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Cunopom muosicunnux endokpunnux neonnasziii (MEH) — ye epyna piznux chaokosux
CUHOPOMIB, AKI XAPAKMEPUZVIOMbCA CUHXPOHHUM A60 MEMAXpOHHUM GUHUKHEHHAM NYXIUH
abo adeHoMamosHux 2inepnnasiii y 0sox ma 6Ginvute eHOOKPUHHUX OpeaHax. Bnpooosc
OCMAHHIX Oecamupii OemaibHO BUBUEHO MONEKVIAPHUIL QYHOAMEHm YuX NYXTUHHUX
CUHOPOMIB, 30Kpema suscHeHd ponts 2eHie RET ma meniny y possumxy saxsoprosanns. Ilooaro
cyuacni 0ani wooo enioemionozii, namozenesy, eHOMuUNHUX IACMUEOCMET, 2eHeMUYHUX
ocobnusocmeii | npunyunie Odiaenocmuxu piznux cunopomie MEH. Hazonoutyemves na
momy, uo iHOUGIOVIbHUIL NiOXI0 00 6UOOPY MAKMUKY JIKYEAHHSA OdE 3MO2Y NOKPAUWUmy
NPO2HO3, AKICHIb HCUMMA MA 30ITbULUMY 11020 MPUSATICHIb.

Kmiouogi cnosa: cunopom MEH, APUD-cucmema, medynaphuii pax wumonooi6noi
3a103U, PeOXPOMOYUMOMA, NEPSUHHUTI 2INePRAPAMUPOTO03.
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The term syndrome of multiple endocrine neoplasia (MEN) unites a group of diseases
that include tumors of neuroendocrine origin and/or hyperplasia of two or more endocrine
organs. MEN syndromes have a number of common signs, in particular: different metabolic
and endocrine dysfunctions; symptoms caused by hypersecretion of one or several
hormones; they are often accompanied by dysplasia of other organs, presence of several
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Jfoci of hyperplasia or neoplastic growth, they are caused by genetic defects and autosomal
dominant inheritance; high penetrance; dependence of clinical and laboratory indicators
on the stage of tumor development. In fifty percent of cases, MEN apears sporadically, i.e. it
is caused by a mutation in germ or somatic cells. The risk of disease incidence in patient's
children is 50%. Genealogical, cytogenetic, and molecular genetic research found mutations
that underlie the known types of MEN syndrome: in case of MEN-1 it is the mutation of
tumor growth suppressor gene (11q13) that codes menin protein which ensures regulation
of proliferation of neural crest derivative cells; in case of MEN-2 it is the mutation of RET
proto-oncogene which is localized on the long arm of the 10th chromosome. The majority of
tumors that belong to MEN are neuroendocrine and stem from APUD-system cells. Any type
of APUD-system cells (islet cells of the pancreas, neuroendocrine cells of the respiratory
system and gastrointestinal tract, and parafollicular cells of the thyroid gland) can be the
source of development of tumors called apudomas. The choice of treatment method in case of
MEN syndromes depends on clinical signs, extensiveness of neoplastic process, and possible
complications. Timely diagnosis and definitive treatment improve the patient's prognosis.

Key words: MEN syndrome, APUD system, medullary thyroid cancer, pheochromocy-
toma, primary hyperparathyroidism

Icropist BigkpuTTs Ta AochimkeHs cuHapoMis MEH HaassuuaitHo mikaea i posmo-
YHUHAETHCS TMIOHA/ CTO POKIB TOMY, Komu Epnxaiiv y 1903 p. Bnepime ommcas KIiHIYHUH
BHIAA0K Timo(i3apHOi aIcHOMH Ta 301TbIICHAX MAPAIIHTOMOMIOHHX 347103 Y XBOPOTO 3
o3Hakamu akpomeramii. Uepes 50 pokiB YHaepaamib i CIiBABTOPH MOBIAOMHIA MPO § ma-
LI€HTIB 13 CHHAPOMOM, IKHH XapaKTePH3y BABCS aACHOMAMH Tirmo}izy, mapanmTono OOl
Ta MIAOUTYHKOBOI 327103, ay 1954 p. BepMep 3°scyBaB, o el CHHAPOM YCHAIKOBY €THCS
K TOMIHAHTHA O3HAKA. Y 1959 p. Xazapa Ta HOTO KOJCTH BICPIIC OMHCATH MCIYIIAP-
HUH pak muTonoxiOHoi 3amo3u (MPIL3), a uepes asa poku CimTut HOBIZOBHB MPO TE, IO
MPI3 moeany eThesa 3 peoxpomonnToMoro. LlItaitaep Ta ciBasropu y 1968 pomi 3ampo-
MOHYBAJIH TEPMIH «MHOXXKMHHA CHIOKPHHHA HEOILIA3is», MO3HAYMIM CHHApoM Bepmepa
six cuaapoM MEH-1, a curapom Cinmna — sixk MEH-2. Uepe3 mmicts pokis Cait3mop onu-
cas kiiHivHI o3Haku cuHapoMie MEH-2A Ta MEH-2bB (Carney, 2005).

BinbImicTs My XJIHH, SIKI BXOIATH 10 CKIady cuaapoMis MEH, € HeHpOeHIOKpHHHN-
MH i moxoaats i3 kmtuH APUD-cucremu. ¥V 1968 p. arrmidicekutii ricronor E. TTipc 3ampo-
MOHYBaB KOHLEIIIO ICHYBAHHS B OPraHi3Mi 0COOIMBOI BHCOKOOPTaHI30BaHOI Au()y3HOI
CHCTEMH KIITHH, CHCIU(ITHOI ()YHKIIEIO SIKOi € CHHTE3 OIOTCHHUX aMiHIB 1 IENTHAHAX
ropmoHiB. Abpesiarypa APUD c(opmMoBaHa 3 MOUATKOBHX TSP HAHBAKITUBIIIAX XapaK-
TepucTuk KiaituH (Amin precursor Uptake and Decarboxylation — 3axonneHHs momepe-
JTHUKA aMiHiB 1 #oro mekapOokcmmroBanHs). Jo kaitaH APUD-CHCTEMH HAJICHKATH OCTPIiB-
IeBl KIITHHY MUY HKOBOI 3a7103H, HEHPOCHIOKPHHHI KIITHHH IHXATbHOI CHCTEMH Ta
IIUTY HKOBO-KHIITKOBOTO TPAKTY, Mapa(oIiKy LIpHI KITHHA IMUTONOAIOHO] 3am03u. byas-
SIKMH THI KIITHH MOYKE CTaTH HKEPEIIOM PO3BHUTKY ITyXJIHH, SIKi OTPUMAJH HA3BY aIyIOM.
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3anekHO BiA eMOPIOTIOTIMHOTO MOXOMKCHHS BUAULIIOTH Taki rpymu kiaituH APUD-
CHUCTEMH:

1) moxigHi HEPBOBOTO TPCOIHI (CHHTC3YIOTH AAPCHANIH, HOPAOPCHANIH, CCPOTO-
HiH, KaJbIIUTOHIH);

2) EHAOKPUHHI KIITHHH HEHPOEKTOACPMAIBHOTO TTOXOKCHHS (MEIIATOHIH, KATEX0-
JIAMiHH, CCPOTOHIH);

3) TOXimHI €HJ0- T ME30ACPMH — racTPOCHTEPOTIAHKPEATHYH] i CHAOKPUHHI KIi-
THHH PECTIIPATOPHOTO Ta CE4OCTaTeBOTO TPaKTiB (G-, A-, D-, ES-, ECL-, S-eHA0KpHHHI
KITITHHHA).

