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CUHAPOM MHOXWHHOI EHAOKPUHHOI HEOMJIA3II 1-ro TUNY TA
OCOBJIUBOCTI JIIKYBAHHA NOB'A3AHOINO0 3 HUM NEPBUHHOIO

FNMMNEPNAPATUPEO3Y

YkpaiHcbkunii HayKOBO-MpPakTUYHWK LIEHTP €HO0KPUHHOI Xipyprii,
TpaHcriaHTauii eHGOKPUHHVX opraHiB i TkaHuH MO3 Ykpainn, Kuis

BCTYN

CuHAPOM MHOXWHHOI eHAOKPUHHOI Heonnasii 1-ro
Tmny (MEH 1), Bigomuin we 9k cmHapom Bepmepa
(1954 poky P. Wermer BnepLue onncas BENMKY POOVIHY,
B AKiin 6aTbko Ta 6 A040K Manu rinepnapaTtnpeos, nyx-
JIMHW NigLWnNyHKoBOI 3an03u i rinogiza [1]), — ue reHe-
TUYHO OOYMOBMEHE MyXJIMHHE YPaXeHHS OEKiNbKOX
€HOOKPUHHMX OpraHiB. MpUYnHOIO0 CUHOPOMY € iHaKTU-
BylOYa MyTauis reHa men 1, nokani3oBaHOro y XxpomMo-
comi 11913, BiH cknapgaeTbecs 3 10 ek30HiB | kKoaye Oi-
JIOK menin, 9K1ii BBAXa€ETbCH CYNPECOPOM MyxXJINH
HEeNpo-eKTOAEPMAsIbHOr0 MOXOMXKEHHS. BUHUKHEHHS
uiei MyTauji y ctateBux knitmHax abo knitTMHax 3apog-
Ka OOYMOBJIOE HASIBHICTb MOLUKOOKEHUX FEHIB Mpak-
TUYHO B YCiX KNiTMHAX 3arajibHOro emMOpioHanbHOro
noxoaxeHHsa [2]. BoaHo4ac noBeaeHoO BEeNUKY poJib
aHanNoriyHoI MyTaLii y COMaTUYHUX KNITUHAX Y BUHUK-
HEHHi CnopaguyHuX BUNAAKiB €HOOKPUHHUX Heonna-
3ih (21% apgeHom npuwmTonoaidHnx 3anos, 33% rac-
TpuHOM, 17% iHcyniHOM, 36% kapumHoifiB OPOHXIB
MiCTaTb noAioHi myTauii) [3]. CuHgpom MEH 1 oxon-
Ntoe KoMbiHauii noHaa, 20 eHA0KPUHHNX | HEEHOOKPUH-
HUX NyXnH (Tabn. 1), WO yCKNaaHIOE BUSHAYEHHS TN-
NMOBKX BapiaHTiB 3aXBOPIOBaHHA [2].

lMpoTe 3 NPakTUYHOI TOYKM 30PY 4K AiarHOCTUKMU
cuHgpomy MEH 1 gocTtatHbOlO € KoHcTaTauiga npu-
HaMMHI ABOX i3 TPbOX OCHOBHUX EHOOKPUHHUX MYXJINH-
HUX KOMMOHEHTIB, NPUTaMaHHUX LLbOMY reHETUYHOMY
CUHAPOMY, — aA€HOM NPULNTONOAIBHNX 3a5103, racT-
PO-EHTEPO-NAHKPEATUYHUX EHOOKPUHHUX MYXIUH i
nyxnanH rinogiza. Ong BM3HAYEHHA POOMHHOIO TUNy
cuHgpomy MEH 1 noTtpibHO AjarHOCTyBaTu LWOHAN-
MeHLUe 0AVH BUMaA0kK 3aXBOPIOBaHHSA Ta xo4a 6 ogHO-
ro poam4a nepLuioro CTyrneHs 3 OAHI€0 3 TPbOX BKasa-
HMX BULLE NyXnuH. MpuHuynoso MEH 1 cnHapom mo-
Xe 6yTu BMKJIMKAHMM MOSIBOIO HOBOI MyTauii y 3apoa-
KOBIM KNITWUHI Ta HE MaTK CNagKoBoro "MuHyoro” (He
meHue Big 10-20% BunagkiB), NnpoTe cepen HaWaakis
HOCIis1 MyTauji MMOBIPHICTb ypaxkeHHs nepesuwlye 50%
(3a paxyHOK ayTOCOMHO-AOMIHATHOro TNy ycnaaky-
BaHHSA) [2, 4].

