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MepgynnspHblii pak WwWuToBUAHON xenesbl (MPLLK)
BrepBble onucaH Hazard n coasT. B 1959 r. [27] Kak
onyxosb 13 C-kneTok (napaonMkKynspHbIX KNeTokK);
OH cocTtaBnseT 5—10% |4, 23] cpedn Bcex cny4vaes pa-
Ka wmtoBugHoi >xenesbl (LK), Mapadonnukynsp-
Hble K/IETKM ABMAOTCSA COCTaBHOM YacTbto APUD-cuc-
TEMbl U 3MOPUOMOTUYECKU MUTPUPYIOT U3 HEPBHOIO
rpebHs B TkaHb LUK [25]. Hanbosnbllee KoONM4ecTBO
C-KNeToK cocpefoToveHO B BepxHel yactu LUK [47]
(puc. 1). OHM npoayumpyroT KanbUMTOHUH (KT) —
NoONUNENTUAHbIA TOPMOH, COCTOAWMIA M3 32 aMUHO-
KNCMOT, KOTOPbI/ yyacTByeT B perynsumm ocqopHo-
KanbLmeBoro metabonmsma [25|. KT nonyumn wmpo-
KOe MpUMeHeHVe B KIMHWYECKOW MpaKTuKe Kak omny-
X0neBblli Mapkep. OnpefeneHne ero KOHLEeHTpauumn B
CbIBOPOTKE KPOBU SBMIAIETCA BadKHbIM TECTOM B Auar-
HocTuke MPLLDK, paHHeM BbISIBIEHUN peuunavBsa,
MporpeccrupoBaHnM OMyXO/sIEBOro npoLecca u OueHKe
3h(PeKTUBHOCTN MPOBOAMMOrO siedeHus [4, 25, 31].
OTmeyeHo, 4Tto, Kpome KT, knetkm MPLUXK B He-
60/IbLLNX KONMYEeCTBaxX CEKPETUPYIOT eLle psaf ropmo-
HOB M OMOreHHbIX aMWUHOB: PaKOBO-3MOPUOHA/IbHbIN
aHTUreH, rucTamMmHasy, COMaTOCTaTMH, NpocTariaH-
OVIH, TUPeor/io6yNnH, TMPEOTPONUH, afpPeHOKOPTUKO-
TPOMHbIA FOPMOH, FACTPUHCBA3AHHbIN MenTuj, cepo-
TOHWH, XpOMOrpaHuH, BellecTso P [4, 34].

MPLL>K moxeT 6bITb cnopagnveckum (70—80%)
nnn cemeiniHbim (20—30%) [4, 23, 25, 34]. Pacnpege-
JIeHVe 0 MOJY Y MY>XKUMH 1 >KeHLMH npu 06enx op-
max MPLLXK 6nmsko k 1:1,4 [25]. Cnopaguyecknii

Puc. 1. Pacnpegenenve C-knctok B LK

MPLLK pasBmBaeTcs 06bIYHO Y MauMeHTOB B BO3pac-
Te cTapwe 40—50 neT n XapakTepusyeTcs Kak ogHOpo-
KycHOe (O4HOCTOPOHHee) nopaxeHue LUK [25, 34].
CewmeliHblii MPLLD)K — reHeTuyeckoe 3aboneBaHue
C ayTOCOMHO-AOMWHAHTHbIM TUMOM  Hac/efoBaHWUSA
[13, 45]. OH MOXeT ObITb /MO0 COCTABHOW YacTbHO
MHO>KECTBEHHOW 3HAOKPUHHOM Heorasum (M3OH 2a
nim M3H 26), nnbo n3onmpoBaHHOW (Hopmoi 3a60-
neBaHus. 3abosieBaHMe Yallle nMposBaseTca fo 35-neT-
Hero Bo3pacTa. Y 6O0/IbHbIX C CEMENHOWN (hopMoii
MPLLU>X npakTuyeckn Bcerfga MmeeTca ABYCTOPOHHee
nopaxeHve LLUXK ¢ MHOXECTBEHHbIMW OMyXO/eBbIMU
(hokycamu, pacronararowMmncs, Kak npasuio, B
BepxHeli yactu opraHa 115, 25, 34]. Kpome TOro, mMuk-
POCKOMMUYYECKN B 00enX OONSAX BbIABAAKTCA Y4YaCTKU
runepnnasun C-knetok 125, 43, 46]. M3H 2-ro tnna —
reHeTUYECKU CUHAPOM, XapaKTepusyroLwmica code-
TaHneMm MPLLDK ¢ heoOXpoOMOUMTOMOIA 1 MaTonorue
napawmToBuaHbIX Xenes [25, 33, 34]. Knaccuuyecknii
cnHgpom M3H 2-ro tuna (M3H 2a) onucaH Sipple
[38] n BKIOYAET B ce6S BCe 3 MEPEUUC/IEHHbIX BbILle
KOMMnoHeHTa. M3OH 26 xapakTepusyeTcsi accouunalmei
MPLLK ¢ heOXpoOMOLMTOMO, MYKO3HbIM FracTPOUH-
TEeCTUHa/IbHbIM HENpPOMaTo30M, MaphaHOMAHbIM CTa-
TYCOM U OTCYTCTBUEM W3MEHeHWli CO CTOPOHbI napa-
LWNTOBUAHbBIX XXene3 [24, 34, 36, 44]. BHewHwin Bug
60/bHbIX ¢ M3H 26 getanbHO 6bI1 onmncaH Gorlin n
COaBT. [24]. 3Tu 6GoNbHblE MMEKT “MapdaHoMgHYH"
BHELHOCTb (BbITAHYTOE /MU0, OTTOMbIPEHHbIE YLLIW),
TONCTble, BYrpUCTbIE TyObl.