Po3pi3HSIOTH TaK i CHHAPOMH MHOXXHHHOI CHIOKPHHHOI HEOTUIa3il:

CHHIPOM MHOKHHHOI €HIOKpPHHHOI Heomnasii 1-ro tumy (MEH-1, cuaapom Bep-
MCpa) — PIAKICHE CIATKOBE 3aXBOPIOBAHHA 3 ayTOCOMHO-IOMIHAHTHHM THITOM yCIA-
KYBAHHA, 0 XaPAKTCPH3YETHCA BHCOKOI MCHCTPAHTHICTIO Ta HAABHICTIO Timepruiasii i
HEOIUIa3ii y He MCHIIC ABOX PI3HMX CHAOKPHHHHX OpPraHax (IapamuTonoaiOHi 3aJ03H,
ATy HKOBA 3a103a Ta rino(iz). Tpammserscs B 1 Ha 30 000 monei, a 3a iHIIAMHA J1a-
HUMH 3aXBOPIOBAHICTH HAa cuHApoM MEH-1, Ky OLIHIOBAIM IUTIXOM PAHIOMI30BAHUX
TMOCMCPTHHX AOCTIHKCHB, CTaHOBUTH 0,25%, 1 1-18% y maIi€HTiB 3 ICPBHHHUM Timep-
maparupoiguzmoM, 16-38% npu racTpuHOMaXx Ta MeHIIE 3% V BUNAAKY Iy XJIHH rimodiza
[Trakker, 2010]. Curapom MEH-1 ypaskae yci BIKOBI KaTeropii, a came B Jiama3oHi Bif
5 mo 81 poxky, mpuiaoMy y 98% XBOPHUX CHMITOMH BHHHKHYTH 1O II SITOI JCKAIH >KATTS
(Machens et al., 2007).

Omucano a8i (hopmu curapomy MEH-1: ciopanmasy Ta cimetiny. Criopaguaaa (op-
Ma MaHi(ecTye aBa 3 TphoX KIrouoBHX MEH-1-3a1C0KHAX CHIOKPHHHHX IMyXITHH, TOXL
K ciMeiHa (hopMa XapakTepu3y€eThes BUNAIKkoM cuHapomy MEH-1 y He MeHIIe 01HOTO
ponwua mepioi miHii. [TpranHOO cuHapomy MEH-1 € myTarisa B TeHi MEHIHY, SIKHH PO3-
MimeHu# Ha JoBromy Iuredi xpomocomu 11 (11ql13). MeHiH — KIacHYHUHN Ty XITHHHHH
Cympecop, SKUi PETYIOE KINTHHHAA IHKIT 1 TPAaHCKPHUIIit0. HemocTarHiCTs MCHIHY 3y-
MOBJIFO€ TIIIEPIIA3if0, a BIACYTHICTh — MYXJIMHHY TPAHC(OPMAIIFO KIITHHH.

Sx mxe 3azHauanocs, cuaApoM MEH-1 mposBIA€TBCA NEPBHHHUMH Iy XJIMHAMH
JIBOX 1 OibINe CHAOKPHHHUX OPTaHiB, BPAXOBYFOYH HOBOYTBOPH NAPAIIUTOIOAIOHHUX 3a-
7103 (95% BHUMAAKIB), OCTPIBLI MiANUIYHKOBOI 3271030 (30-80%), mMepeaHI0 YaCTKY Tilmo-
¢i3a (15-90%), 3HAYHO piAe — Iy XJIHHH HATHHPHUKOBOI 3aJ7I03H, KAPIUHOIIN OPOHXY,
IIUTY HKOBO-KHIIKOBOTO TPakTy Ta TuMyca (Marini et al., 2006).

IMepsunHMI TinEpIApPaTHPOiI03 — HAWBAKTUBIMIAHN 1 3a3BUYAN MCPITHH KTiHITHHH
mposiB cuHApoMy MEH-1, sxuit ypaxae 0mu3pko 95% ycix XBOPHX i3 MM CHHIPOMOM
(Brandi et al., 2001). Cammromu, [Ki 3’ IBISFOTHCA Y TPETiH AcKai skuTTa (20-25 pokis),
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3YMOBJICHI TIIEPKATIBII €MIEF0, SIKA 3yMOBJICHA HATUIIKOBOIO ITPOIY KIIEFO ITAPATTOPMOHY
VPOKCHAMH MAPAIIUTONOTIOHIMHA 3am03aMu. KTiHITHIMA O3HAKAMH TiABHINCHOI KOH-
IEHTpamii KaIbII0 B IIa3Mi Kposi € nopymenHs ¢yHkuiid [THC (conmmsicTs, aenpecis,
posnamu ceigomocTti Tomo), IIIKT (Brpara anetuty, HyA0Ta, OMFOBAHHSA, 3aKPEIH), HUPOK
(o guIcia, MOy pis, HIKTYpid, Aerigparanis, He(POIiTia3), YPaKCHHA KICTKOBOI (ITia-
BHIICHHSA Pe30pO1ii KiCTOK Ta PH3HKY TICPEIOMIB, OCOOIHBO ¥ JKIHOK) Ta CEPLICBO-CYIHH-
HOI (rimepren3is, BkopoueHH: iHTepsaixy QT) cucrem. /liarHo3 MEpBHHHOTO TiNleprapaTy-
POin03y BU3HAYAOTH HA OCHOBI MIABHINCHOI KOHIICHTPALIi TAPATTOPMOHY B ITJ1a3Ml KPOBI
(Hopma -10-60 nr/m) Ta piBHA KAmBINO (2,1-2,6 MMOIIB/T).

[TyxIwHE MANUTYHKOBOI 3a/I03H 3alMArOTh JPYre MICHE V CTPYKTYPL KIIIHIMHHX
o3Hak cuHapomy MEH-1. TIposBaar0oThCS MHO)KHHHUMHE BY3TOBHMH YTBOPAMH, SIKi pPO3-
BHBAOTHCS Y paHHbOMY Bini (Carty et al., 1998). [lepeBaxkaroua KiTBKICTh IMX Iy XJTHH
TPOAYKY € HAIMIPHY KiIBKICTh TOPMOHIB (TACTPHH, 1HCYJIiH, TTIFOKATOH, COMATOCTATHH, HC-
HPOTCH3MH UM BA30aKTHBHUH 1HTCCTUHAJIBHUH MONINCTITH), IO 3YMOBIFOE PI3HOMAHIT-
Hi KIiHIYHI cuHApomHu. HalimonmmpeHinn (yHKIIOHANBHI TAHKPEATHYHI Iy XJIHHA — Ta-
CTPHHOMH Ta 1HCYTIHOMH, IO XapaKTCPH3YIOTHCS TIEPCEKPELIEr0 TACTPHHY Ta IHCYIIIHY,
BianoOBigHO. L{ikaBo, MmO OMM3BKO TPSTHHH IMYXJIHH MiANUIYHKOBOI 3a7I03H V XBOPHX i3
curapomom MEH-1 He cHHTE3yIOTh TOPMOHIB Ta IHIIKX 010J0TIHHO-aKTHBHUX PEUOBHH 1
€ KIHIYHO OC3CHMIITOMHUMHU.

lactpurOMHU cTaHOBILITH MOHAM 50% YCIX MAHKPEATHYHHX ITyXJIMH TIPH CHHAPOMI
MEH-1. [Tpubma3zuo y 40% XBOPHX Li My XJIHHH MPOABIBITEMY ThCS CHHApoMOoM LlomiH-
repa-Enmicona, At SIKOTO XapakTepHUMH € T0SBA MENTHYHHX BHPA30K IIIyHKA 1 JBa-
HAAIATANAIOl KUIOKH, OLTh ¥ BEPXHIX BiXIimax »KUBOTA, aiapes, OMroBaHHA, mewid. [ a-
CTPUHOMH CTAHOBJATH OJHY 3 TOJOBHHX IPHYMH CMEPTHOCTI Y XBOPHX 13 CHHIPOMOM
MEH-1, oCKiTbKH YaCTO CyNPOBOIKYIOTHCS MHOKHHHUMH NETITHYHIMH BHPA3KaMHU, SIKi
MArOTh CXHJIBHICTB 70 mepdopariii, a MpOTHBHPA3KOBA Teparmisa He Aae edekry. JliarHos
M ATBEPIKYIOTH IIIIIXOM BHSIBJICHHS ITIABHINCHOI KOHIEHTPALii TACTPHHY Y IJ1a3Mi KPOBI
(mopma — <100 Hr/m).