MEH 1 BBaxaeTbCs pPiaKiCHUM 3axBOPIOBAHHAM i3
yacTtoToto HoBux Bunaakis 0,02-0,2 Ha 1000 HaceneH-
HS. AyTOnNCinHi gocnimkeHHs ceigyaTte npo 0,25% no-
LIMpeHHs natonorii [4].

LlikaBo, WO aHani3 3axBOpPlOBaHb, MOB'S3aHUX i3
MEH 1 cunapomom y Manmnx poamHax 4acTto gae 6ara-
TO aTMNOBMX BapiaHTIB 3aXBOPIOBAHHS 3 HEMOBHOIO Me-
HEeTPaHTHICTIO, BOOHOYAC Y BENMKUX POANHAX 3aBXAN
BMManbOBYETLCSA NPUOIM3HO OAHAKoBa KapTuHa ypa-
XXEHHS TUX CaMNX eHOO0KPUHHUX OpraHis. KpiMm usoro,
HM3bKa EKCMPECIA reHa MoXe AaBaTh HEMOBHE MPOSB-
JIEHHS1 3aXBOPIOBAHHSA 3 MEPEBAXHUM YPAKEHHAM NU-
we npuwmTonoaibHux 3anos3. Ha sigminy Big, MEH 2
CUHOPOMIB, BapiaHTV MyTauii reHa men 1 He KOpenio-
0Tb i3 NEBHUMMU KJiHIYHMMW BapiaHTaMm 3aXBOPIOBAH-
HS Ta He BKa3ylOTb HA MMOBIPHICTb ManirHizauii abo
NigBULLEHOI arpecnBHOCTI nepebiry xsBopobu. Kpim
LbOro NosiBa TOr0 YW iHWOro KOMMOHEHTY CUHOPOMY
MEH 1 moxe 6yTr po3knaaHoto y 4yaci (BikoBuxX Bigpi3-
Kax), WO BMMara€e TpuBasoro CNOCTEPEXEHHS 3a na-
LiEHTaMM Ha npegMeT MOXJIMBOIo YPaXeHHS iHLINX
opraHis abo peuuauBy BuaaneHoi nyxauHu. MNopisHs-
HO 3 aHaNoriYHNMN CNOPAOVNYHUMU NYXJIMHAMU EHO0-
KPUHHMX OpraHiB nosiea KomnoHeHTieB MEH 1 cuHapo-
My xapaktepndyetbca 20-30-piyHMM BiKOBMM BUMe-
penxeHHaM. Tak, HaryacTile 3axBOpPOBaHHA — nep-
BUHHWUI rinepnapatnpeos (MNIMT) — BuHMKae 3a3Bun-
yan Ha 16-30-y poui XunTTa. HECMHXPOHHNIA PO3BUTOK
OKPEMUX KOMMOHEHTIB CUHOPOMY CMPUYMHAE NOMWJI-
KW'y OiarHOCTULj CNPaBXHbOr0 XxapakTepy naTonorii —
woHanmeHLwe 20-25% Tak 3BaHOro POANHHOIO i30J1b-
OBaHOro NepBUHHOIO rinepnapaTnpeosdy Hacnpasai €
komMmnoHeHToOM MEH 1 cuHgpomy, Tak camo, gK i 50-
60% Bunagkie cuHgpomy 3oniHrepa-EnicoHa € ract-
PVUHOMOIO NigLIAYHKOBOI 3a5031, NOB'S3aHOI 3 MHO-
XXNHHOIO eHOOKPUHHOIO rinepniasielo, uwo aoBeaeHo
3apas reHeTMYHUMK AO0CHIoKEHHaMM [2, 3].

HaBiTb nicna po3kpuTTa NPUYNHHUX MyTaLin i No-
Hag 50-piyHy icTopito ceimomoro gocnigxeHHa MEH 1
CUHOPOMY Lie 3aXBOPIOBAHHA 3a/MLIAE HAYKOBLAM i
NpakTUYHMM Nikapam 6e3niy TaeMHULp | 3aragok. He-
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3PO3YyMifI0 ANng AOCNIgHUKIB, YOMY BpPaXalTbCsl OK-
pemi cepen MOXNMBMX "3auikaBieHnx" opraHig-miwle-
Hen, B AKi MOCNigOBHOCTI POPMYIOTLCA EHOOKPUHHI
NyxXJVHKU, Y1 Hacnpasa4i nepiof rinepnnasii 3MiHIETb-
€S PO3BUTKOM JOOPOSKICHOI NyXJIMHKW, @ NOTiM — 3J10-
SIKICHOrO YTBOPEHHS, YOMY 4acTO OOMIHYE cofliTapHa
rOPMOHasbHO aKTUBHA NyXJIMHA Ha TNi MynbTUdhOKaNb-
HOIMO ypaxeHHs oprany [4].