a — Hanbosnbluasi KOHUCHTpaunsi C-K1eTOK B BepxHell nonosuHe LLDK; 6 — npu cemeiiHom MPLLDK npakTuyecku Bcerga MmeeTcs ABYCTOPOHHee nopaxeHune LUK ¢ MHOXeCTBEHHbIMMN
onyxosieBbIMY (DOKycamu, pacrnonararommics, Kak npaBunio, B BepxHell YacTu opraHa; B — cropaguyeckuii MPLLDK — value ogHOCTOPOHHUIA MPOWCCC. OMyXOseBblil O4ar MOXeT pac-

nonaratbCsl B N0GOW YacTu xenesbl [47].
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BonbHOI P., 1977 roga poxgeHus, c MOH 26.
B none 1996 r. — onepaTtvBHOE fle4eHMe Mo MOBOAY
(heoxpomobracTombl, B HO6pe 1996 r. — TMpPEonaaK-
TOMUA C QPYTAAPHO-hacLMaibHbIM MCCEeYeHVEM KJIEeT-
yaTku o nosogy MPLL>K ¢ metactaszamun B J1Y wwen
(puc. 2). XapakTepHbiM A1 3TUX OOMbHbIX SABMAAETCA
Ha/Mume LUMPOKMUX, PefKO MOCaKEHHbIX 3y60B,
TPeTbEro Beka, MporHaTuu, "roTuyeckoro” Heba, LIK-
POKOro OCHOBaHWs Hoca. 13 CKeneTHbIX aHoManuii
HepefKO HabnwojalTca Bnanas rpyab, Kugos, 1opaos,
CKOJ/1M03, Ba/lbrycHas fehopmMaLims KOMIeHHbIX CyCTaBOB.
BapvaHtamn M3H 2 asnaioTtca cuHgpom MOH 2a
B COYETaHUM C KOXHbIM amunonaosom (21] 1 M3H 26,
coyeTarowmiics ¢ 6onesHbio MupwnpyHra (4, 411

N3 Tpex cemeliHbIX (hOopM 3ab0seBaHMA XyOLIWi
nporHo3 nmeet M3H 26. lNMpu 3TOM cUHApPOME OTMe-
yatoTcs 60nee paHHee pa3suTne MPLLXK, ero 605b-
LIas arpeccuBHOCTL. [lepBble KNMHUYECKUE MpPosiBIe-
HWS1 OMYyXO0MEBOr0 Mpouecca y NaluMeHToB C CeMeriHbIM
BapmaHtoM MPLLDK (M3H 2a 1 n30nmpoBaHHbIN ce-

Puc. 2. BonbHoii P . 1977 rona poxaeHus ¢ M3OH 26.

N — BHELWHWI BUj GONTbHOTO — BbITAHYTOE JIHWO, "TO/NCTbIE" TryGbl, OTTOMbIPEHHbIE
ylwm; 6 — nanuisIoMaTosHble paspacTaHus Ha A3bike.
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MeliHbIi MPLL>K) mMoryT HabnwogaTbCa B AOCTaTOYHO
paHHeM Bo3pacTe. Tak, Hamume C-KNeTo4HOl runep-
nnasnm onvcaHo y pebeHka B Bo3pacte 20 mMec, Kapuu-
HOMbI — y 3-/1eTHero nauueHTa, a MeTactaTuyeckoe rno-
paxkeHVe pernoHapHbIX NumM@armndecknx ysnos (/1Y) —
y 6-neTHero pebeHka 120, 31]. O’LUoriar [37] onucbiBa-
eT MPLL>K y 7-mecauHoro pebeHka ¢ M3OH 26. Bpe-
MEHHO nepuog OT MOMeHTa MosBneHNs C-KIeTOUYHOMN
rmnepniasnun Lo pasBUTUS MefyNSAPHON KapLMHOMbI
COCTaB/ISeT, BEpPOATHO, OoT 5 fo 10 net [19, 26].

OcHOBHbIM MeTogoOM sleyeHna MPLUXK aBnsetcs
Xupypruyecknin. NposBefeHve ONCTAHLMOHHON nyde-
BOM Tepanuu, pagvoniofanevyeHne, XUMmo- W ropMo-
HaslbHaa Tepanua ManoadekTuBHbl |4, 6, 46]. Xu-
pypruyeckas TaKTUKa ONpefenseTcs KAMHUYECKOW
KapTUHO 3a6oneBaHns (MecTHas W perMoHapHas pac-
MPOCTPAHEHHOCTb OrMyx0/ieBoro npouecca). MUHU-
Ma/lbHbIM 06BLEMOM XUPYPrnuyeckoro BMeLUaTeNbCTBa
npy MPLLK saBnsetca Tupeongaktomusa [25, 31, 451
OfHaKo, y4nTbiBas BEPOATHOCTb PaHHEro mertacrasu-
poBaHus, KaK npasuio, OHa AOMOSMHAETCA NPeBeHTUB-
HbIM (hacLUnaibHO-(DYTAAPHBLIM YAaNeHUeM KNeTyaTKu
wen [4, 14].

