM 4MHOM, TlepeBaru MOBTOPHOI oT1e-
pailii HeoOXiZHO CHiBBiHECTH A0 MOTEHI[IHHUX
pusuKiB [44, 48].

CHMP I3 sycrtpivaeTbca aysxke pinko. Bin
cknamgae 3-10% nudepentiiioBanoro paky 113,
yacTinie NnpeAcTaBJIeHUN MaliJsaPHOK KapIIUHO-
MO0 (CaMOCTiliHe POJIMHHE 3aXBOPIOBAHHS YU Y
CKJIAJIi CUH/IPOMIB) i BU3HAYAETHCS K MyXJWHA,
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[0 BUHUKAE Y ABOX YU OiJbIlle POUYIB MEPIIOTO
CTYIIEHA 3a BIJICYTHOCTI BiIOMUX OCHOBHUX YMH-
HukiB pusuky [49, 50]. Baxaiors, mjo CHMP
[I[3 uacrime € arpecWBHINIUM 3a CIIOPAJAUYHY
kapruaomy I3 (Bumi: MyJbTUIIEHTPUYHICTDH
Ta/un GislaTepaJbHICTh MyXJIUHK, EKCTPATHPEO-
inHa iHBazis, yacTora MeTacTasiB y gimdbaTnyni
BY3JIM Ta 4yacToTa penuausis) [51, 52].

Ax mpasuso, narientn 3 CHMP 1113 matots
OibIl Mi3HI cTazii 3aXBOPIOBAHHS Ha MOMEHT
3BEPHEHHS, i, OTXKe, iCHy€ TeHAeHIis Aast OiabIi
arpecuBHOrO JiiKkyBaHHs. IIpoTe, Ha CcbhOTOHI
HeMae JaHux, 9ki 6 cBigumian, 1o Yy XBOpHUX i3
CHMP 13 Bignosiap Ha Xipypriune BTpy4anHs
BiIPI3HAETHCA Bi/l TAKOTO IIPU CIIOPAAUYHUX -
(bepentiitoBanux kaprumuomax I3 [53]. Takum
YIHOM, 06CAT TUPEOIAEKTOMIT Ta AuceKIii simMda-
TUYHUX BY3JIiB W] BU3HAYAETHCA HAa OCHOBI pe-
3yJIbTATIB CTAHAAPTHOTO IIPOTOKOJY 0OCTERKEHHS
Malli€HTiB 3i cropagudHoo AudepeHIiiioBaHoIo
kapruaomoio 1113.

AK I3 € opdannum 3axBOpioOBaHHAM, SIKA €
MPUYNHOIO OisnbIIOCTI cMepTel, 1Mo ToB’d3aHi 3
kapimHoMmamu 113, 3axBoproBanicTs Ha AK or1ri-
HIOETbCA B 1-2 BUIIAJIKK HA OJMH MiJbiioH Hace-
neHHs B pik [54]. Y 30-50% Bunaakis AK moxe
icHyBaTu mopsn 3 Au@epeHIiioBaHUMA KapIu-
nomamu 1113 [55-57].

Yepes 0cobAMBOCTI XapakTepy 3aXBOPIOBaH-
H IOKa3aHHA 10 XipyprivyHoro BTpyYaHHs JysKe
inauBigyanpHi, ocobauBo Tomy, mo ydacto AK
JiarHocTyioTh Bxke micas onepartii [58]. I[Ipu AK
Moske OyTH HeoOXiJHOI0 pajvKajJbHa IUCEKILis,
NpU AKiN BUAAASIOTH BCi jiMbaTUyHi By3aU A1
[-V piBuiB (oneparis Kpaitns) [59]. Hazaraux, To-
TaJbHAa TUPEOIIEKTOMIid HE MAa€E TAaKOTO MO3UTUB-
HOTO epeKTy 110/10 BUsKMBaHHA xBopux 3 AK, sk
3a nudepeHiiiioBaHoro paky, aje KO MyXJnHa
BU/lajieHa TOBHICTIO, 11e MOKpallly€ IPOTHO3 /1JIs
nauientis [60]. BogHouac mepeBaskna OijibInicThb
XBOPUX MalOTh HeomnepabesbHy MyXJIUHY 4Yepes
3aJIydeHHS B TATOJIOTIYHUN TMPOIeC TAaKUX BaK-
JIMBUX aHATOMIUHUX CTPYKTYP SIK COHHA apTepis,
ropTaHb, Tpaxes, CTPaBOXijl i/4u cepeloOCTiHHA.
[TpoBenenns tupeoinextomii 3a AK wacto cymnpo-
BOJIKYETBHCST OI/IBIIOIO0 KiJTBKICTIO YCKJIA{HEHb.

Ha cporosni, He Ma€ MMepeKOHJUBUX [[OKa-
3iB TOTO, /IJIsT KOTO i B sIKOMYy 00csi3i Xipypriune
BTpyuYaHHs y xsopux 3 AK € Bunpasganum i uun
IpyuHece BOHO 4YYTJMBY KopucTb. Haszaranu, 3a-
BEIEHO BBa)KaTW, IO B MAIi€HTIB 3 iHTpa- 4m
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excrpatupeoignoio AK 6e3 inBasii B aepoaurec-
TUBHUI Ta/4u TPaBHUU TPaKT TUPEOIEKTOMis
€ JIOIiIbHOTO, TOJMI STK 3a eKcTpaTupeoigaoio AK
3 iHBa3i€10 B a€pPOJUTECTUBHUN TPAKT — Hi [49].
3rigno 3 pexomenpaiisimu ATA, xipypriune
BTpy4YaHH$ B nalieHTiB 3 AK pekoMeH/10BaHO Ha
craaigx IVA i IVB ta y Bunankax, KoJu € MOX-
JIUBICTh JOCATTU MACUBHOI pE3eKIil IyXJIUHU
(npunaiimui R1) [54, 58]. Boanovac mokasawo,
o obcsir xipypriunoro Brpydannst (R0, R1, R2)
He BIIMBA€ Ha PiBeHb 3arajbHOrO BUIKMBAHHS,
i, TAKUM YUHOM, Ile CYIepPeuYuTb MO3UTHUBHOMY
edexTy 6inbIIOro 3a 06’€MOM XipyprivHOro BTPY-
yanus [58]. BidpimicTs AOCTIAHNUKIB HArOJOIIY-
I0Th Ha HEOOXIZIHOCTI MUPOKUX MPOCITEKTUBHUX
JTOCJIiJIKEHb J1J1s 3’ICYyBaHHS MepeBar Xipypriuyao-
0 BTPYYaHHS 32 Pi3HUX KJiHIKO-OHKOJOTIYHUX
XapaKTepucTuK XBopoou [61].