XapakTepHot ocobnuBicTio nepebiry HanTmno-
BiLumx BapiaHTiB MEH 1 cuHppomy € B3aeMHe 00TS-
XEHHSI OKPEMUX KOMMOHEHTIB 3aXBOPIOBAHHSA — Tak,
rinepkanbLUieMiss BHACNiAOK rinepnapatmpeosy 3a na-
paTUPEOIAHMX aAEHOM BUKITMKAE CYTTEBE NiABULLEHHS
CeKkpeuji racTpuHy, iHCyniH cnpusge rinepTpodii rino-
¢isa, a comaTonibepuH, K1 MOXe BUPOBAATMCS NyX-
JMHAMM NaHKpeaTUYHUX OCTPIBLLIB, CMPUYMHIOE LLIBUA-
Ke NporpecyBaHHs coMaToTPONiHOMU rinodgisa.

3arposy anga 340poB’s Ta XUTTs xeopmx Ha MEH 1
CUHAPOM CTAHOBNSATb TPU OOCTaBUHW: FiNepnpoayKLis
FOPMOHIB MEBHOIO EHAOKPUHHOK MNYyXJIMHOI, MpOo-
rpecia 3N109KiCHOI NYX/IMHW 3 MeTacTaTUYHUM YPaXeH-
HAAM 6araTbOX OpraHiB i KOMMPECis CYMiDXHUX OpraHis
3pOCTaloyol0 MyXJIMHOIO (Hacamrnepen — 30P0BOro
nepexpecTs nyxiavHamu rinogisa).

JlikyBaHHA XBOPOO — KOMIMOHEHTIB CUHOPOMY
MEH 1 B3arani Bignosigae npuHUuNaM nikyBaHHS
BiAMNOBIAHNX Cnopaan4yHNX NyXJINH i HOCUTb NepeBax-
HO XipypriyHui xapaktep. BooHo4ac, OOCATHEHHS Cy-
yacHoi ¢apmakonorii (nosiea iHriGiTOpiB MPOTOHHOIT
noMnn Ta aHanoriB coMaTocTaTuMHy) Ta CTaTUCTMKA
TpuBanux cnocTepexeHs 3a pognHamm 3 MEH 1 (ooHe
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3 pgochnigkeHb Hanidye 150 pokiB i 6 nMokoniHb na-
LIEHTIB, 3 AKMX NepLi 2 reHepauji nomvpanu Big Bu-
pa3KoBMX KPOBOTEY HYepes rinepaumaHiCTb LLTYHKOBO-
ro coky [5]) 3miHIOTb akLLeHTn y Bik CTpUMaHOI Xipyp-
riYHOI aKTMBHOCTI 3a raCTPUHOM i NPOSIAKTUHOM (SAKLLO
OCTaHHI HE CMPUYNHIOIOTb KOMMPECIii 30pOBUX HEPBIB).
ABCOonTHO nokasaHoto € onepadia 3a MNIMT Ta iHcy-
niHoMN, ToAj 9K OiNbLUICTb FACTPUHOM HA MOMEHT BU-
SIBJIEHHS MalOTb MeTacTadn, € MHOXWUHHUMMW | "pPO3KKn-
JaHMMKn" B3O0BX MiALLIYHKOBOI 3251031 Ta ABaHaAUs -
TUNanoi KWWKN, WO YHEMOXIMBIIOE pagukanbHe
XipypridyHe nikyBaHHs [2, 4].

BpaxoByioun, wWo Hanbinbwl ctanum i KNiHiYHO
OOMiHyoUYMM KoMmnoHeHToM MEH 1 cungpomy € MIMT,
MU BUPILUAN NpoaHaniaysaTu nitepatypHi Ta BNacHi
OaHi woao ocobnmBocTeln nepebiry Ta nikyBaHHS na-
TONOrii NPUWUTONOAIBHMX 32103 Yy MALEHTIB i3 UMM
reHeTUYHUM 3aXBOPIOBAHHSAM.