B oTeuecTBeHHOI nuTepaType MMEKOTCA NNLLb eau-
HWYHbIE HabNAeHNs cemMeliHOro BapuaHTa MPLLK
|1—3]. TMoaTtomy Ham npeacTaBnseTcss WHTEPECHbIM
noAennTbCs COBCTBEHHBLIM OMbITOM AMarHOCTUKU W
NeyeHns 60/bHbIX C 3TUM BMAOM 3ab0neBaHUsA. B Ha-
Wwel KAMHUKe HabmogaloTcsa HECKOSIbKO Cemell ¢ Ha-
CnefcTBeHHONM hopmoli MPLLUDK. Himke Mbl NprBOgMM
nctopun 6071€3HN MaLWNEHTOB OOHOW U3 3TUX CEMENA.

BornbHaa A., 1982 roga poxkgeHus. [Npu npo-
thocmoTpe B LLIXK BbIsSiBNeH y3en. B nioHe 1997 r. 60/1b-
Has Oblna HanpasseHa B KaMHUKY MPHLL. Mpu no-
CTynfeHuun: B npasoi gone LXK nanbnatopHO onpe-
Jenanca NAOTHbIA y3en anameTpoMm okono | cm. [o
OaHHbIM Y3W B npaBoi [0/Ie Ha FpaHuLe BepxXHel
1 cCpefHen TpeTu ysen pasmepoMm 16 x 9 x 12 mm. B
BEPXHeM MOJCe /1eBON [ONN JOMONHUTENBHO O6Ha-
py>XeH y3en pasmepoM 9xX5x7 MM. PervoHapHble
NY He yBenu4eHsbl. [JaHHble LUTOMOIMYECKOro ucche-
[0BaHUA NMyHKTaTa 13 OnyxoseBbIX Y3/10B HE MO3BO/U-
m anddepeHLMpoBaTh y3/10BO 306 1 onyxonb LUK
YpoBeHb 6a3anibHoro KT coctasun 54,76 nr/mn (Hop-
ma 0—10 nr/m1). BbINosHeHa cy6ToTaslbHas TUPEOU-
O3KTOMMA. T1py CPOYHOM TMCTOSIONMYECKOM UCCeso-
BaHUM — MOPOSIOrMyeckas KapTuHa, Mofo3puUTeNb-
Haga Ha pak WK, Tpn ructoMMMyHOXMMWUYECKOM
nccnefoBaHUM MocneonepaumoHHoOro marepuana 06-
Hapy»eHo 2 pokyca MPLLI>K. 16.06.97 BbINofHeHa Mo-
BTOpHaa onepauus — yfaneHue ocTaTka /1eBol 4onn C
ncceyeHVeM napaTpaxeasbHOM W MapaBa3a/ibHOM KieT-
YyaTKu Lwen ¢ 06emx CTOPOH. pu rMcToNnormyeckom mc-
cnefoBaHUN BbifiB/ieH MuUKpomeTtacta3 MPLLXK B na-
paBasa/ibHbIli J1IY cnipaBa. [locTaBnieH 3aknl4uTesb-
Hblli gnarHo3 — MPLUK ¢ meTactazammn B J1Y Lwen
cnpaea, pJ/IbKMaMO. YposeHb 6a3ansHoro KT 4yepes
3 Mec nocre onepauuu cHusnncs oo 12,34 nr/mn. beinm
ob6cnefoBaHbl Y/eHbl CeEMbM (MaTb U CTapLunii 6par).

BonbHaa K., 1949 roga poxaeHus (maTb). B mae
1975 1. MO MecCTy >XWUTe/NbCTBa Obla BbINO/IHEHA Pe3ek-
uus LXK no nosopy "y3nosoro 3o06a”. INpu obcneno-
BaHuUM B MPHLL nogaHHbIM Y3 B ocTaBLUelics TKa-
H1 LLDK BbIsSIBEHbI Y3/10Bble 06pa30oBaHus, pacrosa-
raBLUMecs B 06/1aCTV BEPXHMX MOJIOCOB 06enx foNei,
pasmepamu o1 5 go 20 mm. Cnesa BM3yannM3vpoBa/IUCh
yBe/MYeHHble naparpaxeasibHble J1Y. 1o gaHHbIM Uu-
TONOIMYYECKOro uccefoBaHUA MyHKTata obpasoBa-
HUi WK — kapTnHa MPLLUXK. YpoBeHb 6a3anibHOro



KT B cbiBOpOTKe KpoBu 624,2 nir/mn. 09.10.97 BbInon-
HeHa TUPEeOUAIKTOMUSA C UCCEYEHVNEM LEHTPasIbHON W
napaBa3a/ilbHON KneTyaTtku Lewn cnesa. pu ructono-
rmyeckom wmccnegosaHnm — MPLL>K ¢ MHOXXeCTBeH-
HbIMW MeTacTasamMu B MapaTpaxeasbHble W Mapasa-
3a/ibHble J1Y. 3aKNHOUUTENbHbINA AMArHo3: CEMEHbIN
BapuaHT MPLLLK ¢ meTacTaszamu B wWeiiHble JTY cneBa,
pT2bNIaMO. YposeHb 6a3anibHOro KT B CbIBOPOTKe
KPOBM 4epe3 2 Mec Mocsie XUPYPruyeckoro neyeHus
27,85 nr/mn.