BBakaloTh TakoxkK, 10 06’eéM XipypriyHoro
BTPYYaHHS TOBUHEH OyTu 30aaHCOBAHUM He
TiJIBKW 3a MOTEHIiNHOI0 KOPUCTIO, ajie 1 3a IIic-
JgonepaliiHuMy  yckiaagHeHHIMU. Pesynbratu
MIOOIMHOKUX JIOCJIi/IKEHb CBifluaTh PO ypaskKeH-
HsI TOPTAaHHOT'O HEpBa, TilloIapaTupeos, HeoOXis-
HiCTb TpaxeocTOMM Ta KpoBoTteuy [62]. Ase npu
IIPOBEJICHHI o1epallil JOCBIJYEHUM XipyproM TUII
i wacTora XipyprivHuX yCKJIaaHeHb He 301/1biry-
€TbCS NOPIBHAHO 3 YCKJIQJHEHHIMH, SIKi criocTe-
piraroTh pu BUAAJNeHHI iHmMuX myxjanH [113.

Omnepariii na I3 3 mpuBony ii nyxaun (cro-
PAIMYHUX YU CIAJIKOBUX) 3 YCIIiXOM MPOBOJATH
y JedKuX cIeliajgi3oBaHux IeHTpax YKpainu,
3okpema B Y «Incruryr enmokpunosiorii ta
ob6miny peuyosun iMm. B.II. Komicapenka HAMH
Ykpainu» Mae 6GaraTopiuyHUNl yHiKaJIbHUIT JOCBI/I
BUKOHAHHS HaBiTh HalCKJIAJHINIUX onepalliii Ha

13.

Opdanni 3axpoproanus I3

I[ITIIT moxe BWUHUKATU K YaCTUHA KOMII-
JIEKCHOTO CUHJPOMY YU SIK i30JbOBaHe (HECHH-
JIPOMHE) 3aXBOpIOBaHHSA Ta o0uABI (opMu MoO-
KYTh OYTH K CIIAJIKOBUMU, TaK i CIOPA{UTHUMH.
I[ITIIT po3BUBAETHCS BHACHIAOK aBTOHOMHOI
IPOAYKIII ITapaTrOpMOHY 3a HAsBHOCTI aJlecHOMU
(80-85% BumajkiB), kaiTUHHOI Tinepmiasii ycix
3anmo3 (15-20% Bumnankis), a takox paky [1113
(1-5% Bumankis) [63]. BBaxkaioTs, mo nojasiitHa
aJieHoMa MOKe MAaCKyBaTU HagBHICTD rinepriasii
iamux 113, a akTUBHI KicTH TaKOXK MOXYTb Jla-
Baru kaptuny IIT'TIT [64, 65].

IITTIIT gk ckiaamoBa CHaAKOBUX CHHAPOMIB
Mae pisHi kiriHiuHi hopmu (6€3CMMITTOMHI, CUMII-
TOMaTU4Hi) i MoTpeby€e 0coOIMBOTO MiAXOLY IO
gikyBanuga. Cunjapomuauit ta cunajaxosuii [ITTIT
YaCTO ACOIIIOETHCS 3 MHOXUHHUMU ITYXJUHAMU
[T 3, na Bigminy Bix cmopagmanoro [ITTIT, mpu
AKOMY 4YacTille 3yCTpidarTbCA IOOJUHOKI aje-
vomu [11113. Bpaxosytouun, mo IITTIT € onanm i3
HaIOMMWPEeHiNNX KOMIIOHEHTiB HU3KU CUH/PO-
miB (MEH1, MEH2A, MEH4 i cuaapomy T'TIT-
J7T), itoro MokHAa BUKOPUCTOBYBATHU SK BaXKJIU-
BU JIiarHOCTUYHUM IHCTPYMEHT [IJIsI BUSIBJICHHS
nocrpaxkaaaux cimein. Onucani TakoXX HECHH-
JIIpOMaJibHi CITaIKOBi opMH, Taki SIK ciMelHUI
isonpoBanuil IITTIT Ta Baskkuil HeoHaTaJbHU
[ITTIT [66-68].