MATEPIANT | METOAOMU

[MpoTaromM ocTaHHIX 5 pOoKiB y BigdineHHi eHao-
KPUHHOT Xipyprii YKpaiHCbKOro HaykoBO-NPakTUYHOro
LEHTPY eHOOKPUHHOI Xipyprii, TpaHcnnaHTauii eHgo-
KPUHHUX opraHiB i TkaHuH MO3 YkpaiHum 6yno nposiko-
BaHo 207 xBopwux i3 MIMT. Beci nauieHTn 6ynn npoone-
poBaHi TpbOMa OOCBiOYEHMMW Xipypramu, matepian
[OCNigXyBaBCH BMCOKOKBaNiikOBaHMM NaTOricTono-
rom. BmsHavyaBcs cnagkoBuin aHamHe3, CynyTHi 3a-
XBOPIOBAHHS, iCTOPIS XBOPOOM, rOPMOHaIbHI Mapkepu
MOXMBUX iHWINMX KOMNOHeHTIB MEH 1 cuHapomy (3a
HasIBHOCTI KJiHIYHOI, aHaMHEeCTMYHO-CNaaKoBoi abo
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KNiHiYHO-nabopaTtopHoi nigo3pwu). KniHiko-nabopa-
TOPHi, BiKOBIi, MOP@ONOri4Hi 0COBNANBOCTI NOPIBHIOBA-
nunce i3 cnopaanyHmmu sunagkamm MNITT.

PE3YJIbTATU TA OBIrOBOPEHHY

CnagkoBuin xapakTtep rinepnapatupeo3dy Oyno
3anino3peHo abo anoeeneHo y 29 (14%) naujeHTiB. Ha-
aBHiCTb MEH 1 cuHgpomy Bu3HauyeHo y 6 (2,9% Bif,
ycix Bunagkis MIMT i 21% Bio, cnagkoBux BapiaHTIB
MrNT) xeopux. Lle cniBnagae 3 nitepatypHUMn gaHum-
MU wono 2-3% vactkm Bmnaakis MEH 1 cuHgpomy ce-
pen ycix nauieHTiB i3 MIMT i BigcoTkom Bnnagkis MEH
1 cvHOpPOMY cepen NPUYMH CNagkKoBO-FeHEeTUYHOT
dopmu rinepnapaTtupeody — 20-25% [2]. Ang pewtn
XBOpUX 3i cnaakosum BapiaHTom MIMT He 6yno 3Hai-
OEHO 00OAaTKOBUX OOKa3iB HaNeXHOCTI naTtonorii go
MEH 1 cnHgpomy, xo4a BiACYTHICTb MOXJIMBOCTI NPO-
BECTM FeHETUYHEe TEeCTyBaHHS Ha MPUYUHHY MyTaLito
reHa men 1, a TakoX HeENOBHE OOCTEXEHHS NaLLEHTIB
Ha ropMoHaJsibHi Ta BioXiMiYHi Mapkepu cuHapoMmy (ra-
CTPWH, iHcyniH, C-nenTna, naHkpeaTU4HWUiA noninen-
TnA, rinodizapHi rOPMOHU, XPOMOTrpPaHiH A, KapLUMHO-
eMOpioHaNbHNN @aHTUIeH TOLLO) BOYEBMAb 3aHU3WUN
4aCTOTY BUSBSIEHHS BCix BMnaakis MEH 1.

KniHikoO-aHaMHECTUYHY XapakTepuUcTuKy naTto-
norii, BuaBneroi y naujieHTis i3 MIMT Ha tai MEH 1 cuH-
OpOMYy, HaBeaeHo y Tabn. 2.

MepeBaxanu XiHkn (5:1), cepeHin Bik NauieHTIB i3
MEH 1 cuHgpomom ByB CYTTEBO MEHLUMM Bif, Takoro
ocib 3i cnopagniHumn Bunagkamu MNIMNT — 34+
+5 pokiB npoTtn 533 pokn (p<0,05). MNMepLioto npnyu-