BonbHoOW ., 1967 roga poxgeHus (cTapLumii
6pat). B 1995 r. o6Hapy»eHbl y3/10Bble 06pa3oBaHUSA B
o06eunx ponsax LLDK. B anpene 1997 r. N0 MecTy >XuUTeflb-
cTBa Oblna BbIMO/IHEHA FEMUTUPEOUA3KTOMMUA Crpasa.
MMcTonornyeckoe 3akoyeHne: ONINKYNAPHBLIA pak
LL>K. B nroHe 1997 r. B TOM e /le4eOHOM yupexxaeHUn
BbINO/IHEHA MOBTOPHAasA onepauus — yaaneHue nesoi 4o-
o [X ¢ npunexawwmmn Y. Tlpu rnctonornyeckom
nccnegosaHun B LUK BbiasneHa kaptuHa MPLUXK, B JTY
Wwen obHapy>eHbl MeTacTasbl MefynIspHOro u ¢on-
NNKYNSAPHOro paka. B aBrycte 1997 r. 60nbHOIM nocTy-
nun Ha o6cnegoBaHWe B KAMHUKY MPHL, PAMH.
MNpoBefeHbl TLaTeNbHbIE KWHUYECKUE, PEHTIeHO/0-
FTMYecKne u WHCTPYMEHTa/IbHbIE MCC/ef0BaHUA —
[JaHHbIX, CBUIETENLCTBYIOLWNX O HAIMYUKN OMYyXOJIEBO-
ro pocrta B oénactu LXK 1 30Hax permoHapHoOro me-
TacTasnMpoBaHus, He ob6HapyxeHo. [lpu nepecmoTpe
roTOBbIX TWUCTOJIONMYECKUX MpenapaToB — KapTuHa
MPLLK ¢ metactasamun B J1Y. ¥YposeHb KT B cbiBO-
poTke KpoBu OT 25.08.97 89,6 nr/mn. 3ak/iouuTesb-
Hbli AMarHo3: ceMenHbIi BapuaHT MPLLK ¢ meTacTta-
3amu B JTY wen T3bN ixMO.

TakMm 06pa3om, TuiaTesbHbIi c60p aHamHesa W
nposegeHve obcnefoBaHNA POLCTBEHHUKOB G0/bHbIX
MPLLD>K wrpatoT CyLEeCTBEHHYIO pPO/b MNpv AnarHo-
CTMKe CeMelHbIX (hopM AaHHOro 3abonesaHus. OfHa-
KO MpWY 3TOM MOTYT ObITb BbISAB/IEHbI TO/ILKO 60/bHbIE
C OOCTAaTOYHO BbIPaXKEHHbIMWU MPOABIEHUAMMN OMyXO0-
NleBOro npougecca. B 10 ke Bpema B rnocnegHue 3 fe-
CATWIETUA B MWPOBOM MNPaKTUKe MOAYUNS LUMPOKOe
MPUMEHeHNE CKPUHUHI cemeliHbiX hopm MPLLK Ha
OCHOBE OMOXMMUWYECKMX W MOJEKYIAPHO-TeHETNYe-
CKMX UCCNefoBaHWNA.

CKpPUHVHT cemenHbIxX hopM MPLL>K

A. Bruoxumuueckuii. KT 6b11 Bnepsble onvucaH Copp
u coasT. B 1962 r. [10]. MNMo3gHee Foster n coasT. 117]
OMpefenuuv, YTo OH CUHTE3VPYETCA K/eTKamu, Haxo-
pawmmmnca B LK. C nomolbio mMmyHodroopec-
LeHTHOro MeTtoja 6blna AokasaHa npoaykuus KT
C-knetkamn LUK [8] v onpegeneH ero NOBbILLEHHbI
YPOBEHb B OMYyXO/IEBOV TKaHW W CbIBOPOTKE KPOBU
60/1bHbIX MPLLI>K 132]. Mo3gHee 6b110 yCTaHOB/EHO,
yto CcTumynauua C-KNeToK MOXKET MPOU3BOANTLCSA
(3-apgpeHepreTvkamy,  KasbLMeM, MeHTaracCTpUHOM,
rFOKaroHom, ataHosnom [9, 28]. 3ToT heHOMEH Haluen
CBOE MPUMEHEHMEe MNpU ANArHOCTUKE MasibIX (POKYCOB
MPLLDK. TMpuvMeHeHVe CKPUHMHIOBbLIX MporpaMmm
C UCMONb30BaHWEM TMPOBOKALMOHHbIX TECTOB O6blo
HauaTo B 70-x rogax. Brunt u Wells [7] cpaBHWUIX CTu-
MYNALVNOHHBIA 3(P(EKT pas/INUHbIX BELLECTB: [/IHOKO-
HaTa Kasibuusa (2 Mr/kr maccbl Tena/MuH), neHrtaracT-
puHa (0,5 mr/kr maccel Tena/5 c), xnopuga Kanbuums
(3 mr/kr maccbl Tena/l0 MUH) 1 KOMBUHAUUK T/IHOKO-
HaTa Kaibuua W neHTaracTpuHa. Hawmbonee 3Haum-
Te/lbHOE TOBbILEHME YPOBHA CbIBOPOTOYHOro KT
OTMEYa/IoCb MOC/Me BBEAEHUA T/IIOKOHATa Kasibuus W
neHTaracTpuHa. B KIMHMYECKOW MpakTuKe A/19 BbisB-

neHva MPLUXK vaule Bcero vcnosnb3yoT MpoBoOKauum-
OHHbIVi TecT € MeHTaracCTpUHOM WAXM Mpenaparamu
Kanbuns [4, 6, 25].