Iacyminomu BuHEKaOTH v 10% XxBOpuX 13 cmEapoMoM MEH-1, 4acTo moenHyOTh-
Cs 3 TACTPHHOMAMH Ta MPOSIBIBIFOTHCS HA OJHY JCKAJy paHinie, Hi>k cropaamdHi Gopmu
(Thakker et al., 2014). BHacTitoK miABHIIEHOT CEKPELii IHCYIIHY IMBUIKO PO3BHBAOTHCS
CHMIITOMH TiHOTJTiKeMii: O1Th TOJIOBH, 3HIDKCHHS TMPALE3IATHOCTI, JUILIOMIS, CCPUCOHTT,
TpeMOp, HyZ0Ta, OmroBaHHA. [liarHOCTHYHI KpHUTEPii IHCYTIHOM TaKi:

*  piBEHb ITIFOKO3H KPOBi <50 MI/m 13 CHMITOMAMH TIMOTTIKEMIT;

*  3MCHIICHHS BUPAKCHOCT1 CUMITTOMIB ITiCIISI TPHHOMY TKi;

*  MIJBHINCHWH PiBEHb IHCYIIHY V IUIa3Mi KpoBi (>6 nOx/mx);
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*  migBumeHU piseHb C-nenruay (>0,2 HMOITB/);

*  MIJBHINCHWHN PiBEHb MPOIHCYIIHY (>5 MMOIbB/I);

*  BiACyTHicTb cynb(oHiIceuoBrnHN Y Turaszmi [Shin et al, 2010].

BllTomu CympoOBOKYIOTECS INIJIBUINCHOI0 TMPOAYKIIEKO BA30 AKTHBHOTO iHTECTH-
HAJIBHOTO TOJINENTHAY 1 XapaKTepHU3yIOThCs KIHIKOIO TaK 3BaHOTO cHHApoMy WDHA,
KOXKHI JIITEPH SKOTO € TEPIMMH OyKBAMH CHMIITOMIB IIOTO cuHApoMmy: WD (watery
diarrhoea) — Bomaructa giapes, H (hypokalaemia) — rimoxamiemis, A (achlorhydria) —
axaoprigpisa. JliarHo3 BU3HAYAOTH KOJIM BHSBJICHO ¥ IUIa3Mi KPOBI IMiTBHINCHY KOHICH-
TPaLiio BA30aKTHBHOTO IHTECTHHAIBHOTO NenTuay (pedepeHTHe 3HaUCHHSI — <75 1mr/mMi).

ImoxaroHOMa XapakTEpU3Y€THCA TOSBOI0 HEKPOJITHUHOI MITPYHOUOI EpHUTEMH,
CHMIITOMIB IIyKPOBOTO Aia0eTy, aHeMii, CTOMATHTIB, NITyHKOBO-KHIIKOBUX PO37TaZiB Ta
SHIDKCHHAM MACH Tima. Ha MOMCHT BHABICHHS Ii€i MyXJIHHU Y OIMBIIOCTI XBOPHX [ia-
THOCTYFOTh METACTa3d y MeHiHIi. [Ipy IIFOKaroHOMi piBEHb CHPOBATKOBOTO ITTFOKATOHY
mepeBuny € > 500 mr/ma (cepeanii mokasauk — 1,400 or/mon) (Ro et al., 2013).

Engocromivyne yasrpacoHOTpadivHe OOCTEKCHHA — HAHCTICHH(DIMHIIMHMNA METOX
Bisyamizamii Ta BHABICHHA MamnX (<10MM) MAHKPCATHYHHX CHAOKPHHHHUX IMYXIHH Y
ACHMIITOMHHX XBOpHX 13 cuaapoMoM MEH-1, 4y TinHBICTh AKOTO CTAHOBUTH MOHAT 75%.
BuxopucTanHa SHIOCKOMYHOI yabTpacoHorpadii y moeananHi 3 OKTpeocKaHOM (coMa-
TOCTaTHH-PELENTOPHA CUMHTIrpadist) MiABUINY € PIBEHb AiarHOCTYBaHH: 10 90%, v 11B0-
My BHIAJKY VIBTPA3BYKOBE JOCIIKCHHS AOIMOMATae JOKAMI3yBaTH MyXauHY, a OKTpe-
OCKaH 1a€ iH(QOPMAIUI0 MpO MOMMHPCHHS MPOLECY Ta BHABICHHA MCTACTA31B y MCUIHII
(Zimmer et al., 1996).

3aXBOPIOBAHICT MyXJIHMHAMH IICPSTHBOI YACTKH Timo(i3y cepea XBOpHX i3 CHHAPO-
moMm MEH-1 xommBaerscs Big 1510 90%. bmserko 60% MEH 1-acomiifioBaHHX Ty XJTHH
rimodizy CEKpeTyIOTh MPOJAKTHH (OTPHMAIH HA3BY HMPOJAKTHHOMH), 25% — comaro-
TPOTiH (COMAaTOTPOMHOMHE), 5% — aIPEHOKOPTUKOTPOITHHI TOPMOH (aAPCHOKOPTHKAIb-
=i nyxmaan) (Elston et al., 2009). BupaskeHICTh KIIIHIYHAX CHMIITOMIB 3JICKATAME BiJ
IHTCHCHBHOCTI CHHTE3y TOPMOHIB Ta/MH PO3MIPY IMyXJIMHH, INO 3YMOBIIO€ 3IABICHHS
CYMDKHHX CTPYKTYp (BTpara Mo 30py, HEHITKICTh 300pakeHHs, 0ol romosm). Cumi-
TOMAMH TIPOJIAKTHHOMH Y KIHOK € TaJaKTOPEes, aMEHOPEs Ta OC3IUILISL, ¥ YOIOBIKIB —
TiIOTOHATU3M, CEKCyalbHI IUCYHKIII Ta TIHEKOMACTISL. Y CHPOBATII KPOB1 BUSBILIFOTH
MABHINCHY KOHLCHTPALIIO MPOJAKTHHY (pe()epeHTHE 3HAYCHHS. IPEMCHOTIIAY3aIbHI
sKiHKH — 0—20 HI/MJI, TOCTMEHOTAY 3aTbHI KIHKH — 0—15 Hr/mur, womoBikd — 0—15 Hr/
MIT). BinpImicTe aapeHOKOPTHKATIBHUX IyXJIHH € HE(PYHKIIOHANPHHMH, PEITa — Ma-
FOTh MIABHIICHY KOHIEHTPALIIO KOPTH30IY, KUK 3YMOBIFOE KIIHIKY TiNEPKOPTH30IEMI]

Ta cuHapoMy Kymmara. Cekpenist ITFOKOKOPTHKOCTEPOIAIB 3yYMOBIFOE IMHPOKHI CHEKTP
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CHMNTOMIB. XapPAKTCPHUMH O3HAKAMH € ATHIIOBS OXKUPIHHA 3 ICPCBAYKHUM BiIKIAICHHIM
SKUPY B DUBTHIN OOMMMS, IOHi, TOSIBA TEMHO-IIAHOTHYHUX CTPIid Ha mKipi. OOnmdst Ha-
OyBae «MicAICTIONIOHOD» (POPMHU, ICKPABO-IIAHOTHIHOTO KOIBOPY. CIOCTEPITAETHCA M-
BHIICHHS apTEPIaTbHOTO THUCKY, 3 ABJIAFOTHCS KIIHIYHI O3HAKH 0CTCOTIOPO3y. BHABIAIOTH
TMOPYIICHHS TOJCPAHTHOCTI A0 TNFOKO3H, V KIHOK 3 SBIDTIOTHCA O3HAKH MACKYIiHI3aIii
(TipcyTH3M, TIEPTPUX03, aMEHOPESL, TiepTpo(is KIiTopa Ta iH.). Y Y0J0BIKIB BHACTIAO0K
(heMiHI3aI{ TOPYIILY €THCS TIOTEHIIIST, MO>KIIHBA 3MiHA TOJIOCY, PO3BUBAETHCS TTHEKOMACTIS.
OiKCyIOTHCS 3MiHH 0COOHCTOCTI. JIOCHTH YaCTO TOMIYAOTH TIMCPIIrMCHTALIIO TIKi PHAX
nokpusiB. [TyxnuHu rimodizy Bussmsrors mig yac KT ta MPT.