ITepen omnepaiielo npu 0OCTEKEHHI XBOPUX
HeoOxisHa 000B’s13K0Ba i1eHTH(IKAIiA yCiX YoTH-
pbox (uum Gispmie) ITII[3: migTBepIKEeHMIT TiarHO3
i TOYHA JIOKaJi3alisa 3aJ103 € BUPIMIAJIbHUMU JJIA
BUOOPY BiAIOBIAHOI Hpoleaypu. Xipypriube Ji-
kyBauus [IT'TIT ngetto BifpisHAETHCA 3a71€3KHO Bijl
KOHKDETHUX CUHAPOMIB i, 4K MPABUJIO, € CKJIAJ-
HUM 4epe3 OCHOBHE 3aXBOPIOBAHHS, 32 SIKOTO YaCTO
criocrepiratots TpuBkuil [ITTIT, skuii periuausye.
OcHOBHI TIPUHIUTIN Xipyprii BKJIIOYAOTh JOCAT-
HEHHA Ta HiATPUMKY HOPMOKAJIbIIEMii BIIDOIOBIK
SIKOMOTa JIOBIIIOIO Yacy, YHUKHEHHS SIK SITPOTeH-
HOi TiMOKaJbITieMil, Tak i omeparliiHUX yCKJaj-
HEHb, a TAKOK MOJIETTIEHHsT MaitlOyTHIX omepartiit
NpU penuanBax 3aXBOpOBaHHs [69].

XBopum i3 MEN1, MEN4 i T'TIT-JT nposo-
ASTh cyOTOTaNbHY (3aMIIAIOTh TOJOBUHY OJIHi-
€i 3271031 Ta BUJAJSAIOTH yCi iHII) YK TOTAJbHY
MapaTupeoieKToMiio (3 TeTEepPOTOITiYHOIO aBTO-
TPAHCIJIAHTAII€I0 MTapaTUPEOiIHOI TKAHWUHM) Ta
pesekIio Tumyca (3Bakaloyu Ha MOXKJIUBICTb Ha-
aBHocTi ekronmoBanux [11I[3). Oxnak manientam
i3 MEN2A, sx BBaxkaoTh, HaliKpaliie TPOBOAUTH
cesleKTUBHY pesekiriio anomanbaux I3, xoua
JlesIKi eKCTIepPTH TaKOX PEKOMEHIYIOTh TTOBHY T1a-
paTupeoileKTOMII0 Ta aBTOTPAHCILJIAHTAIiI0 Ha
nepeanivyi [68]. 3azHavaioTs, MO KOXKHE Xipyp-
riyie BTPyYaHHA Ma€ KOHTPOJIOBATUCA iHTpa-
ornepaliiHuM MOHITOPUHTOM pPiBHS TMapaTrop-
MOHY, 1[0 € Ba’KJIMBUM 1151 BUSHAYEHHSI CTYIIeHS
pesektii 11113, ocobimBO y BUIAAKY KiJIbKOX
ajieHoM (KOHIIEHTPAIlisI TapaTrTOPMOHY B MPobax
KpoBi, y3saTux depe3 10-20 xB micas Bumaien-
Hs cybGcTpaTy XBOPOOM, IMOBHMHHA 3HMKYBAaTHCS
Gisbir Hixk Ha 50% Bix BuxigHOTO piBHs) [70, 71].
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Penmunus/nepcuctentiia IIT'IIT wacrimme BUHU-
Ka€ B MallieHTiB i3 HOABIMHOIO aJeHOMOIO, IO
norpebye 0co6oi yBaru, 3Baskalouu Ha MOKJIUBE
3aXBOPIOBaHHS YOTUPBOX 3an03 [72]. Metonu
MiHiMaJIbHO iHBa3UBHOI IMapaTUPEOiIeKTOMIi, SKi
CTaJy 3BUYAHHUMHU [/ CHOPAJAMYHUX a/leHOM,
MOKYTb OyTH €KCTPaIoJbOBaHi Ha MiMHOKUHY
BunaakiB cimeitnoro IITTIT. Crangapraa omepa-
g moJigrae y aABoGiuHii peBisii Ta oIiHI BCix
ITIIL3 [68, 73].

Baxkuii veonatampuuii IITTIT (maitBaskxumii
cepeJl iHIMX CUHAPOMIB) BUMATAE JIJISI TTAIIEHTIB
TPYAHOTO BiKy TEPMiHOBOI TOTAJbHOI ITapaTUPEO-
imexTomii [67].

Kapmunoma ITIII3 € pigkicHmM 3axBoproBaH-
HSIM i cTaHOBUTH <1% BUIAJAKiB CIOPAJMYHOTO
[ITTIT. Ha ii wactky npumnazaae 0,005% ycix pako-
BUX 3aXBOPIOBaHb. SIK HACJi/IOK, iCHYIOTb 3HaYHi
Cylepeyku 1010 Pi3HUX aCHEKTiB IbOTO 3aXBO-
pIOBaHHA, a caMe eTioJorii, TiarHOCTUKA Ta Ji-
KyBaHHS. BBaxarTh, o noteHiiino pak T3
Moske OyTu HemiarHoctoBanum [74]. dudepen-
uianisg Mixk aJleHOMOIO Ta KapIIMHOMOIO € CKJIa/l-
HOI0, OCKiJTbKM BificyTHi cruenudiuai mapkepu
3aXBOPIOBAHHSI, X04ya Ha IepejonepaliiiHoMmy
eTari 3MiHu 6ioXiMiYHUX TTapaMeTpiB € 61IbII BU-
pPaKeHUMM y BUMAAKY pakKy IMOPiBHSIHO 3 100po-
skicHoto azenomoio [75]. Pak 11113 3a3Buuaii €
CIIOPANYHUM, aJie PiIKO MOKe OYTH i 4aCTHHOIO
cimeltaux cHIPOMiB, Takux sk MEN1, MEN2A,
isospoBanuii cimeitnuii IITTIT [76]. OcobauBoi
yBaru notpebye migBuinennii pusuk paxy [11113
npu IITTIT-JT [77-79]. JlikyBauusim BuGOpY
paxy I3 € moBHa XipypriuyHa pesekilisi 3ay03,
BKJIIOYAIOYM HABKOJIMIIHI TKAHUHU Ta YHUKAIOYU
pospusiB karcyau [80]. IloBue Buciuenus myx-
JIMHU 3 MIKPOCKOITIYHO BiJIbHUMU BiJ] TyXJIWUHNA
KpasiMu ITiji yac mepuroi omnepaitii gae Halkpanti
IIAHCHU /IS TIAlli€HTa, a PeUANBY, B OCHOBHOMY,
MoB’s13aHi came 3 HepaJiuKaabHicTIO onepartii [81,
82]. Xipypriune BTpy4aHHS € JIiIKyBaHHSIM I1€PIIOi
JiHiT Tako)X TpU penuauBi 3axBoproBaHHS [83].
Jlist manienTiB i3 HeomepabeabHUM 3aXBOPIOBAH-
HSIM MOSKJIMBOCTI JIiKyBaHHsST 0OMesKeHi, a 3arpo3u
JKUTTIO TIOB’d3aH1 He CTiJIbKU 3 MYXJUHOIO, CKiJib-
KU 3 TSKKOIO TillepKaJIbIiEMI€I0 Ta HUPKOBOIO He-
JNIOCTATHICTIO.