CraHfapTHaa npouefypa 3ak/io4vaeTca BO BHYTPU-
BEHHOM BBEJEHWW MeHTaracTpuHa, pasBefeHHOro B
1 mn 0,9% N8O, ¢ nocnegyrwwmm onpegeneHnem
ypoBHA KT B cbiBOpPOTKe KpoBu 4epe3 2, 5 K) u 15
MWH 1OC/ne UHBbEKUUK. Y 60/bLUMHCTBA 06CesyeMblxX
MUK KoHueHTpauun KT Habnwogaetcd Ha 2—5-ii Mu-
HyTe. lpu BBeAEHUM MeHTaracTpuMHa MOryT Habso-
JaTbCa NO60YHbIe 3P(EKTbI B BUAE TOLIHOTHI, YyBCTBa
TPeBOru, oueneHeHUs. 3TN CUMNTOMbI BO3HUKAKOT Yepes
15 ¢ nocne MHLEUMN U UCYEe3aT B TeyeHne 2—3 MUH
|4, 25]. Xnopwug kanbumsa (3 Mr/Kr macchl Tena) BBOAAT
BHYTPUBEHHO B TeueHue 10 MUH. KpoBb 6epyT A0 WUH-
y3nm un uepes 10, 20 n 30 MUH nocse Hee.

Bbicokne ypoBHu KT B ABYX MOCnefoBaTe/lbHbIX
npob6ax cneayetr pacueHmBaTb KakK Hannyume nmbo
C-knetoyHon runepnnasuu, nnoéo MPLK |4, 25].
OfHako B CBA3W CO 3HAUYNTE/IbHOW BaprabenbHOCTbHO
[aHHOro nokasaTens paspaboTka YeTKMX rpaHunL, Hop-
Mbl HEBO3MOXHa [25|. TlaTtonornyeckuMm MpUHATO
cumTath ypoBHM KT, npeBbilwarowpe: 6asanbHblli —
100 nr/mn, NMK CTUMYNIMPOBaHHOIo — 6onee 500 nr/mn.
HeobxognMMo OTMETUTb, YTO YPOBEHb 6a3anbHOro
1 ctumynmposaHHoro KT noBblleH B [LETCKOM BO3-
pacTe, YMEHbLUAETCA C BO3PACTOM W BbILLE Y MY>XUUH,
4yeM y XKeHLMH [18].

MPOBOKUMOHHbIVI TECT NPOBOAAT €XErofHO BCEM
yfieHaMm cembW B BO3pacTe oT 3 fo 35 netT. Y nuu cTap-
we 35 sIeT 3TN UCCMIEL0BaHUS MPOBOAAT PeEXe B CBA3MN
C MeHbLLel BEPOSTHOCTbIO OOHapPYXeHNs Y HUX NOoJo-
XXNTeNbHOW Npobbl (MeHee 5%) [25]. Hambonee yacto
NOMIOXKUTE/bHbIA TecTe NneHTaracTpUHOM HabnopaeT-
ca B 10-netHem Bo3pacTe [39]. MNMpwu TpakTOBKe MoOJy-
YeHHbIX pe3ynbTaToB C/eAyeT MOMHUTL ClefytoLLee.

1. MpubnnsutencHo y 5—10% nauneHTOB K3 BCel
NonynALMM onpesenseTcs noBbllleHHbIM ypoBeHb KT,
06yCcnoBneHHbIV runepnnasmein C-KNeTok, He cBA3aH-
Holi ¢ MPLLK [18].

2. Pap knetok, pacnonaratowmyxcsa BHe LXK, mo-
XeT npogyuupoBaTb KT; K HUM OTHOCATCS K/ETKU
KynbUMHCKOTO B NIerkux, OTAefIbHble KIETKU TUMYCa,
rmnogmsa, HaamMoOYeYHMKOB U MpeAcTaTeNbHON Xene-
3bl [4].

3. HekoTtopble knetkn npoayumpyrot KT nocne ux
OMyXx0neBoW TpaHCOpMauMMm — MENKOK/IETOUHbIM
pak nerkvx, renaTtombl, OMYXO/AN TFPYAHOW KIETKM
|4, 5, 22, 25].

4. YpoBeHb CbIBOPOTOYHOI0 KT MOXXET 6bITb NOBbI-
WeH Yy MauuveHTOB C MepHULMO3HOM aHemuel, Xpo-
HMWYYECKOM MOYEYHOW HeAOoCTaTOUYHOCTbI, OCTPbIM
naHKpeaTMToOM, TUPEOUAUTOM U Yy 300POBbIX JHOAEN
nocne 60/bLUON (hM3NYEeCKOor Harpysku [25].