HOIO 3BEPHEHHS A0 fnikaps 6ynu o3Hakm MNIMT — 2 (B 1
BUNAZKY Mifi MAacKol BY3/I0BOr0 300a BENMNKUX PO3-
MipiB), nyxnuHn rinodiza — 1 (MakpoageHoma-npo-
NakTMHOMa 3 MOpPYLUEHHSM 30pYy), ractpuHoMn — 1
(pPeunavBHI LWNYHKOBI KPpOBOTEYi), cuHAPOMY KylinHra
(dyHKUiOHYIOHa KOPTUKOCTEPOMA). Y 2 NauieHTiB nep-
LLIOIO onepadiieto Oyno BuaaneHHs nyxnavHu rinodisa ta
pesekuiqa NigwayHKoOBOI 321031 3 raCTPUHOMOIO, y pe-
LT — BTPYYaHHS Ha NpULMTONOAiOHMX 3ano3ax. Jin-
we B 1 nauieHTkn 6ynn NPUCYTHI BCi OCHOBHI KOMMO-
HeHTn MEH 1 cnHgpomy, y pewt — HEnoBHi BapiaH-
M. PoomHHI BMNagkn cknanu nosfioBUHY crioctepe-
XXEHb, KiNbKiCTb BUSIBNEHMX YPaXEHUX POAMYIB CKNa-
nanasig 1 oo 5. MNMopiBHAHO 3i cnopaanyHMun BUNaa-
kamu MIMT 3BepTae Ha cebe yBary HabaraTo BuLLA Ya-
CTOTa paKky npuwmuTonoaibHux 3anos (17% npotn 2%),
a TakoX 000B'AI3KOBE YpaXKeHHs Kiflbkox 3an03 3a MEH
1 cnngpomy (y 90% cnopaanyHmx sunagkis MITIT ypa-
XYETbCS nuile 1 3anosa). TaxkicTb rinepnapatnpeosy
KOnmBanacs Bif, HOPMOKaSbLIEMIYHHMX BUNAAKIB i3 He-
3HAYHUM 30ibLLIEHHAM NAaPaTropMOHy 4O BKpPa TSX-
KX BUMNAAKiB i3 3arpo3nmBolO0 OAa XWUTTS rinep-
Kanouiemieto. lNauieHTka K. onepoBaHa 3 npuBoay
MIrNT Tpndi (wactoTta peumameis y rpyni MEH 1 cknana
17% npotn 3% y 3aranbHin rpyni), MPOMIKOK Yacy Mix
peumnamBamn popiBHioBaB 9 i 5 pokiB. PagunkanbHe
BTPY4YaHHS (CybTOTaNbHY NapaTMpEeOoineKToMilo) BUKO-
HaHO NinLIEe B OCTaHHIN pas.

Y nauieHTkn 3 MakpoageHoMOolI0 rinogilza Ta Kop-
TUKOCTEPOMOIO (i3 cuHapomom KylivHra) nicnsa nana-
pOCKOMIYHOI agpeHanekToMii Ta TpaHCChEeHOoiaanbHOI
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€HAO0CKOMIYHOI onepadii Ha rinogisi pieHb NnapaTrop-
MOHY 3meHwmBes 3 93 nr/mn go 71 nr/mn, a kanbuin
KPOBi 3a11LLIABCS HA BEPXHIN MeXi HOpMU, TOMY one-
pauito Ha NPUWNTONOAIBHMX 3a5103ax HE BUKOHYBaNMW.
XBopa NpoaoBxye nepedyBaTu Nif, HArNS40M Nikapis,
3a rnepiog, CnocTepexeHHda 3aBariTHina, Hapoawna
300POBY ONTUHY.

PewTi nauieHTiB BUKOHAHO BTPY4YaHHS 3 NpuMBOLY
MIrAT B 06¢ca3i cydbToTaNnbHOI NapaTupeoiaekTomii (Bu-
haneHo 3 naTonoriyHo 3MiHeHi npuwuTonoaibHi 3ano-
3n 3 4, abo 3 i yacTuHa 4yeTBepTOi). Npuknagn nato-
JIOFIYHUX 3MiH NPULLMTONOAIOHMX 32103 HAaBEAEHO Ha
puc. 1. MNpUMITHOIO € OgHOMOMEHTHA MPUCYTHICTb Y
xBoporo P. (puc. 1) BCix pisHoOBUAiB Heonnasii — rinep-
nnasii, aneHoMn Ta paky MNPULLIMTONOAIOHUX 3ano03.
Monpwu kniHiyHO 3aHenbanwuii MIMAT i3 BUCOKOIO rinep-
KasnbLiEMIEID Ta OCTEOAUCTPODIEID, MaLIEHT YCNiLLHO
NMpoonepoBaHuii, B HbOro BinOYBAETLCH LUBUAKE 3HUK-
HEHHS BiNbLUOCTi KJiHIYHHMX CUMMTOMIB.