¥ mamiii kpaini HeMae cUCTeMaTU30BAHUX €TTi-
neMiosoTivHNX Manux mo 3axBopioBanocTi IITTIT,
iCHY€E CKJIAJIHICTh 3 TEHETUYHUM TECTYBAHHSIM Ta
BU3HAYEHHSIM MOJIEKYJISIPHOI IPUPO/IU CIIAJKOBUX
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dopm xBopobu. Tpyauouti Busissenss [ITTIT 3y-
MOBJIEHI MUPOKUM TOJTIMOPdiZMOM HOTO KJIiHIY-
HUX BapiaHTiB Ta MyJbTHOPraHHUMM YpasKeHHs-
mu. OcobuBy yBary xipypra cJjijg 3BepHYTH Ha
yacte noeananng ajgenom 113 ta myxmun 113,
TOMY, 110 32 IHTPATUPEOIAHOrO PO3TAIIYBAHHA 11a-
tosoriuno 3mineny 111113 maiike HEMOKIUBO Bifl-
pisHuTH Bif ajlenomu uu paky 113 [84].

Ilonpu cborozeHHy HAOCTYIIHICTb METO/iB
NiarHOCTUKHU, BiJICOTOK BUABJIEHHSA IEPBUHHOTO
I[ITTIT na iioro paHHiX NTPOsIBAX 3aJUINAETHCS
Ha HU3bKOMY PpiBHi. HecBoeuacHa aiarHocTtuka
[ITTIT € mpuumHO©O PO3BUTKY 3aHexbaHUX HOPM
3aXBOPIOBAHHSA 3 TAKKMMHU yCKJAIHEHHSIMU, 110
4acTO NPU3BOAUTDH [0 iHBaJiAU3allil MAi€HTIB i
JleTaqbHUX HacaifakiB [75]. Xipypriune jikyBaH-
Hst TITTIT y 6ibirocTi BUNIAAKIB BUKOHYIOTH TIPU
itioro maHidecTHUX (hopmax, KOIU BKe (hopmy-
I0ThCS YCKJIQJAHEHHS, 1[0 IIPU3BOAATD J0 iHBaJIi-
Hocti. ¥ci nutannst mogo [IT'TIT Ta fioro panaboi
MiarHOCTUKY MOTPEOYIOTh €TaIbHOTO BUBYEHHS
He TiIbKU JiKapeM-eHJA0KPUHOJIOTOM, a i CIelli-
ajictaMy cyMikHUX clterliambHocTell. ChoroieH-
Hs1 TTOTpeby€e HETaWHOTO BKJTFOUEHHS B CTaH/ap-
ta giaraoctuku IITTIT ckpuHiHroBUX MapkepiB:
piBeHb iOHI30BAHOTO KaJbIlil0 KPOBi, MmapaTrop-
MOHY Ta yJabTpa3ByKoBoi aiarnoctuku [113. [Ipu
BUABJICHHI iX MaTOJOriYHMX 3MiH HeobOXimHa
KOHCYJIbTallist Xipypra-engokpunosiora [85]. He-
edextusnicty IITTIT — 1e mpsiMe moKa3aHHS
J10 XipypriuHoro BTpy4aHHs, sIKe 32 YMOBHU 10OT0O
IIPOBEJICHHS B CIIelliajli30BaHUX KJiHiKaX 10CBil-
YeHUMHU crheliajicTaMyd MPOXOAUTh YCHIlIHO H
I[IJIKOM IOCTyITHE B Y KpaiHi.