B. MeHeTuyeckmii. B 1993 r. BnepBble OblLIO COOO-
leHo o ToM, 4TOo MyTaumm B VIET-NpPOTOOHKOreHe,
MMetoLLMecs y NoAaB/IAOLLEro YMcna naumeHToB C ce-
MeliHbiM MPLLDK, Tunmn4yHel ans gaHHoro 3abonesa-
HuA 112, 35|. CneynmYHOCTb 3TUX MyTauuii obecre-
ynia BO3MOXHOCTb MOATBEPXKAaTb CEMEMHbIN Xapak-
Tep MPLLD)K un dopmmpoBaTb rpynmny pucka o
pasBUTUIO 3TOr0 3ab0seBaHUSA W3 HOCUTENe un3me-
HEHHOro reHa. Yepes rog 6bl1v ony6/MKOBaHbl pe-
3y/NbTaTbl ABYX UCCMef0BaHWI, COOOLLABLLMX O NepBbIX
pesynbTatax MNPOMUIAKTUHECKUX TUPEOUAIKTOMUNM,
BbIMOJIHEHHbIX Y MaUMEHTOB C Ha/lMyMeM MyTauuii B
MET-npoTooHkoreHe [30, 42]. MNMocneaytowme mccre-
[OBaHUA MOATBEPAW/IM BbICOKYHO 4YyBCTBUTENLHOCTD,
CneunUIHOCTb 1 UCK/IKOUYUTE/IbHYHO TOYHOCTb [aH-
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Horo metoga. o gaHHbIM Dralle u coaBT., B pesy/b-
TaTe NPOUNAKTUYECKMX TUPEONAIKTOMUIA y 75 feTeit
U MOAPOCTKOB C ceMeHbiM MPLLXK y 29 13 HMX Bbl-
aneHa C-knetoyHas ruvnepriasuvsa, a y 46 vMenuchb
thokycbl MPLLI>K. Pa3mepbl onyxoneii konebanmcob ot
3 0o 10 mmM. Mpu aTom B 14 cnyyasx ypoBHU 6a3asib-
HOro v cTmynuposaHHoro KT He npeBbllanv BepX-
Hero npegena Hopmbl 115].

lMNpoBefeHne reHeTUYeCcKoro WUCCIefoBaHnA Ha Ha-
nmune myTaumii B RET-MpOTOOHKOreHe nokasaHo
BCEM usieHam cemeli 60/bHbIX ¢ M3H unm cemeinHbIM
MPLLK, a Takke BcemM 00/IbHbIM CO CAOPaANYECKM
MPLL>K. Pesynbtarbl CUCTEMATUYECKOIO CKPUHUHIa
cpefn nauueHToB co criopaguyeckum MPLLXK cBuae-
TeNbCTBYHOT O TOM, YTO OKOMO 10% n3 HUX ABNAKOTCA
Hepacrno3HaHHbIMK ciydaamu M3H unan cemeliHOro
MPLLDK [15|. MaTepuasioMm /18 reHeTUYEecKoro uc-
CNefloBaHUA MOTYT ABNATLCA MOHOHYK/eapHble K/eT-
KN Mepudepnyeckori KpOBW, CBeXas OryxosesBas
TKaHb WA (PUKCMPOBaHHble 06pasubl TKaHW, 3aK/io-
YeHHble B napauH. [eHeTu4yeckoe wccrefoBaHNe
y uneHoB cemeli ¢ M3OH 2a n cemeiHbiM MPLLUK npo-
BOAUTCS B BO3pacte 4—6 JIeT, a Yy Y/IEHOB CEMei C
M3H 26 — cpa3y nocne poxgeHus. YneHbl cemeid,
MOEHTUQMLMPOBaHHbIE KakK HocuUTenu creumduye-
ckux ana MPLLDK reHeTMyecknx MyTauui, AO/HKHbI
6bITb MH(OPMUPOBaHbI 0 Le1eCO06pPasHOCTX BbIMNO/I-
HeHVs MpPOUNaKTUYECKOW TupeoungakTomun. Bonb-
LUMHCTBO aBTOPOB PEKOMEHAYHOT MpPOBedeHne Xupyp-
rMYecKoro fie4yeHss He3aBUCKMMO OT YPOBHA CbIBOPO-
TouHoro KT |29, 40, 42]. Hocutenu reHeTU4ecKmx
HapyLLeHWiA, OTKasaBLUMecs OT MpPOUIaKTUYECKOro
NeyeHns, JOMKHbI MPOXOAUTL EXKerogHoe 6UoXrMunye-
CKOe TeCTUpOBaHWE W MOABEpPraTbCA XUPYPruyeckomy
JIeYeH1Io NPY NepBOM Xe MOJIOXKUTENIbHOM pesy/bTare
NneHTaracCTpUHOBOW MNPOObI.

PekomeHayemblli BO3pacT A/19 OMepaTuBHOIO sieve-
HUA  (NpodmnakTnyeckasd TUPEOUAIKTOMMUS) Mpu
M3H 2a n cemeiriHom MPLLUXX — 6 neT, a gna geten
c cmHgpomom M3H 26 — 1—2 roga. Y pgeTein [o
10-neTHero Bo3pacTta Mpu OTCYTCTBMW MOBbILLEHHOIO
YpOBHA cTuUMynupoBaHHoro KT npodmnakTnyeckas
TUPEONAIKTOMUSA BbINOSHAETCA 6e3 BMeLlaTenbCTBa
Ha pernoHapHoOM SIMMMOKO/INIEKTOPE. B cnyyasax, Ko-
rfa ypoBeHb CbIBOPOTOYHOro KT roBbllleH b0 BO3-
pacT nauweHTa npesbiwaet 10 feT, AOMOJHUTENLHO
BbIMO/IHAKOT MPEBEHTUBHOE WUCCEYEHUEe LeHTPasbHOM
Knetyatku wen. Mocne 15-netHero Bo3pacTa 4acrtora
MopaXkeHss pPervioHapHbIX J1Y pe3Ko BO3pacTaer.
B cBa3u ¢ aTvm y iny, ctaplle 15 1eT npu NO403peHUN
Ha MopakeHne pervoHapHbIX J1Y 6o npy NoBblILLEH-
HOM YypOBHe cbiBOpOTOYHOro KT npoBOAAT yAaneHue
LEHTPa/IbHOM KneTyaTky wwewn v yTaspHOo-dacLmab-
HOEe MCCeyeHne K/eTyaTKu Lwen ¢ 06enx cTopoH. Mpu
06Hapy>XeHNM B LIEHTPas/IbHOWM KneTyaTke 6onee 3 no-
paXeHHbIX J1Y nnbo meTtactasoB B JIY GOKOBOW KneT-
YaTKW LUEN WM BEPXHEro CPefoCTeHNs peKoMeHAyeTcs
JonosiHuTenbLHoe (rocse CTePHOTOMUN) yaalieHne Me-
AnactuHanbHbIX J1Y. Tlocne TUPeouasKTOMUM 60/1b-
HbIM MOKa3aHa 3aMecTUTe/lbHaa Tepanuns TUPEonaHbIMN
ropmoHamu. Kpome TOro, Heo6XOAUMO MpPOBefeHMe
BUOXMMNYECKOrO KOHTPOMS Ha Haivuue runeprnapa-
Tnpeosa ¥ eoxpomMoumnTombl 115].