VY 10% xBopux i3 cuaapomom MEH-1 BHABIIFOT KAPIHUHOIAM, SKI 31€01IBIIOTO JIO-
KaJi3yIOThCS Y OPOHXAX, IUIYHKOBO-KHIIKOBOMY TPAKTI, IMiILTY HKOBIH 327031 UM THMYCI.
[NepeBaskHa KITBKICTh XBOPHX € AaCHMIITOMHORO. P1IKO BHHUKAFOTh CHMIITOMH TiIEpceKpe-
nii AKTT, kKanbIHuTOHIHY, CEPOTOHIHY, TiICTAMIHY UM KAPIHHOITHOTO CHHAPOMY. MeTomoM
BUOOPY IPH JiarHOCTHLI TAKUX Iy XJIHH € KOMIT FOTEpHA TOMOTpais.

Jlosomi yacTo, a 3rigHo 3 AesKkuMH JaHuMH Y 88% xBopux i3 cmHApomMoM MEH-1,
TPAIUBIFOTHCS aHT10(PiOpOME OOTHIS — TOOPOAKICHI Iy XJIMHH, IO MICTATh CYTHHHUH Ta
CHOIyYHO-TKAaHHHHHUN kKoMmoHeHTH (Darling et al., 1997).

Tpeba mpoBOIMTH PAHHE BHUABICHHA Ta IIKYBAHHS HMOTCHIIHHUX 3OSKICHHX IMyX-
JIMH, OCKLTBKH IIi 3aX0H JOTIOMATAFOTH 3HU3HTH CMCPTHICTH CCPE/I MAMIE€HTIB i3 CHHAPO-
voM MEH-1. Taxkwif CKpHHIHT CHIPHS€E AIaTHOCTYBAHHIO 3aXBOPIOBAHHA 34 0araro PoKiB
JI0 TIOSBH KTIHIYHUX CHMOTOMIB. 3riaHO 3 MDKHAPOAHHMH PCKOMCHIAIAMH IMOAO Tia-
THOCTHKH Ta JTiKyBaHHA cuHApoMiB MEH MiHiMatsHIM 00CSITOM 00CTEKEHD A OCI0, ¥
SIKEX T1103protoTh cuHApoM MEH-1 un saxi marors cnenudiusai mytauii MEH1 rewa, €:

1) BH3HAUYCHHS KOHICHTPALII MPOJAKTHHY Y CHPOBATIi KPOBi (3 5 pOKiB);

2) BU3HAYCHHS PIBHA 3arajbHOTO KANBIIIO (KOPETOBAHOTO IMOA0 ABOYMIHY) 3 8-MH
POKIB;

3) OioxiMiMHHI CKPHHIHT KOHIEHTpaLii racTpuHy (3 20-TH pOKiB);

4) MPT ronosu 3 5-pivHOTO BIKY KOXKHHX 3—5 POKIB;

5) KT opranis uyepeBHOI TOPOKHUHH 3 20-PIMHOTO BIKY KOKHHX 3—35 POKIB.

Takoxk MOTPIOHO MPOBOJUTH MOHITOPYBAHHA KOHUICHTPAIIi MAPATTOPMOHY B CHPO-
Barui kpoBi, KT opraniB IpyIHOi KAITKH i COMATOCTAaTHH-PCICIITOPHY COHUHTIrpadiro 1mo-
piuHO. Ocobam, saxi Marors 50% pusuk cuaapomy MEH-1 1 ixHill reHeTHIHHI cTaTyC
HEBITOMUI, TIPOBOIATH TAKI JOCIIIKCHHI

1) BH3HAYCHHS KOHICHTPALI] MPOJAKTHHY Y CHPOBATIi KPOBi (3 5 pOKiB);

2) BUBHAYCHHSA PIBHA 3arajbHOTO KABII0 (KOPETOBAHOTO INOAO aNBOyMiHY) 3

10-TH poKiB;
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3) OioXiMiYHHMN CKPHHIHT KOHICHTPALIi TaCTPUHY, AKIIO V IMALIEHTA € CHMIITOMH
cuaapomy Lommiarepa-Emmicona (3 20-TH pokiB);

4) OGioxiMIYHHHA CKPHHIHT KOHICHTPAIIl MapaTTOPMOHY y CHpOBarLi Kposi 3 10-tu
POKIB.

VY geskux BUMAAKAX, 0COONMBO XBOPHM 3 AHAMHE30M TPHBAJIOTO TEOTIHOHOIAJIHHS
Ta/a00 KapIUHOINAMH BUIJIOYKOBOI 31031 Y POJHMUIB, MIPOBOIATH MPOPITAKTHIHY THMEK-
TOMII0, 00 3amo0irTH BUHHKHEHHIO KapIuHOiAiB TuMmyca (Brandi et al., 2001).

HaticknagHimmM 1 JUCKyTaOCTbHAM 3QJMINAETHCA TMUTAHHSI BHOOPY JIKyBaJbHOL
TAKTHKH Y XBOpHX 13 cuHapomoMm MEH-1, ska morpebye IHANBIAYATbHOTO MAXOMY MO
KOKHOTO marieHTa. Pesyasrarn mikysasHs MEH-1-aconifioBaHuX MyXJIMH HE € TAKUMH
VCHIIMIHUMHA, 4K y TMANI€HTIB 3 AHATOTIYHUMHE JIOKATI3AIiIMI HOBOYTBOPIB 0¢3 CHHAPO-
My MEH-1. Ile mosicHrO€ThCA AEKiTbKOMA MpHunHaMu: no-riepme, MEH-1-aconitiosani
Iy XJIMHH, 32 BUHATKOM Iy XIHH Tinodis3a, € 3a3BU4aii MHO)KHHHEMH, IO YCKJIATHIOE J10-
CSATHEHHS 33J0BLIBHUX PE3YJIBTaTiB XipPypridHOTO JIKYyBAHHSI, IMO-APYTe, OE3CHMITOMHI
METACTa3! TPAIULIFOTHCA YACTiINe y manieHTiB i3 cuHapomoM MEH-1, anix y XBOpuX 13
CHOPAAMYHAMH CHIOKPHHHUMHE Iy XJuHAME, mo-Tpete, MEH-1-aconilioBani myXJIMHH
YaCTIIIE € OITBINMMH 32 PO3MIPAMH, arPSCHBHIIINMHY Ta PE3UCTCHTHINIMMH /10 JTiKyBaH-
w1, Hanmpuxiaz, 85% myximwH nepeanboi aoumi rimodiza y Xxsopux i3 cuaapomoM Bepmepa,
nopiBHAHO 3 64% He-MEH-1 mamieHTiB, € MAaKpOaZCHOMAMH HA MOMCHT JiarHOCTY BAHHS,
mpuOmM3HO v 30% mamieHTiB CMOCTEPITAETHCA MPOPOCTAHHA B MPUJICTI TKAHWHH (TI0-
pisasHO 3 10% He-MEH-1 mamienTis), y moHan 45% XBOpPHX MEPCHCTYE TiMEPCEKPEList
TOPMOHIB, HE3BAKAFOUHM HA BIATIOBITHE XIPypPrivHE Ta XiMIOMPOMEHEBE IIKYBaHHS (T10-
piBHaAHO 3 10—40% He-MEH-1 mamienris) (Fernandez et al., 2010).

CpOroaHi METOAOM BHOOPY TIPH JIIKYBAHHI CHMIITOMATHYHOI TINEPKANBINEMI] Y XBO-
pux 13 curapomoM MEH-1 € ToransHa mapaTHpoineKTOMIsI 3 ay TOTPAHCIUIAHTALIEO T1a-
parupeoinHoi TKAHWHM, OCKITIBKH iCHY€e 50% PH3HK pPEeLUINBY 3aXBOPIOBAHHS ¥ MEXKax
8—12 poxkis micns mpoBeACHHS CyOTOTaNBHOI ITAPATHPOINEKTOMII. Y MALI€HTIB CTAPIIOTO
BIKY, TIPX HASIBHOCTI ITPOTHUITOKA31B A0 XIPYPridHOTO BTPYYaHHS a00 PELUINBI 3aXBOPIO-
BaHHA, MPU3HAYAIOTH KATBIIMMIMETHKH. XBOPHM i3 JICTKOO (DOPMOFO TineprapaTHpOiI3-
MY 1 HATBHICTIO OCTEOTIOPO3Y UM OCTCOMCHIil moka3aHi Oicocdorarn abo KaTbIUTOHIH
(Peacock et al., 2005).