OpdaHHi 3aXBOpPIOBAHHS HAJHUPHUKIB

XBopoba i cunapom Kymmhra € pigkicHuME
3aXBOPIOBAHHSIMHU, AJIS SIKMX XapaKTEePHUM € BU-
COKUIi piBeHb KOPTU30JIY B KPOBi 3 BiAATOBiIHUMU
TAKKUMHU TMATOJOTIYHUMU HACHIAKAMU g Pi3-
HUX CUCTEM 1 OpradiB, 1[0 CIPUYMHSIE 3HAYHUU
piBeHb JieTaJbHOCTI (Y 4 pa3u BUIIUA, HiXK cepe]y
BIJIIOBIZTHUX 32 BIKOM i cTarTio OCi0 y 3arajibHiil
nomnyJsiii) [86]. Xsopoba Kymunra € dhpopmoio
BTOPUHHOTO TiMEPKOPTHIIM3MY Ta OOYMOBJIEHA
MiKpO- U MaKkpoajeHoMamu Tinodisa, aki cexpe-
tytorb AKTT (nuB. Bume). HaBnaku, cungapom
Kymunra moB’d3anuii i3 HaIMipHUM piBHEM KOP-
TU30JIy B KPOBi He3aJIeXKHO BijJi IOro IIOXOJKeH-
Hs, 30KpeMa JIPKePesioM KOPTUKOCTEPOiliB € myX-
JIMTHU KOPW HaAHUPHUKIB [87].
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Kniniuna qudepenmiania cuaapomy Kymuara
BiIOYBA€ETHCST HA OCHOBI 3aJI€KHOCTI U1 HE3AJIEK-
HocTi rineproptunuamy Bin AKTID [86]. Ilpu-
ynHoto AKTI-3amexknoro cunapomy KymwnHra
€ exromiuna cekpenisgs AKTI merinmodizapaumun
NyXJuHaMu (pak JiereHb, MiJIIJIYHKOBOI 3a7103H,
MK II13, tumoma, MEQO, 6poHXOreHHUI Kapiiu-
HOI/l UM KapIUHOI/ MIJYHKOBO-KAIIKOBOTO TPAaK-
Ty) abo eKTOIiYHa CeKpelliss KOPTUKOJIiOepuHy
HerirnoTaJaMiYHUMU MyXJUHAMU, 110 BUKJINKAE
rinodizapuy rinmepcekpemnito AKTI [88, 89].
o AKTT-ne3anexxnoro cuagapomy KyminHra Bif-
HOCSITb aJIeHOMU Ta KapIllMHOMU KOPU HAJ[HUPHU-
KiB, IIEPBUHHY IIrMEHTOBaHYy BY3JIMKOBY Tilep-
nrasiio Hagaupuukis 18, 90], a Takok aBOOIUHY
AKTTl-He3anexny rinepniazito HaJHUPHUKIB,
30KpeMa Bpokeny [91].

€n1HUM paJiuKaJbHUM METOJOM JIiKyBaHHS
eKTOmiYHUX MmyxJauH, mo mpoaykyiots AKTT, €
Xipypriyauii, a HecBO€YacHa J/IiarHOCTUKA Bejle
JI0 HETPaBWJIBHOTO JIiKyBaHHS, 10 00YMOBJIIOE
BUCOKY iHBaJIiIU3Al1i10 BiJl yCKJIAAHEHb Ta CMEPT-
HiCTb IaIi€eHTIB.

[Ilomo BiacHe NyXJWH KOPU HAJHUPHUKIB,
rinepyHKIIOHYBaHHS SIKUX BUKJIWKAE CUMII-
TOMaTuKy cuHapomy KymwHra, To iX BigHOCATDH
[0 4rcja HaWBakuMX i HaWckaafHimux ¢opm
eHJIOKpUHHOI Xipypriunoi matosorii. Ak ckasa-
HO BUIIE, TyXJUHU KOPU HAJAHUPHUKIB MOXKYTb
BXO/IUTU JI0 HU3KU CIIQJIKOBUX CHH/POMIB, aje
4acTo I1i PiZIKiCHI MyXJUHU MOKYTb BUHUKATU U
criontanHo. [Ipu myxmmuax posmipom 6-10 cm i
6itbIiie, TP O3HAKaX 3JI0SKiICHOCTI Y¥ CIAKOBO-
TO TIPollecy MicJis paHille TepeHeceHuX onepaiii
IIPOBOJATH BiIKPUTY aJPEHAJECKTOMIIO, 34 MEH-
MIKUX MMYXJUH — JIAallapOCKOIIiYHY, sIKa € BU3Ha-
HUM Yy BCbOMY CBIiTi «30JI0OTUM CTaHAApPTOM» BU-
JlaJleHHS MYXJWH KOPU HaJHUPHUKIB i 1a€ 3MOTy
BiIHOCHO 6€31eYHo Ta 3 MiHIMAJIBHOIO TPABMOIO
POBECTH OIEPaIilo Ha aHATOMIYHO <«TJTHOOKO»
po3sTalioBaHoOMy oprani [92].

Binpm nomupeHum € TpaHClepUTOHEAb-
HUI JIOCTYII, X04a JIOMYyCKAIOTh, 10 3a04€PEBUH-
HUW miaxig Moke OyTu KpamuMm. [IpuXuabHUKN
OCTaHHBOTO METOJY NOBOJSATD, 1[0 Pe3yJIbTaTOM
ioro € KOpOTHWIMH 4Yac orepalii, MeHIIa BTpa-
Ta KpOBi, MeHIEe BiUyTTd IMicjasomnepaliiHoro
6ost0 Ta yac nepebyBanHs B kiiHini [92]. Tpu
iHKypabebHill MyXJUHI MOKJIUBE MPOBEIEHHSI
emborizarii cyinH, sIKi mocTa4aioTh KPOB 10 MyX-
JIMHMY, JJ 3MEHIIEeHHs TeMIIiB POCTY OCTaHHbLOI

ta i ropmoHasbHoi aktuBHOCTI. Cirigg 3a3Haum-
TH, 1110 B pa3i HEAKTUBHUX MYXJWH HAJHUPHUKIB,
poaMipamu 710 3-4 cM, MMOKa3aHb J0 XipyprivHOTO
iX BuJajieHHsl HEeMa€; PpeKOMEH/I0BaHO JUHaMiuHe
CIIOCTEPEKEHHS 3 METOI0 CBOEYACHOTO J[ialrHOCTY-
BaHHA [10YaTKy IX FOPMOHAJILHOI aKTUBHOCTI 4uU
03HaK MeTacTazyBaHHs [93].