Hanbinbll UikaBOlO Ta [OEMOHCTPaTUBHOK 3
KJiHIYHOT TOYKM 30pY € icTopia XBOPOOW naLieHTkn J1.,
1964 p. H., 9Ka NpOTAromM 5 pokiB XBOpina Ha BUPa3kKo-
BY XBOPOOY LUMYHKA 3 BUPAXEHOIO rinepauuaHicTio T1a
pPeUVaVBYIOHMMN FacTPO-AYyOAEHANIBHAMN KPOBOTE-
yamu, BHacnigok 4oro 2002 poky ii 6yno0 BUKOHAHO
BUCIYEHHS BUPa3KM Ta CENEKTUBHY NPOKCMMaJbHY Ba-
rotomito. HYepes 1 pik BUHUK peuname Bupasku. lMa-
uieHTka 0yna obcTexeHa Ha MOXJINBY HAsIBHICTb CUH-
apomy 3oniHrepa-EnicoHa — y xoi KOMA'IOTEPHOI TO-
Morpadii AiarHoCTOBAHO NyXJIMHY XBOCTA MiALLYHKO-
BOi 3aJ1031 PO3MIpOM 2-3 CM i rinepracTpyHeMmilo —
498 nmonb/n (Hopma: 0-95 nmonb/n). Aymku npo MEH
1 CMHAPOM He BUHMKANO, OOCTEXEHHS PIBHSA napar-
rOPMOHY Ta KasibLiilo KPOBi HE NpoBOAUAN. BnkoHaHo
ornepaw,jio — pe3ekLito XBoCTa NigLUyHKOBOI 3a51031 3i
36epexxeHHAM CenesiHKN Ta Pe3eKL;ilo LWyHKa Y 3B'A3-
Ky 3 MEHETPYIOHOI0 BMPA3KO ABaHAAUSATUNANOI KMLL-
Kn. Yepes 2 micsaui no onepadii pieeHb raCTpuUHy 3HU-
3nBca ao 60 nmMonb/n, ane BXe Yepes NiBpoKy novyaB
3pocTtaTtu Ta gocar noctynoso 90, 150, 170 nmonb/n
2008 poky. Y 3B'13Ky 3 NOPYLLUEHHSIM MEHCTPYabHOIO
LMKy 6yno A0CnioKeHOo NPOoNakTUH KPOBI, SKMIA ckna-
naB 4208 wr/mn (Hopma: 0-18 Hr/mn). Bunapkose
BU3HAYEHHS PiBHSA KasbLiio KPOBi 3adikCcyBano 3Ha4HyY
rinepkansuiemito — 3,5 mmonb/n (Hopma: 2,1-
2,6 MMonb/n). XBopy OyfI0 HanpaBneHO Ha KOHCY/b-
Tauito oo YHMUEXTEOT, goe miarHOCTOBaHO MEPBUH-
HUI rinepnapaTtmpeo3d (napatropMmoH — 378 nr/mn 3a
Hopmu 15-68 nr/mn; ioHisoBaHmin Ca — 1,55 mmonb/n),
nigo3py Ha cuHgpom MEH 1. Ha uen yac nauieHTka
cKapXunacs Ha HecTepnHuin BiNb y KicTkax, M'A30BY
cnabkicTb, BKpal YMNOBINIbHEHY KOHCOMigaujlo narto-
JIOriYHOro rnepesioMy nNevYoBoi KiCTKM, NaTosNOrivyHi ne-
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penomu pebep. LLnaxom peHTreHorpadii KicTok BU3-
Ha4Y€eHO KiCTO3HY ocTeoamcTpodilo NNeYOBUX KiCTOK,
BUPAXEHUN OCTEONOPO3, MIATBEPAXKEHUA OCTEOOEH-
cutomeTpieto. Komn'totepHa Tomorpadisa 4epeBHOi
NOPOXHWHU BUSIBUNA NyXJIMHY AiaMeTpoM 28 MM y
OinsHui XBOCTa NiawayHKOBOI 3a51031 — peuuams rac-
TpuHOMU(?) (puc.2). MarHiTHO-pe3oHaHCHa ToMorpa-
&is ronoBHOro MO3KY HE BUSBMIA OCEPELKOBUX 3MiH
rinogiza — mikpoageHoma(?). CoHorpadia wni Ta
cumHTUrpadis npuwmTonoaiGHux 3anos is ¥mTc-MIBI
NiATBEPAVIN HAABHICTb LOHAMMeHLWe [BOX naTo-
NOriYHO 36iNblWEHUX NpUWMTONOAIGHNX 3an03 no
obugsa 60kuM Big Tpaxei po3mipamn oo 3-4 cMm, WO
IHTEHCMBHO HakonuyyBanu i30Ton. 3 ypaxyBaHHSM
OOMIHYBaHHS B KJIiHIYHIN KapTUHI NPOSBIB rinepnapa-
TMpeoign3my 6yno BUKOHAHO onepauiio — cybToTanb-
Hy napaTupeoigekTomiio (puc. 3) 3 BUaaneHHsm ane-
HOMAaTO3HO 3MiHEHX 060X BEPXHIX NPULLUTONOAIOHMX
3ano3 — L.S.P.G. Ta R.S.P.G. (9k BugHO Ha Tonorpa-
diyHir cxemMi — puc. 3 — BOHM MirpyBanu nig, gieto cu-
N TSXIHHA 00 BEPXHbOrO 3a4HbOr0 CEePenoCTiHHSA
HUXXY€e PIBHS HUXHIX NpULLMTONOAIOHMX 3an03), rinep-
Naa3oBaHOi NiBOi HUXHBLOI NPULLMTONOAIOHOI 3an103u
— L.I.LP.G. i pe3sekuielo neab rinepnaasoBaHoi NpaBoi
HMXHBOI NpuwmTonoaioHoi 3ano3un (R.1.P.G.). MNoone-
pauiiHMin nepiog, NpoxoAmMB 3 gaBULLLAMU TPUBANoi
MOMIPHOI rinokanbLUieMii, BUKIIMKAHOT CUHAPOMOM "To-
NOOHMX KICTOK", ane BXe Ha 2-1 AeHb NaujieHTka Bigvy-
na 3MeHLeHHs 6onto y cyrnobax i KicTkax, NoCTynoBo
BiOHOBMACA cuna M'a3iB, MNOMINWMIOCS 3araibHe ca-
Mono4yTTa. PiBeHb napaTropMOHY 3MEHLWMBCS [0
HopMu (34 nr/mn), ane NpPOTAroMm HacTynHux 12-13
MicsLiB Oeulo NiaBMLWMBCS BHACIAOK BiAHOCHOI rino-
Kanbuiemii (TmnoBa peakuid 3anMuweHoi napatu-
PEOIOHOT TKAHNHW HA 3HUXEHHS PIBHA KasbLylo KPOBI).
Moro nokasHuk BignosigHo 4epes 3, 6, 9, 12 micaujs
ctaHoBuB 200, 219, 136, 83 nr/mn 3a HMXHBLO-HOP-
ManbHOro pPiBHSA KasbLilo KPOBi. KniHiKO-iHCTpYMEH-
TanbHUX (BidyanisauinHmx) gaHux 3a peunguvs MITT
Hapasi Hemae. [lepenomM WBMAKO KOHCOMiAyBaBCH
nicns onepawiji, BUPaXKEHICTb OCTEONOPO3Yy CYTTEBO
3MEHLWmMNacs 3a gaHMMu geHcmtomeTpii. [yxe uika-
BOIO € AMHaAMIKa PiBHA raCTpUHY Ta NPONaKTUHY KPOBI
no onepauii. Tak, nicns NpM3HaYeHHa BPOMKPUNTUHY
(mOoTiM — pacTuHeKCy) piBeHb NMPOAAKTUHY 3MEHLLUMB-
ca 3 4208 po 9,4 Hr/mn, nicna BiAMiIHM NOroO — 3HOB
jewo nigsnwmeca (8o 92 Hr/mn), WO BKA3ye Ha
iIMOBIPHY NPUCYTHICTb MiKpOaZeHOMM rinodisa; npuin-
MaHH$ aCTUHEKCY BiAHOBMAW. PiBEHb raCTPUHY CNOH-
TaHHO MOCTYNOBO 3MeHLWwuBcs 3 178 no 36 nmonb/n
(Hopma), a po3Mipu NYXNMHU NiWAYHKOBOI 32103 3a
OaHMMK KoMM'loTepHOI Tomorpadii He 36inbwmnncs
(26-28 mm). MauieHTka npopoBxye nepebysaty nNifg