JlixyBaunss agenoM rino¢iza mpu cuaapomi MEH-1 sk 1 mpu ciopaauaaux Gopmax,
3aIICKATH BiJ POMIPY Ta aKTHBHOCTI. MOKTMBHMHE BAPIaHTAMH JTIKYBaHHS € aICHOMCK-
TOMif, MCIHKAMCHTO3HA (Y BHIIAAKY TPOIAKTHHOMHE) Ta IPOMCHEBA Tepamid. Pesynsrarun
OJHOTO JOCIHIIKCHHS IMPOIEMOHCTPYBAIH, IO XIpyPrivHE BUAATICHHS Iy XJIHH PO3MIPOM

MEHIIE 2 CM Y JiaMeTpl HE Ma€ TepeBar HaJ KOHCEPBATUBHUME MeTogaMu. IIpore aHami3
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IHIIO{ KOTOPTH TMALEHTIB BISIBUB, II0 PAHHE BUSIBICHHS 1 XipyPrivHe BHAATICHHS Iy XJIHH
rimodiza y xsopux i3 cuaapomom MEH-1 sunpasgannii. bimsmicts myxmus (71%) 6ymm
TOPMOHO-HEAKTHBHIMH, A BEJIMKY YaCTKY CTAHOBHIIH 3JI0SIKICHI BAPIaHTH, SIKI METACTa3y-
BaJH y perioHambHI mmMpaTudHi By3mu Ta nmediHky (Triponez et al., 2006).

XipypriyHa TAKTHKA TP Iy XJIHHAX MMIIIUTYHKOBOI 3a7103H, [0 ACOLIOIOTHCS 3 CHH-
apomoM MEH-1, Moske IOMITHO BIAPI3HATHCS BT TAKOi, II0 IPOBOAMTECS IIPH CIIOPA Y-
HUX TAHKPEATHYHUX HEHPOCHAOKPHHHMX ITyXJIMHAX. [IpoTe XipypriuHi BTpyYaHHS IPH
IIFOKaroHoMax, comarocraruaomax, BllTomax mpu curapomi MEH-1 ananorivsi 10 THX,
SIKI PEKOMCHIOBAHI TPH criopagudHuX (popMax. Bakmueo, 1o Xipypriuiy KOPEKIiko Ti-
TeprapaTupoinu3My Tpeda MPOBOIUTH NMEPEA PE3EKIIE Iy XITHH MANUIYHKOBOI 321031
(XpiM IHCYTIHOMH).

TlactpuroMu mpu cunapomi MEH-1 yacTo 6yBaroTh MHOKHHHHMH Ta MICTATH 3710-
SIKICHUH KOMITIOHEHT, a y 50% mamieHTiB Ha MOMCHT BH3HAYCHHS JIaTHO3Y 3HAXOIATH Me-
TacTa3| My XJauHH. [[aHKpeaTHyHI TaCTPHHOMH arPECHBHIII, HDK TyOJCHANbBHI, ¥ 3B 3Ky
3 OLTBIIMMHA PO3MIpaMH Ta BHIMMM PHU3UKOM MeTacTasyBaHH: y meuinky (Norton et al.,
2001). JlikyBaHHSA TACTPHHOMH 03 METACTATHYHOTO MOIMHPCHHS TOJIATAE V XIpyprivHiil
PC3CKUii Iy X/IMHH, a TCPaTTis MHOYKHHHUX 1 JHCCMIHOBAHUX (POPM mMOTPEOy € KOMIUICKCHO-
TO MAXOAY 3 3aCTOCYBAHHIM aHAJIOTIB COMATOCTATHHY (OKTPEOTH), iHTiOITOPIB MPOTOH-
HO1 oM 1m OyokaropiB H2-penentopis (1mo0 3MECHIIATH CEKPEIii NIy HKOBOTO COKY),
ximioTeparii (5-(hTopypanit Ta CTPESIITO30TOLHHY ) Ta XipyprivHOTO BUIAJICHHS YCi€l pe-
3eKTa0eIbHOT Iy XJIMHHOI MacH.

Xipypriune sugancuas Blllom aeMOHCTpye Xopomn pe3yibTaTH, PH HEPE3eKTa-
OeTpHMX MPOLECcax MPOBOAATh KOHCEPBATUBHY TEPAINI0 CTPENTO30TOLMHOM, OKTPEOTH-
JIOM, TIIFOKOKOPTHKOCTEPOiZaMH, 1HAOMETAIIMHOM, METOKJIOMPAaMiAoM 1 KapOoHATOM JIi-
Tir0. HeyHKIIOHAIBHI TAHKPEATHYH] My XJIHHA PO3MIPOM MOHAX 1 M MarOTh BHCOKHH
PH3MK MAITHI3AIII, TOMY iXHE BHAAJICHHS MOETHYIOTH 3 TiM(DaJICHEKTOMIEFO.

Xoua 3araJbHUX CTAHJAPTIB JIIKYBAHHS HE iCHYE€, MPOTE JACSIKI aBTOPH PEKOMCHY -
FOTh XipyprivHe BHAAJCHHS aJPCHOKOPTHKAIBHUX IyXJIMH PO3MIPOM MOHAJ 3 CM Y Jia-
METP1 Y 3B A3KY 31 3IOSAKICHAM MOTCHIIAIOM.

Cunapom MEH-2 — ciaaxoBHii CHHAPOM 3 2y TOCOMHO-IOMIHAHTHHM THITOM yCIIa I~
KYBaHHS, 3YMOBJCHHH MiceHc-MyTamismMu y mporoonkoreHa RET (REarranged during
Transfection), sSxuii KOAy€ THPO3WHKIHA3Y PCICHTOPHOTO THITY. 3aXBOPHOBAHICTH 3a
MPUOTH3HAMHE OLHKAMK CTaHOBHTH 2.5 Ha 100 000 y 3aranmbrii momysoiii (Raue et al.,
2010). Cuanpom MEH-2 mposiBI€TECS TPhOMA pi3HHMH miaTunaMu (cuaapomu MEH-
2A, MEH-2B, cimeifHa (hopma muTomoaioHoi 3a71031) 3 BapiaOeIbHOK) MICHETPAHTHICTIO
MCOYIAPHOTO paky mmromomionoi 3amo3u (MPIL3), GeoxpoMonuTOMH Ta TimepmapaTu-
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poiam3My, SIKI BIAPI3HAIOTHCS OJHMH BiJ OJHOTO MOLIMPEHICTIO, TCHETHYHUMH BIACTHBOC-
TAMH, KTHIYHAM ACOIOTOM, MOETHAHHAM 3 IHIOMMH 3aXBOPIOBAHHAMH, ATPESCHBHICTIO
MPII3 Ta mpOTHO30M.

Tabmuys 1.

Kainiuna knacudikanis cunapomy MEH-2 i yacrora MPLL[3
Ta acouiiioanux nyxyind (Raue F. i Frank-Raue K., 2012)

. Yactota Bg‘;gg}‘g‘;y MPII3 Deo OTTIT
0 0 (1] (1]
(%) et (%) (%) (%)
MEH-2A 56 10 100 50 25
MEH-2B 9 2 100 50
Cimelinmit
MPII[3 35 30 95

MPII3 — meaymsapHuH pak IUTONOAIOHOT 3a1m031, Peo — PeoxpoMonuToMa,

NT'TT — nepBuHHAHN TinepHapaTHPOiIu3M

Cunapom MEH-2A (curapom Cinmia) XapakTepH3y €ThCSI HATBHICTIO MEYJBIPHOTO
paxy muTONOAIOHOT 3271031, (PeOXPOMOIHTOMH (YHIIAaTepabHA YH OiaTepaabHa) Ta mep-
BHHHOTO TiNEPIapaTupoiIu3My, 3yMOBICHOTO TIiNEPIUIA3ier0 MAPATHPOITHUX KIITHH UM
aneHomor0. MPII3 TpanmseTses MpakTHYIHO B YCiX manieHTis 13 cuaapomom MEH-2A ta
€ TIEPIIMM HPOSIBOM I[OTO CHHAPOMY, TOAL K (PEOXPOMOIMTOMA TA TINEPIAPATHPOITH3M
TparproThes y 30%—50% ta 20% xsopux, BiamosigHo. Cuaapom MEH2A ypaskae ocid
VCIX BIKOBHX KaTEropiif Ta 000X crarci y piBHOMY CHiBBigHOIICHHI (Arerstrom et al.,
2009). ¥V oinpmocti xpopux cuHapoM MEH-2A nos’s3anuii 3 MyTami€ro, o BILTHBAE HA
IUCTETHOBHH 3AJIMINOK ¥ KoAoHaxX 609, 611,618 1620y 10-My ex30HI i HAHIOIIHPEHIIIA Y
romoHi 634 11-ro ex3ona RET. MyTatiiy xomoni 634RET 3yMOBII0€ BHHUKHCHHS JIIXCHO-
iTHOTO aMioINO3y MKIpH y AeIKuX ciM X 13 MEH 2A.