Anpenokoprukanbaa kapimHoma (AKK) i me-
tactratuuni MEO € piakicaumu, ane 37105KicHU-
MM [IyXJMHAMU HAJHUPHUKIB i3 HECIPUSATINBUM
[POTHO30M Ta OOMEXKEHUMH TepareBTUYHUMU
MOKJIMBOCTSAMU B ycboMmy cBiti [94]. Ilaparan-
IJIIOMM — €KCTPAaHAJAHUPKOBI IMyXJUHU, K Ma-
I0Th CXOXi TeHEeTWYHi Ta MOJeKyJadpHi mpodii
3 OEO; gk mpaBuiio iX A0CHIKYIOTh pa3oM. 3a
OCTaHHI KiJibKa POKiB PO3YyMiHHA MOJEKYJIAPHOTO
naroretesy AKK i @EO posmupuiocs, aie 6e3
iCTOTHWX 3MiH y BapiaHTax JiKyBaHHS. 3aTaJiOM Y
80-90% sunankie AKK crocrepiraerbcst ropmo-
HaJIbHUI AurcOananc, SIKUN TMPE3eHTYE CHHIAPOM
Kymmunra, Bipusisaniio ta anomasii cTateBoro
n03piBaHHs (32 IMYXJIMH, IO CEKPETYIOTh KOPTH-
KocTepoinn # angaporenn). CrnagkoBi CUHAPOMH,
nop’a3ani 3 AKK, Briovators cungpomn MENT,
Jli-Opaymeni, DbeksiT-Bizemana (reHeTudHo
oOyMOBJIeHe MOPYIIEHHSI 3POCTAHHS Ta PO3BUT-
Ky) i Jlinua (3yMOBJIIO€ BUCOKUI PUSUK PO3BUTKY
paky TOBCTOI KUIIIKH ), TOMY TIepe/] Ollepallieio pe-
KOMEHAYIOTh TeHeTHuYHe TecTyBaHHs [95, 96].

Xipypriute Brpyvyansd npu AKK 3anuniaers-
cs1 JTIKyBaHHSIM IepINoi JIiHii, ajse B OibImocTi na-
Hi€EHTIiB HAa MOMEHT 3BEPHEHHS YU 3 4aCOM PO3BHU-
BalOTbCd MeTacTaTUYHi Mpollecud. Y 3allyleHux
BUIIQ/IKAX, Xipypriune BTpyYaHHA, KOJU 1[€ MOXK-
JINBO, MOKe TOTIOMOTTH 3 KOHTPOJIEM TOPMOHAJIb-
HOro (hOHY, a TAKOK MO’KE JI03BOJIUTH PO3MOYATH
CUCTEMHY Tepallil0o MiTOTaHOM pa3oM i3 Ximio-
Tepali€lo Yu MiTOTAaHOM Pa3oM 3 TapreTHOIO, UM
imynoreparieo [97-99]. EdexTtuBnicts Taxoro
JIKyBaHHS MOKH 1[0 0OMesKeHa.

Ha cporogni AKK 3anutmaeTrncs cKIagHOTIO
po06JIeMOI0, BUPIIIIEHHST SIKOT BUMAra€ MBUKOTO
BTPYYaHHS Ta MyJbTUJUCIUIIiHADHOI KOMaH/IN.
ITopanbimuil po3BUTOK MOJIEKYJISAPHUX MapKepiB
HeOOXiIHUI /IJIsT TIOBHOTO PO3YyMiHHSI MPUPOIU
3aXBOPIOBAHHA, TOKpPAIleHHSA IPOTOKOJIB [ia-
THOCTHUKHU, JTIKyBaHHS Ta TPOrHO3Yy [96].

Bigomo, mo ®EO Bupobisie HaIIUIIKOBY
KIJIbKiCTh KaTeXoJaMiHiB i/4u iHImuX 6io0riaHo
AKTUBHUX PEYOBMH, IO IPU3BOAUTH 10 apTepi-
aJIbHOT TilepTensii, IPUCKOPEHOTo MeTaboIi3My
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Ta rinepraikemii. [l myxanHa Bipi3HAETHCS Bl
IHIINX TOPMOHAJbHO-AaKTUBHUX ITyXJIWH HAIHUP-
HUKIB HaiOinbm HeOe3[eYHUMHU MOPYIIEeHHIMU
TeMOJWHAMIKH, IO MOKe CIPUYUHATH 3arpo3-
JIUBi JI JKUTTA TilIEpTOHIYHI KPU3W YU HaNaau
apurmii. ®EO npucyTHi B 6JM3bKO ITIOJOBUHU
xBopux i3 MEH2A, ix giarHOCTYI0TH OTHOYACHO
3 MK 4u yepes kisbka pokiB motomy; y 60-80%
BUIAIKIB BOHU € IBOOIYHUMU, TOMI K CITOPad-
Hi DEO aBo6iuni smme B 10%. 3a cuHapoMiB
MEN xipypriune BUjajieHHS MyXJWUHU TTOBUHHO
MPOBOAUTHCA cTporo o omnepaiii Ha [I[3 Ta/um
[THI3, mo noB’43aHO 3 BUCOKUM PU3UKOM iHTpa-
Ta TicasgomeparliiHuX yCKJIaJHEeHb, SKi 3arpo-
JKYIOTb KMTTIO BHACJIJOK IeMOJAMHAMi4yHOI He-
crabisbpHocTi. Is )k peKoMeHIAIlist CTOCYEThCS i
iHIITUX eHJAOKPUHHUX CUH/POMIB, /10 CKJIANy IKUX
nop:na i3 DEO BXoagaTh uM iHIIi IyXJIMHU, YU
Taki cTanu, o MOTPeOYITh OIEPATUBHOTO BTPY-
yanssa [100, 101]. IlinzroToBka 10 aspeHaIeKTO-
mii 3 mpuBogxy MEO moBunHa BKIIOYaTH cTabi-
JIi3anio aprepiaJbHOrO TUCKY i MEJUKAMEHTO3HE
oM sIKIIeHHs 1epebiry kapaiomiomnarii, cipuyu-
nenoi MEQO. [IpoTe, onTumarbHe JiKyBaHHS Kap-
miomiomatii, 0cOOJIMBO y BaKKUX BHUIIAAKaX, A0CI
He BcTaHoBJeHO [102].