CTATTI

CMOCTEPEXEHHAM €eHOOKPUHONOrIB i Xipyprie, noka-
3aHHA 00 XipypriYyHOro BTPy4YaHHS Hapasi BiaCyTHi. 3a
OaHmMu nitepatypm, peumamy MNITT cnip odikyBatun
yeped 10-15 pokis no onepauii [3]. Ona nonerweHHa
MOXJ/IMBOrO MOBTOPHOr0 BTPYYaHHS MW MO3HA4YaEMO
KYKCY €OMHOI NPpUWMTONOAibHOI 321031 TUTAHOBUMU
Kfaincamm.

Ha anb, HN3bKNN piBEHb MEANYHOI KyNbTypu Ta
€KOHOMIiYHi YNHHUKN HE O03BOSISAOTH MOBHOLHHO OXO-
NUTN JOCNIAXKEHHSM YCiX YfIEeHIB POANHU NALIEHTIB, a
3a BUSBJIEHHS Nartofiorii — nepekoHaTtu ix y He-
00OXigHOCTI Jo0OCTeXeHHs Ta NikyBaHHA. Tak, we W
noci He npoonepoBaHo 4 sunaaku MIMT cepen po-
OndiB BUSBNeHUx Hamu nauienTtie i3 MEH 1 cuHapo-
MOM.