Mo gaHHbIM 3apy6eXXHbIX aBTOpPoB, A0 1/3 Bcex cny-
yaeB MPLLK npepcTtaBneHo cemeriHbIMM (hopMamu
3ab6onesaHns. CTO/Mb 3HaYUTE/IbHAA PacrnpoCTpaHeH-
HOCTb 3TOro 3abosieBaHUA OOYCNOBNNBAET HEOOXOAM-
MOCTb PacCMOTPeHus Kaxzaoro ciayyaa MPLUXK ynuy,
MOJIOOr0 BO3pacTa Ha NpeaMeT WCK/IHUYEHUs ceMmeii-
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HOro BapuaHTa 60/1e3HM W NMPOBeAeHNs 06Cef0BaHNSA
GnvKailuMX poAcTBEHHMKOB. OCOBEHHO 3TO KacaeTcs
C/ly4aeB MHOrO()OKYCHOro, [ABYCTOPOHHEro rmnopaxe-
Hus LUK, a Takoke nNpy Hanm4umm ovaros C-KeTOUYHOM
rmnepniasun Mo HaM4ynMn B CEMEWNHOM aHaMHese
cnyyaes MPLLDK, nartonornv napalntoBUAHbBIX >XKe-
ne3 nan onyxonei HagnovyevyHnKoB. Mpu Nogo3peHnn
Ha cemeliHbli MPLLI>K Heobxogumo mnpoBegeHue 06-
CrnefoBaHMA  6avdKailuMx pPOACTBEHHMKOB. JuvarHo-
ctrka MPLLDK npy noMoLLM O6LLLENPUHATBLIX METOLOB
uccnegosaHua (Y3 WK u pervoHapHoro nummdo-
KOJI/IEKTOpPa, TOHKOWrosibHas acnupaunoHHas 6uo-
ncus, a Takxke onpegeneHve yypoBHs 6asanibHoro KT
B CbIBOPOTKE KPOBMW) BO3MOXHa TOJIbKO MPU Ha/IM4mnn
K/IMHUYECKUX MposiBNeHuA. OfHaKO BbISIBMIEHME OMy-
X0/IM Ha 3TOM 3Tane Hesb3A MNpu3HaTh YA0B/ETBOPU-
TeNbHbIM B CBSI3W C TeM, 4TO ceMenHbIn MPLLDK Xa-
pakTepusyeTca paHHUM MeTacTas3vpoBaHWEM, a 3TO CY-
LLeCTBEHHO yxy[llaeT MPOrHo3 3abonesaHus. Tak, BO
BCEX HalLIMX HabMHOAEHUSIX MMeNoCb MeTacTaTu4ecKoe
nopaxeHue pervoHapHbIX J/1Y, a B 04HOM c/lyyae 6biin
BbISIB/IEHbl OTAaNleHHble MeTacTasbl. [lpoBefeHue e
MOJIEKY/IAPHO-TEHETUYECKOr0 UCCMef0BaHNS MO3BO-
NseT BbIAENUTb Y/IEHOB CEMbW, UMEKOLMX HacneacT-
BEHHYIO MPeapacnosioKeHHOCTb K pa3sutuio MPLLDK,
N TakuM 06pa3omM MPOBECTU JieHeHe Ha paHHeM [10K-
NMHNYEeCKoM 3Tane. BbIMosHeHMe xe npogunakTuye-
CKOV TUPEeONA3KTOMUM MpU HA/IMYMKM MyTauuii B RET-
MPOTOOHKOTEHE ABMISETCA, BEPOATHee BCEro, Hambosnee
L,es1IecoobpasHbiM  METOAOM  PafUKa/IbHOrO fleyeHus
60/bHbIX C ceMelHoNi hopmoin MPLLK.
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COBPEMEHHDbIE ACTIEKTblI TMPEOTOKCUMKOSA (JTEKLLA)

MOCKOBCKMIA 06/1aCTHOI HAy4HO-MCCNEA0BaTeNbCKUI KTMHUYECKU MHCTUTYT M. M. ®. Bragymmupckoro

Cpean CcOBpeMEHHbIX Me[UKO-COUMasbHbIX Mpo-
6/71eM O[HOI 13 CaMbIX aKTya/lbHbIX SIB/IAETCS NaTonorns
WmMTOBUAHOM Xenesbl (LLK). 3To cBs3aHO ¢ Tem, 4TO
CyMMapHas yacToTa pasin4yHbIX (hopM 3TOIM natonoruu
[JaKe BHE 30H 3006HOWM 3HAEMWW COCTaBNSIET He MeHee
20% o6ueii 3a60neBaeMOCTU. B aHAEMUYUHBLIX MO 300y
pervoHax, rae NpoXkmMBaeT NPUMepPHO 1/3 YenlOBEYECKOA
nonynsumn, ata undgpa Hepelko rnpesbiaeT 50%.