Xoua MEO 3xebinbiioro po6poskicHi HOBO-
yrBOpenHs, 10-15% nyxJuH € 3JI0IKiCHUMH, ajie
cTaHzapTHoro JikyBanHs MertactatuaHoi MEO
He BU3Ha4YeHO. BojHouYac BBaXKalOTh, 10 MOTPU
TeXHiYHi TPyAHOLIi, JallapOCKOIliYHa LUTOpe-
JTYKTUBHA aJPEHAJIEKTOMIsI € MOKJINBOIO Ta Oe3-
neunoio i mpu Metacratuuniit ®EO [103]. Y pasi
KiJIbKOX IIYXJIMH €IWHOrO CTaHAAPTY B Xipypriy-
nomy JgikyBanui @EO wue icnye. Jlominipuum BBa-
JKAETHCS TOBHE BUAJEHHS BCiX MYyXJHWH, OJHAK
yepe3 BUCOKWI PU3UK OTepallii Bif 1Miel TakTuKu
NIOBOAUTBLCA BiIMOBJIAATACA — TPOBOJASATH Pe3eK-
10 MyXJIMH Y KiJIbKA €TalliB YU BUAAIAIOTH JIULIE
iX 4acTuHy.

Kputepiem edextuBnocti sikyBanus DEO
BBA’KAETLCA TI0ABAa OPTOCTATUYHUX KOJWBAHb
apTepiaJbHOTO THUCKY, CIHPUYNHEHUX 3MiHOIO
moJioskeHHsT Tina. [Ipu TMOOAMHOKMX MyXJIMHAX
edexkTuBHicTh Xipypriunoro JikyBanus DOEO
BUCOKA: PEIUIUB 3aXBOPIOBAHHS CIIOCTEPIra€Th-
cstamie y 12-15% Bunaikis. Y nesiKuX BUTIaIKaX
micJa BUMAJCHHA NYXJIUHU B MAlliEHTA HE Bi/:[6y—
BA€THCS 3HMKEHHS TUCKY. Take miciasgonepariii-
HE YCKJIQJHEHHS OB SI3YIOTh i3 TONIKO/KEHHSIM
HUPKOBOI apTepii YW HENMOBHUM BHIAJEHHAM
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NyXJauHU. BigcyTHiCTh NpaBuIbHOI AiarHOCTUKN
DEO nepen onepaii€io moB’si3aHa 3 10JaTKOBU-
MU iHTpaonepaniiitnumu pusukamu. Haiinommupe-
HIillMM € CIIOHTAaHHA KPOBOTEYa 3 HAJHUPHUKIB:
Ha Hel mpunamae maitxke 50% Bumaakis. Ha cbo-
roJHI peKoMeHJalil 11040 BeAeHH IAlIE€HTIB i3
KpPOBOTEYCIO 3 HAIHMPKOBUX 3aJ103 BHACJIITOK BU-
nanennss EO Bigcyrhi [104].

BucHoBku

Amnasni3 TeHaeHIii XipypriyHoro JiKyBaHHS Pij-
KiCHUX €HJIOKPUHHHUX XBOpPOO MOKa3aB, MO st
YCIIITHOTO JIIKYBaHHSI BKpall HeoOXiaHa siKicHa
Ta BYacHa JliaTHOCTUKA. 3aIllylleHi ctafii XBO-
pobu YTPYAHIOIOTh YM, HaBiTh, POOJISITH HEMOIK-
JIMBUM TIOBHOIIIHHY XipypriuHy i TeparneBTUYHY
nonomMory xBopuM. CUMIITOMHU JIeIKUX PiIKiCHUX
PO3JIa/liB MOKYTh OyTH BUSIBJIEHI TPU HAPOJKEH-
Hi 4¥ B JUTUHCTBI, TOAl AK iHNIi 3’ ABJISII0THC 13-
Hillle, HA YETBEPTOMY-II'SITOMY IIpalle3/[aTHOMY
necssTuiTTi KuTTst. IIpore, Gpak 3HaHb Ta iHDOP-
Malii AK cepej HMIMPOKOro KoJja JikKapiB pisHOi
crertiasisaiii, Tak i cepesi NAIi€EHTIB TPU3BOIUTD
J10 3alli3HIJ01 AIarHOCTUKU, YCKJIAJIHEHOTO JIiKY-
BaHHS BAKKMX XPOHIYHUX PO3Ja/liB 3/10pOB’4,
iHBaJIIIHOCTI, 10 3HUAKYE SAKICTh KUTTH Ta HOTO
TpUBaJicTb. I 11e cTOCYyeTHCA MEIMYHOI CIIJIBHOTH
GaraTboX KpaiH, 30KkpeMa i yKkpaincbkoi [5, 105].
Ax mpuraaza, cepesl MHOXUHUA CIIAJIKOBUX €H/IO-
KPUHHUX Op(aHHUX 3aXBOPIOBAHb IE€HETUYHUI
CKPUHIHT MOXKJWBUH JIMIIE 11 TOOJUHOKUX HO-
3oqoriii [106].