MPII3 po3suBaeThcs 3 mapa@omikysipaux C-KIITHH IMUTOMOMIOHOI 3a703|, SKi
CCKPETYIOTh PI3HOMAHITHI MENTHAN TAa TOPMOHH, TOJIOBHO — KAJIBIIUTOHIH, HI0 CIYTY€E
JIarHOCTHYHHM 1 MPOTHOCTHYHAM MapkepoM mporo paky. C-xmituau L3 € ckmamosoro
yactuaor0 APUD-cucremu.

VY xBopux i3 cuaapomom MEH-2A 6ioximiuna manidecramis MPIII3 3a3snyaii Ha-
cTaey Bini B 5 10 25 poKiB. SIKMO MALIEHTH HE OTPUMYFOTh JIKYBAHHS, TO HMEPIIUMHU
MPOsSIBAMHM 3aXBOPIOBAHHS (3ae0imbmmoro y 15—20 piuxoMy Bimi) OyayTh HaTONOTIMHHH
yTBIip 4 Oinb v AiaHm mmi. KoiHivHO Mpu MEAyISIPHOMY PaKy IMHTONOMIOHOI 3a703u
MOXKYTh CHOCTEPIrarucsi MPHINBY, BOAIHUCTA Jiapes, BTPAaTa MacH Tija, SIKi 3yMOBIC-
Hi HAJUTHIIKOBOIO CCKPCIIEF0 KAMBIMTOHIHY. Y IOMY BHIAIKY Aiapes 3a3BHUAH 3iCTpi-
YAETHCS TIPH METACTAaTHYHOMY mommpeHHi. Pozsuroxk MPII3 kopenroe 3 ImiJBHUIICHOO
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TUPKYILIIHER KATBIUTOHIHY (0A3aIbHAIN YH CTHMYTBOBAHHN TMICHTATACTPHHOM 1 KATBITi-
€M), TOMY KaJbIUTOHIH CIYTY€ CHSHU(ITHIM Iy XJIMHHAM MapKEPOM I[bOMY HOBOYTBOPY
(HopManbHUIT 6a3aabHUH PiBeHb CTAHOBHTH <10 Tr/mur). 3 70-X POKIB Y 3B°A3KYy 3 BHHHK-
HEHHSIM 1 BIPOBAKCHHIM Y MPAKTHKY CHCHU(IMHUX TECTIB IS OLIHKH KAaJbIUTOHIHY
TCITS CTUMYJISIIIT IEHTATaCTPHHOM YH KAJBIIEM 3 SIBHJIACS MOKIUBICTD PAHHBOTO BHSIB-
nerra MPIL3. [TixBuIneHI TOKA3HUKA KAABIATOHIHY MICIIA XipyPridHOTO JTIKYBAaHHI MO-
JKYTh CBITMHTH ITPO MEPCHCTYBAHHS, PELHINB UM TeHepami3anito mpouecy (Gimim, 2001).
Bizyamizamiitai meromu obcreskenns (yasrpacoHorpadis, KT un MPT) agomomararoTs
BISIBUTH TIOINMPCHHS 3aXBOPIOBAHHA Ta BiAdalcHI MeracTasu. JliarHo3 y OiIbIIOCTi BU-
TAAKIB MATBEPIKY ETHCA MUITXOM TOHKOTOJIKOBOI acHipariifaoi 6iomcii yTBOPY IHTOTIO-
JIOHOT 3271031, TOCTOBIPHICTH PE3ybTaris AKoi craHoBUTH 50-80% (Chang et al., 2005).

DcoXpOMOIMTOMA, KATEXOJAMIH-POAYKYIOUA IyXJIMHA HATHAPHHKOBOI 3aJI03H,
€ IPYTOK CKIATOBO YaCTHHOIO cuHApoMy MEH-2A. Taka myxinHA HATHHPHHUKA Bia-
PI3HAETBCA BiJ CIIOpAaTHYHOI (DCOXPOMOMUTOMH THM, IO BOHA B OLTBIIOCTI BHMAAKIB
(mo 75%) € MyJIBTHUCHTPHYHAM HOBOYTBOPEHHIM, a vV 90% XBOPHX Taka MyJIbTHLCH-
TPHYHICTH ABOOIYHA. 3riTHO 3 JAHUMH Pi3HUX ABTOPIB ()COXPOMOLIUTOMA € TICPIITHM TIPO-
SIBOM 3aXBOPIOBAHHSA ¥ 25% xBopux 13 curapomom MEH-2A (v 40% mics MPIL3), y
35% Bunagxkis (eoxpomonuromy Ta MPIII3 miarHOCTYIOTH OJHOUACHO. THIOBHUMH CKap-
TaMH, 3YMOBJICHAMH TIi IBUIICHHM CHHTE30M aAPCHAITIHY, HOPAAPCHATHY Yd 10(aMiHy, €
I ABHIICHHS apTEPIaTbHOTO THCKY 3 YACTHMH TiNEPTOHIMHUMH KPH3aMH, PSIUIHBY FOUMH
O1Jb TOJTOBHM, APUTMIi, MABHUIICHA MITAUBICTG. [IpOTE ¥ MOMIOBHHE XBOPHX HA MOMCHT BH-
3HAUCHHA aiarHo3y ckapru Hemae (Rodriguez et al., 2008).

OcHOBOO 010XIMIYHHX JOCTIIKCHb PH (DEOXPOMOIMTOMI € BH3HAUCHHS KaTeXO0Ia-
MiHiB (agpeHaiH, HOpaapeHatiH, fodamin) 1 iXHIX MEeTabOMITIB Y CEi Ta IIIA3Mi KPOBi.
Tpeba mam’araru Tpo Te, MO BHACTIIOK NEPIOIMIHOTO BUAIJICHHS TOPMOHIB Y KPOB STHE
PYCTI0, PEe3YIBTAaTH Cepii 0OCTCIKCHD MOXKYTh BIAPI3HATHCA. HallBaKIHBIIMMHA TCCTAMHA
TIPH TIarHOCTHUI ()eOXPOMOIMTOMH € BU3HAYCHHS aApPCHANIHY, HOPAAPCHANIHY y IUIa3Mi
KPOBI Ta CCYi, 4 TAKO’K BAHLIMHUTIAICBOI KHCIOTH V CCUi, MCTaHC(PHHY 1 HOpMETaHE (-
puHY (3araidpHUX 1 (PPAKIIOHOBAHNX) ¥ ceui Ta mia3Mmi. [ligBumeHi moka3HUKH (Olmbie,
HIK y BA UM TPH PasH) JAKOTH MACTABH 3amimo3putH (peoxpomormromy. [IceBmomo3u-
THBHI PE3YJIBTATH TPAIULIFOTHCS MPH TPHBAIHMX CTPSCOBHX CHTYAIIAX, BKHBAHHI MICBHUX
MEIMKAMCHTIB (aneTaMiHO()CH, TPHIUKIIMHI AHTHICTIPECAHTH, BUCOKI JO3H AIyPETHKIB),
Ko(peiHy, HIKOTHHY.