C TOUKM 3peHus 3NUAEMUONOTUM [NaBHbIMU TU-
peongHbIMM HO30/10TUAMU SIBASKOTCS 3HAEMUYECKNI
1 Y3710BOM 306 1 ayTOUMMYHHbIA Tupeonant (AUNT).
OfHako y KnuHuymcToB 6onesHn LUK accounvpyroT-
CA C rMNOTUPEO30M 1 TUPEOTOKCUKO30M C aKLEHTOM
Ha nocnegHem. OGBACHAETCA 3TO TEM, YTO OTAE/bHbIE
CMMNTOMbI MPaKTU4YeCKn BCeX OO0Ne3Helr, To4Hee
MMetoLmecs npu rbom 3abonesaHUN NCUXO3IMOLMO-
Ha/lbHble U HelipoBereTaTVBHbIE PacCTPOWCTBa, aTpu-
OYTMPYIOT (hOpMasibHble MPU3HAKU CUHOPOMA TUPEO-
Tokcuko3a (CT). K Tomy ke, Kak crnegyeTt U3 Kraccu-
thukayymm, CT cBA3aH He TOMbKO ¢ natonorvein LUK,
HO MOXET COMPOBOXAATb AUCMNJ/IA3UKO0 AU HEOor/1a3uio
MHOIMX OPYrMX OPraHoB U TKaHel. TakMm 06pasom,
OMarHoCT1Ka TMPeoTOKCMKO3a AB/SETCA BaXKHOW 3ada-
yeil 4519 NHOOGOro NMpPakTUYECKOro Bpaya He3aBMCUMO OT
cneunanbHOCTU.

OnpegeneHve, HOMeHKNATYpa, 3NVMAEMUNONOrUA
n knaccupukauua CT

TVPEOTOKCMKO30M Ha3blBatdT COBOKYMHOCTb MaTto-
(hr3M0NOrNYecKnX, KINHNKO-1abopaTopHbIX U aHaTo-
MO-MOP(OIOrMYECKNX  HAapPYLUEHWUA,  BO3HUKAIOLLNX
BC/EACTBUE N30bITKA TUPEOUAHbIX FTOPMOHOB U (UK) UX
YCUNEHHOIO [eCTBUA Ha TKaHW, OpraHbl U CUCTEMbI.

Yawe Bcero (B 75—80%) CT accounmpyetcs ¢
Anddy3HbIM TOKecndeckum 3060m (AT3). OgHako Ha

npakTukKe 3ata uudpa ewe 60sblue, MOCKOMbKY pAf
OPYTruX MOPMONIOrMYeCcKMX U 3TUOMaTOreHeTUYECKUX
BapnaHTtoB CT umeroT ¢ T3 3BO/MOLMOHHYIO CBA3b
nnu gpyrve oéiime nosvuun.

anmaemnonornsa 6onesHeii LXK 3aBMCUT OT MHO-
rMx (PakToOpOB U YCNOBUA: FeOXUMMUNYECKMX, AEMOrpa-
(hryeckunx, coumanbHbIX, IKOTOMMYECKUX, KnnmMmaTuye-
CKMX 1 Ap. B HambonbLueli CTeneHn Ha 4acToTy TUPeo-
WOHOW  MaTonorMmM  BAWSET  NoTpebneHne  inoga.
Hanpumep, yactota 3HAEMUYECKOrO W Y3/10BOro 306a
noBbllleHa B oaaeMUNTHBIX PernoHax, a vacrtoTa
AOT3, AUT u pgpyrux ayTOMMMYHHbIX TupeonaTuii
60/1bLUe B MecTax C BbICOKUM COAepXXaHMeM 1 noTpeo-
neHvem ioda. B cuny MHOrOYMCNEHHbIX W He Bcerga
MOHATHbIX BAVAHWI Ha TUPEOUAHYHO 3a60/1eBaeMOCTb
JaHHble pasHbIX aBTOpoB 0 yactoTe CT 3Ha4YUTeNbHO
pasnMyatoTcs. Y >KeHLMH 3TOT nokKasaTeslb BapbupyeT
oT | fo 3%, cpegu My>XUMH OH Ha MOPAAOK HUxXKe. 3a-
6oneBaemocTb cocTaBnseT 5—6 ciyyaes Ha 100 000 Ha-
cefleHns B rog.

JTuonaToreHeTUYecKas Knaccugmkaums
TVPeoTOKCKKo3a'

A. TUpPEOTOKCUKO3 BCNEACTBUE YCUNEHHOW CeKpe-
LN TUPEOUAHbIX TOPMOHOB LLIDK

1. AT3 (6onesHb [peiica, 60ne3Hb Meppu)

2. MHOroysnoBoi TOKCMYECKuii 300

3. Tokcuyeckas ageHoma LLIXK (6onesHb Mnammepa)

4. MoanHayuMpoBaHHbI TMPeoTOKCcMKo3 (ioa-
ba3epnoB)

5. TTI-cekpeTupytoLlas ageHomMa runodgumsa

'O606LLEHHbIE 1 AOMNOSTHEHHbIE AaHHbIE.
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