Y 3B’s13Ky 3 M, TO3UTUBHUM € yXBaJIEHHS B
Yxkpaini Hamionanpnoi ctpaterii 3 mpodizakTu-
KU, IIarHOCTUKY 1 JIiIKyBaHH4 pigkicaux (opdan-
HUX) 3aXBOPIOBaHb, IO CBiYUTHh PO BU3HAHHS
npobiieMu Ha epskaBHoMy piBHi [107]. Kpim Toro,
HPUIHATUI 3aKOH, KU 3a0e3I1e4y€e PO3BUTOK
CUCTEMHU PO3IMUPEHOT0 HEOHATAJIBHOTO CKPUHiH-
ry [108]. Bukonanusi mux mporpam mepejgbadae
MPOBEJICHHA €MiIeMiOJIOTIYHUX TOCJiIKEHb, 36ip
Ta 1udposizailiio craTucTUYHOi iHopMalii mpo
opdanni 3axBopioBaHHS (CTBOPEHHS PEECTPIB),
BIIPOBA/I)KEHHS HOBITHIX TEXHOJIOTIH i MiaX0miB y
CUCTEMI PaHHbBOI AIarHOCTUKHU, & TAKOXK JIIKYBaH-
Hs1 Ta peabimiTanii xBopux. Basxkausum € 3abe3-
IIeYeHHS JOTPUMAHHS MiKHApOAHUX CTaHAApPTiB
ocBiTH Ta miAroTOoBKM KBajidikoBaHuUX daxiB-
1iB, IO /103BOJIUTb CBOEYACHO BUSBJISITU PU3U-
Ky op(aHHUX 3aXBOPIOBaHb Ta SKHAWITBUIIE
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3armobiratu iX KiaiHivHUM mposiBam. Ilepiii Kpoku
Ha I[bOMY IILISIXY BiKe 3po0JieHi, a came, CTBOpe-
HUi BeceykpaiHChKuil HalliOHAJIBHUN PEECTP XBO-
pUX Ha T)KKe piAKiCHe eHJOKPUHHE 3aXBOPIO-
BaHHS — akpomeradio [37].
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Orphan endocrine diseases: current trends and
the state of their surgical treatment in Ukraine

M.D. Tronko, B.B. Guda
State Institution «V.P. Komisarenko Institute of Endocrinology and
Metabolism of the National Academy of Medical Sciences of Ukraine»

Abstract. A review of the literature records the current state of sur-
gical treatment of rare endocrine diseases. Orphan diseases of the
pituitary gland include both isolated hormonally active tumors and
adenomas as part of some genetic syndromes. Most of them re-
quire surgical treatment. Endoscopic or microscopic transsphenoi-
dal surgery is widely used for the treatment of patients with pitu-
itary adenoma, and in complex cases the first approach has several
advantages. Orphan thyroid diseases include sporadic and familial
medullary carcinoma, medullary carcinoma in the MEN2 syndrome,
familial nonmedullary papillary carcinoma, differentiated carcino-
mas in some syndromes, and anaplastic carcinoma of the thyroid
gland. The tactics of surgical treatment of syndromic thyroid gland
largely depend on its nature and characteristics, the knowledge of
which is absolutely necessary to perform preventive surgical inter-
ventions not only in patients with medullary cancer, but also in their
family members. Due to the peculiarities of the nature of anaplastic
carcinoma, the indications for surgical intervention are very indi-

300

vidual, especially because they are often diagnosed after surgery.
Primary hyperparathyroidism can occur as part of a complex syn-
drome or as a non-syndromic disease and develops as a result of
autonomous production of parathyroid hormone in the presence
of adenoma, cellular hyperplasia of all glands, as well as parathyroid
cancer. Primary hyperparathyroidism as a component of hereditary
syndromes has different clinical forms, is often associated with mul-
tiple tumors and requires a special approach to treatment. Patients
with MEN1, MEN4 and syndromes of hyperparathyroidism with a
mandibular tumor undergo subtotal or total parathyroidectomy
(with heterotopic autotransplantation of parathyroid tissue) and
thymectomy (taking into account the possibility of ectopic thyroid
gland). The treatment of choice for parathyroid cancer is complete
surgical resection of the parathyroid glands and surrounding tissue.
The only radical treatment method for ectopic tumors producing
ACTH and accompanied by symptoms of Cushing’s syndrome is sur-
gical, and untimely diagnosis leads to incorrect treatment, which
causes high disability from complications and patient mortality. As
for tumors of the adrenal cortex, they are considered among the
most severe and complex forms of endocrine surgical pathology.
Open adrenalectomy is performed for tumors 6 cm or larger or with
signs of malignancy, and laparoscopic adrenalectomy for smaller tu-
mors, which is the world-recognized «gold standard» for removing
adrenal cortex tumors and allows relatively safe and minimal trau-
ma to perform an operation on anatomically «deep» located body.
Pheochromocytoma differs from other hormonally active tumors of
the adrenal glands by the most dangerous hemodynamic disorders.
Pheochromocytoma is present in about half of patients with MEN2,
they are diagnosed at the same time as medullary carcinoma or sev-
eral years later. Surgical removal of pheochromocytoma should be
performed strictly before thyroid and/or parathyroid surgery, which
is associated with a high risk of intra- and postoperative life-threat-
ening complications due to hemodynamic instability. The same rec-
ommendation applies to other endocrine syndromes, which, along
with pheochromocytoma, include other tumors or conditions that
require surgical intervention. Operations on endocrine organs are
successfully performed in specialized endocrine and neurosurgical
centers of Ukraine, whose specialists have many years of unique ex-
perience in performing even the most complex operations. Howev-
er, the analysis of modern trends in the surgery of orphan endocrine
diseases showed that for their successful treatment, high-quality
and timely diagnosis (in particular, genetic screening) is absolutely
necessary, which still has significant shortcomings today. The ad-
vanced stages of the disease make it difficult or even impossible to
provide full-fledged surgical and therapeutic assistance to patients.
Keywords: orphan diseases of endocrine glands, surgical treat-
ment.
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