KT i MPT ngomomararoTh BUSIBUTH Iy XJIHHY po3Mmipamu Bix 0,5—1 cm. TlopisHroroum
i ABa MCTOTU 0OCTCKeHHS, BapTO 3a3HaumTH, Mo KT € exoHOMHImMOO, Tomi sk MPT Mae

OinpIny UyTIHBICTH Ta HECe MEHINE IpoMcHeBe HaaHTaskeHHA (Ilias et al., 2004). CrmH-
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tirpadig 3 1231-mera-ionoben3mmyaniaumaoM (1231-MIBI7) BHKOPHCTOBYIOTH V MALIEHTIB
3 MI03PO0 HA MYIBTH()OKATBHY Ta TO3AHATHHPHUKOBY (heoXpoMonuToMy. Baxkmiso, mo
Yy TIHBICTS 1 CIEIU(IYHICTS IIHOTO METOAY CTAHOBILITH Om3bK0 80% Ta 100%. Hespaxaro-
M Ha HA3BKY Uy TIUBICTH, couHTirpadis 3 111In-okrpeornaom Oyze iHPOpMaTHBHOO ¥ BH-
nagkax MIBI -HerarnBHUX MANi€HTIB, HeAM()EPCHIIIHOBAHNX Y1 TEMATOTCHHUX METACTA3IB.

[NepBuHHEMI TinepmapaTupoinu3M TpamsieTsest y 20—30% XBOPHX 13 CHHAPOMOM
MEH-2A. ¥V 6iasm10CTi BUAAKIB BiH € acummToMHnM (Marini et al., 2006). Jliarao3 Bu-
3HAYAFOTh IULIXOM 010XIMIMHOTO CKPHHIHTY, METOIO SIKOTO € BUSIBICHHSI I IBHIICHHUX PiB-
HiB MApPaTTOPMOHY Ta KAJIBIIIFO.

Iukomm cuaapom MEH-2A acomirOeTHC 3 TAPAHCOTUIACTHIHIMHA CHHIPOMAMH, 30-
KpeMa JTIXCHOITHUM aMijI0iT030M IMKIPH YH HAJTHIIKOBOI CCKPCIIEF0 KOPTHKOTPOIIIHY.
JlixeHOiTHHUH aMiNIOin03 MIKIPH JTOKATI3Y €ThCI CHMCTPHYHO HA TICPSIHIX MOBEPXHAX TO-
MIJIOK, KIIHIYHO TPOSIBISIETHCS MOHOMOP()HMM BHCHIIOM Y BHIVIIII MHOKHHHUX TIAILyJI,
TICHO PO3TAIIOBAHHX OTHA 0114 0xHOI. Komip — Bia poskeBOTO 10 OVPO-CHHIOMIHOTO, TI0-
BEPXH INAJACHBKA, MOXKE OYTH BKPHTA CIPYBaTHMH JIyCOUKAMH. Y JUITHKAX VPAXKCHHA
TypOy€ IHTCHCUBHUI CBEPOIXK.

Kpim Tor0, 3 curapomom MEH-2A Hepiako moenHyeThCst XBOpodOa [ipmmmpyHra,
SIKA XaPAKTEPU3Y€ETHCSI BIACYTHICTIO KIITHH ABTOHOMHOTO TAHIJISL B MEXaX JHCTAIBHOTO
KHIIIKOBOTO MAPACHMIIATHYHOTO CIUICTCHHSI, BHACITOK YOTO BUHHKAIOTH XPOHIYHI 3aKpe-
ITH TA METAKOJIOH.

ITporno3 xsopux i3 cuHapomoMm Cimmuia NMEpBHHHO 3anekuTh Bix cragii MPILL3,
TOMY Ay’KE B)KJIMBO PETYJLIPHO BU3HAYATH PIBCHb KAJBIUTOHIHY V IuazMi kposi. Pexo-
MEHJOBAaHO MPOBOJUTH HOTO MOHITOPHHT Yepes 1, 3, 6 1 12 Micauis micas TupeoigekTomii,
Hazami — JBivi Ha pik. YmsrpacoHorpadig yn KT mmi pekoMeHA0BaHA MOPIYHO, 00
BISIBUTH O3HAKW PEIUIMBY Iy XJIMHU 41 MeTactasysaHHs (Tang et al., 2014).

Cunapom MEH-2B (curapowm ['opnina, cuaapom MEH 3-1o Ty ) ctaHOBHTS OH3b-
K0 5% ycix sumankis MEH-2 i € Ha#arpecuBHimuM foro Bapiantom (Millar et al., 2011).
J1 IpOT0 CHHAPOMY XapaKTCPHIMH € PAHHIH MMOYATOK CHMIITOMIB (3a3BuHaii Ha 10 pokiB
paninre Bix MEH-2A) i moenHaHHS MEAYILIPHOTO PAKy IMIUTONOAIOHOI 3a7103H, ABOOIMHOT
(hCOXpOMOTIHTOMH Ta MHOKHHHOTO HEHPOMATO3Y CIH30BHX 000IOHOK 3 Map(haHHOO Oy -
JIOBOO Tina (3 BIACYTHICTIO EKTOIIII KPHUINTAINKA YH BaJ PO3BUTKY A0PTH) 1 HOPYIICHHIM
(pyHKIII{ KUIIKIBHUKA, Y [bOMY BUIIAJKY KIiHIMHHAX O3HAK TiEpNapaTHpoinu3My Hemae. Y
6mm3pro 40% XBOPHUX BUABIFOTH JH(Y3HUI TAHITIOHEHPOMATO3 MY HKOBO-KHIITKOBOTO
TPAKTY, SIKHH 3yMOBIFOE BITUYTTS BAXKKOCTI Y >KHBOTI, 3aKPEIH, Jiapero ado/i METaKOJIOH.
B omroMy gocmimxenHi 19-tu xopux i3 cuaapomom MEH-2B 84% 3 pansbOTO MUTHH-

CTBA BIJ3HAYATH TOSIBY CHMIITOMIB YVPa)XCHHS opraHis TpasiaeHHsA (Wray et al., 2008).
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[Tpu curapomi [opmira y 95% XBOPUX BHSABILIFOTH MICEHC-MYTALi0 B K0AOHI 918 (eKk30H
16), IO CIpUYMHSE 3aMiHy METIOHIHY HA TPEOHiH, ay 3% — 3aminy A883F (ex3oH 15).

MenymapHui pak IUTONOAIOHO] 32103 TPAILIETHCS MPakTHIHO ¥ 100% XBOpPHX 1
ypaxkae 3Ae01IbIIoro MroAciH MoI0a0ro BiKy. JIeOroT HacTae y APYTid AeKaml KHUTTS, 1H-
KOJIH HaBiTh y paHHbOMY auTssaomy Bini (Wohllk et al., 2010). Cnocrepiraerscst Bemmka
YaCcTOTa METACTA3yBAHHSA, ¥ TIM YHCII B PETIOHAPHI Ta MEJIaCTHHAIbHI TiM(aTu4IHI By3-
JIH, BIIJAICHHI OPraHd — JICTCHI, ICUiHKY, KICTKOBY CHCTEMY, HAJHHPHAUKH. BpaxoByroun
paHHil MaHi(ecT 3aXBOPIOBAHHS Y IMIJCYMKY BIATEpPMiIHYBAaHHS ¥ (POpPMYyBaHHI JiarHO3Y,
TIALIEHTH YK PLAKO OTPUMYFOTh aCKBATHE JIIKYBAHHS Ta TIOMHPAOTH Y MOJIOZOMY Bill,
V 3B S3KY 3 UMM PEKOMEHIOBAHO IMPOBOIUTH MPODUIAKTHIHY THPECOIICKTOMIIO Y HCOHA-
TaJBbHUI NEPIO MALIEHTAM 13 MATBEPHKCHIM TCHETHIHUMHY TeCTaMu cuHapomMoM MEH-
2B. JliarHO3 BU3HAYAIOTH 32 aHATOTIYHIME 10 cuHApomMy MEH-2 A npuHummamMu.