BUCHOBKHU

Omxe, MEH 1 cnHgpom, nonpu Moro piaKiCHICTb,
CTaHOBUTb BaXK/INBY KOMIJIEKCHY Meaun4yHy rnpoodnemy.
BouyeBuab, 3HAHHSA fiKapiB WOA0 MOXIMBUX KAIHIYHMX
BapiaHTiB 3aXBOPIOBAHHS € HEAOCTATHIMU, LLIO PAa30OM
i3 TpyoHowamu nabopaTopHOi AiarHOCTMKN PoBUTb
niarHoctuky MEH 1 cuHgpomy Henerkoto 3agadeto.

lMepBUHHUI rinepnapaTMpeos € JOMIHYIOHYUM KOM-
noHeHtoMm MEH 1 cuHgpomy, agekBaTHE NikyBaHHS
SIKOr0 MOXe€ CYTTEBO YMOBINIbHUTU PO3BUTOK abo MNo-
CNnadbuTn aKTUBHICTb IHLLUNX @HOOKPUHHUX NYXJINH, Ha-
camnepeq, — ractpmHom. CyyacHa dapmakoTtepanis
no3Bonsie ePeKTUBHO KOHTPONOBATM BiNbLWIiCTb i3
nposiBiB eHO0KPUHHOT rinepdyHkuii y pamkax MEH 1
CYHAPOMY, 32 BUHATKOM rinepnapaTtmpeosy, rinep-
IHCYNiHI3MY Ta OesKUX iHLWMX BapiaHTiB eHA0KPUHHNX
Heonnasin. Ha xanb, 3anuwaeTbCca HegOCTYyMHUM B
YKpaiHi reHeTu4yHe TECTyBaHHS Ha NPegMeT cneuu-
divHMX MyTauin, aKi Buknnkatote MEH-cuHgpomu, wo
003BONMMNO O BUSABUTU HU3KY XBOPUX Y POOUHX
naujieHTiB, nepeadaqynT MOX/MBI 3aXBOPIOBAHHSA O/19
iX HaWwaaKiB.
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Puc. 1. MakponpenapaTt BuganeHux Heonnasin
npuwMTONOAIOHNX 3ano3 y nauieHta P. (niBopydy —
pak, BHM3y — rinepnnasis, npaBopyy — ageHoma).

Puc. 2. NlactpruHomMa xBoCTa MiALLUyHKOBOT 3251031
Ha KOMMN'IOTEPHIN TOMOrpami.

Puc. 3. MakponpenapaT BuOaneHUx MpULLATO-
nonibHmMx 3ano3 (ageHomu, rinepnnasis) 3i CXemMoio
Mirpauji — cTpinkamm — BEpPXHix 3an103 JOHWN3Y.

PE3IOME
CHAPOM MHOXECTBEHHOW 3HA0KPUHHOW
Heonnasum 1-ro TMNa n 0Co6eHHOCTUN leYeHuns
CBSI3aHHOIo C HUM NEePBUYHOIO
runepnapartupeosa

C.M. YepeHbko

B cTtaTtbe npuBeaeH nuTepaTypHbIn aHann3 COBPEMEH-
HbIX NPeACTaBfeHnin 0 natoreHese M guarHoctmke M3OH 1
cuHgpoma. Ha npumepe 6 HabnogeHnn MOH 1 cuHppoma
cpean 207 60nbHbIX NEPBUYHBIM FMNEPNapaTnpeo3om, one-
PUPOBaHHbIX B KNIMHMKE 32 NOCNEeAHNE 5 neT, nogyYepkmBaeT-
CS1 CNIOXHOCTb ANArHOCTUKU, BXHOCTb TLWATEIbHOro Nouc-
Ka BO3MOXHbIX OPYrX KOMMOHEHTOB 60ne3HuU, Heobxoam-
MOCTb CBOEBPEMEHHOI paamkasnbHOl onepauum — cybTo-
TanbHOW NapaTUpPeouasKTOMUM — Ons npeaynpexaneHus
OCJIOXXHEHWNI 1 NPOrPECCUPOBAHUS TMNEepracTPUHEMUN.

KniouyeBble cnoBa: CMHAPOM MHOXECTBEHHOMN 3HOO-
KPUHHOM Heonnasum 1-ro Tmna, NepBUYHbLIA rmnepnapaTun-
peoas.

SUMMARY
Multiple endocrine neoplasia 1 syndrome and
peculiarities of related primary
hyperparathyroidism treatment

S. Cherenko

Current data about pathogenesis and diagnostics of
MEN 1 syndrome were analyzed in the article. Authors’ own
experience is based on treatment of 6 cases of MEN 1 syn-
drome among 207 patients with primary hyperparathy-
roidism which were operated in hospital within last 5 years.
Difficulties in diagnostics, crucial role of searching other
components of syndrome, necessity of radical primary sur-
gery of hyperparathyroidism (subtotal parathyroidectomy)
were emphasized in order to avoid severe complications and
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progression of hypergastrinemia.
Key words: Multiple endocrine neoplasia 1 syndrome,
primary hyperperathyroidism.
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