®OeoxpomonuToMa K ckmaaosa cuaapomy MEH-2B mae meski ocodnmmsocti. Bora
30e0LIBIIOT0 JBOOIYHA, PO3TALIOBY€ETHCA B MO3KOBOMY Imapi HagHupHUKA. Criocrepira-
€TBCSI MYJIBTHLCHTPHYHE YPAKCHHSA B ME)KaX OJHOTO HATHUPHHUKA. YacToTa mozaHan-
HHUPKOBOI JToKamizauii eoxpomormromu ayske Mana. Oi3uKambHI JaHI, CKAPTH, aHAMHE3,
JIarHOCTHYHHHN aJIrOPUTM MOAIOHI IO TAKUX, SAKI MPoBOAATh mpu cuHapomi MEH-2A. B
OKPEMHX BHIIAIKAX MOKE TIPOCTEIKYBATUCS JTATCHTHHI KJIiHIYHUK niepeOir, a MaHidecTa-
Iis1 Y BUIBII PANITOBOTO KOJIATICY Y HIOMTO COMAaTHYHO 3I0POBHUX JFOACH MICIISI IUTAHOBOTO
xipypriuHoro Brpy4anHs (Neumann et al., 2007).

Tperst cknanosa yactuaa cuaApoMy MEH-2B — MHOXWHHI HEBPHHOMH CIH30BOI
0OOJIOHKH, SIKI 30¢OLTBIIOT0 BUHUKAIOTh Y PAHHBOMY Billi. MaKpOCKOIIIMHO MArOTh BUIILI
OITiI0-POKCBHX By 3JIiB PO3MipoM Bix 1 10 3 CM, MHOKHHHHX, HCOOJFOUHX, SKi JTOKATI3Y-
FOTHCS HA CITM30BIH 000TOHII I'y0, KOH IOHKTHBH, POTOBOI MOPOSKHIHH, [Ty HKOBO-KHUII-
KOBOTO TPAKTY TOIIO. MOXIIHBHH PO3BUTOK TU(DY3HOTO TAHTTIOHCHPOMATO3Y.

Cimetina popma MPII3 — xmiHiuHmit BapianT cuaapomy MEH-2 A, mpu sikoMy MaHi-
(hecTye e MCAY TAPHUH PaK IUTOIOIIOHOT 371031, 3TiTHO 3 CYYACHHMH JOCTIHKCHHS-
MH TeHOTUIY Ta (peHOTHIY CiMeliny (opmy MPIIL3 BBa)karoTh ()CHOTHIIOBHM BapiaHTOM
cugpomy MEH-2A 3 ny»e HU3bKOXO TICHETPAHTHICTIO (PeOXPOMOIIMTOMH Ta MEPBHHHOTO
rinepriaparupoinusMy. KmHIYHIH JiarHo3 BU3HAYAOTH 3a HASIBHOCTI B OJHIH CiM 1 9OTH-
prox i 6imemre umaakis MPILL3. TTpoTsaroM 0CTaHHIX POKiB 301LTBIIHIACH YACTOTA BHAB-
neHHS ciMerHOT (opmu MPILI3, 30kpeMa, 3riTHO 3 JAHHMH PI3HUX ABTOPIB IS MATOJIOTIA
cranoBuTh 35-60% ycix Bunmaakis MEH-2 (Romei et al., 2011). Kninivamit mepedir 6itbm
nmooposxicHmi, opisaror0uH i3 MEH-2A ta MEH-2B, 3 Hi3HBOI0 MTOSBOK0 CHMIITOMIB.

XipypridHe JiKyBaHHI METOAOM BHOOPY ¥ MALI€HTIB 13 cuHapoMoM MEH-2. Tepamis

MPIII3 momsrae y TOTanpHIH THpeoinekToMii Ta aucekuii mimdarmaaux By3mis. OxHaK
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ICII BH3HAYCHHS JIarHo3y (PEOXPOMOLMTOMH y XBOPHX HA NMEPHIOMY C€Tarll JIKYBAHH
TMPOBOIUTHCS ATPCHATICKTOMIS (HAJAIOTH IICPEBATY JIANAPOCKOIIYHOMY JOCTYILY), KA TAE
3MOTY YHHKHYTH IHTPAOTICPAIIHHIX KATEeXOIaMiHOBUX Kpu3is. [Ipu HepesekTadeabHUX
Iy XJIMHAX TPU3HAYAI0Th TPHBAJIY TEPAIio - 1 B-ampeHoOaokaropamu. JIiKyBaHHS Tep-
BHHHOTO NAPATHUPOIIM3MY IOJSTAE Y CyOTOTANBHIN UM TOTANbHIM MapaTHpoigeKToMii 3
ayTOTPAHCILIAHTALI €10 HOPMAJIBHOI CBIXKOT UM 3aMOPOKCHOT TKAHHHHU Y TPYIHHHO-KIIFO-
YHYHO-COCKOTIOMIOHHH M’ A3 UH TIPS,

Mpudbmm3ao y 5—10% narnienTis i3 cuaapomoM MEH-1 He BUSBILIFOTS MyTalii TeHa
MEHI. ITpote oyt HUX XapakTepHi MyTatii iHmmx reHis, 30kpema CDNK 1B, sixuii komy €
IHTI01TOpA IMKITIH-3a1eKHOI KiHa3u p27kipl. Takuit CHMITOMOKOMIIIEKC, 32 SIKOTO BiaOy-
Baerbca MyTaniga reHa CDNK 1B, orpumas Ha3BY cuaapoM MEH-4, mo xapakTepu3yeTbes
TIO€THAHHSM Iy XJIMH MPUIIUTONIOAIOHO] 3271031 Ta MepeaHboi YacTky rimodiza. Mosxmmsa
acomjamist 3 IMyXJIHHAMH HHPOK UM PEHpPOAYKTHBHOI crcTeMH. [ommpeHicTh CHHAPOMY
HEBIIOMA, a MaHI(PECT My XJIMH MPUIIUTOMOAIOHOI 37031 ONMUCYIOTh Y YETBEPTIH AcKami
JKATTS, Timodiza — y TpeTid. BizoMi Taki myxnwmHH Tinodiza vy XBOPHUX i3 CHHAPOMOM
MEH-4: coMaTtoTpomiHOMa, TPOIAKTHHOMA, He()Y HKIIOHATBHI AICHOMH. [CHYIOTh TaKOXK
MOBIAOMIICHHSI TIPO KApPUMHOIIN IILTYHKA, OpoHxiB, cuaapoM Llomminrepa-Emmicona [24].

Crpareris JIiKy BaHHSI aHAJOTIYHA O TaKOi SK pu cuHApomi MEH-1.

BUCHOBKH

Hespa)karoun Ha BETUKY KiTbKICTh METO/IB TOMIYHOI AiarHOCTHKY cuHApoMis MEH,
MOXKITHBICTh TCHETHYHOTO IATBEPUKCHHS 3aXBOPIOBAHB, HASIBHICTh C(DEKTHBHUX CKPH-
HIHTOBHX OOCTECHb POJMUIB MAL€HTIB, 3AIHIIAETHCS 0araT0 HEBUPIMICHUX MTUTAHb 1 Ha-
mpsaMiB A7 Po3BUTKY. OTHA 3 BAKIHBHX MPOOTICM — HHU3BKHUI PiBCHB 3HAHB KITIHITHHX
mpossiB curapomis MEH cepen mikapis 3aranbHOI mpakTukd. HeaoCTarHEO PO3BHHCHHT
KOMITICKCHHH TTIXiT 0 JIATHOCTHKH Ta JTIKYBAHHA 3 3QIyUCHHSIM JTIKAPiB Pi3HOTO MPO-
(PO, OCKITBKYM YACTHHA MALIE€HTIB TPHBATO (HEPIAKO HEC(DEKTHBHO) TIKY€ETHCS JIUIIEC B
OHKOYPOJIOTa, EHIOKPHHOJIOTA YH CIICIalicTa 3 My XJIuH T0J0BH Ta mui. HeobxigHe mo-
CTifHE BAOCKOHAJICHHS BMiHb 1 3HAHb NEPUOTIICPALIHHOTO BEACHHS XBOPUX 13 CHHIPOMOM
MEH, ocobmiBo mpu XipypriuHoMmy JikyBaHHI (peoxpomoumrom. Ilomanpnre BIOCKOHA-
JICHHSI TCHETUYHUX METOAIB TOCIIIIKECHb JOTIOMOKE KpAIlle BU3HAYATH YNHHAKH PH3HKY 1,

BIZMIOBITHO, TIPOTHO3 MO0 YKUTTA XBOPOTO.
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