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Moctynuna 04.01.03

A. A. Vnbun, M. O. Pymsadues, U. A. Vcaes, B. C. Measefes, b. M. BTiopuH,

b. A. Apo3nosckuii, M. . Tapbysos

CMOPAANYECKUMN N CEMEWHbIV BAPUAHTbI MEAYNIAPHOIO PAKA

L TOBUAHOMN >KEJE3bI

MeaVuVHCKNIA pafnonornyecknii HayuHblii LeHTp PAMH, OGHUHCK

MeaynnapHbIn pak wutoBngHom xenesbl (MPLLK) 6bi1 Briep-
Bble onucaH B 1951 r. R. Horn [8]. B 1959 r. J. Hazard n coaBT. [6]
[eTann3npoBaIN FMCTONIOTMYECKOE CTPOEHME 3TUX ONyXoneii 1 BBe-
N caM TepMuH “"MeaynnspHbIA pak WMTOBUAHOW Xenesbl". E. Wil-
liams [17] onpegenun, uTo 3Ta hopma paka pasBuBaeTcsa U3 Mapa-
thonnukynsapHbiX KneTok (C-KNeTok).

MPLLK cocTaBnsieT 5—10% OT BCex HabMOAEHWUI paka LUTo-
BMAHON >xenesbl (PLLXK) M MOXeT 6biTb Cropagvyeckum uam ce-
MelHbIM (Tabn. 1) [13]. COOTHOLLEHME MYXUUH U XKEHLUUH Npn 0be-
nx popmax MPLLUXK 651m3ko k 1:1,5. CemeiiHbii MPLUDK — reHe-
Tyeckoe 3a60/ieBaHME C ayTOCOMHO-OMUHAHTHbLIM TUMOM Hacre-
[oBaHMA. OH MOXeT OblTb MO0 COCTAaBHOWM 4acTbl0 CUHAPOMOB
MHOYXECTBEHHbIX 3HAOKPUHHbLIX Heonnasuin (M3H-2a nam M3OH-
26), MM60 M30NNPOBaHHbLIM 3ab0/1IeBaHMEM 0€3 coueTaHUs ¢ ApYyru-
MU 3HIOKpUHONaTUsiMU. HacneacTBeHHble hOpMbI Yallle MPOsB/s-
toTCs 1o 35-1eTHEro Bo3pacTa. Y 3TuX 60/bHbIX MpaKTUYeCcKn Beerga
MMeeTCsi ABYCTOPOHHee MopakeHue LUUTOBUAHOM Xenesbl (LK) c
MHOXECTBEHHbIMU OMyX0/eBbIMM (HOKYyCaMu, pacrofararoLumuncs,
Kak MpaBuio, B BepxHei yacTu opraHa. Kpome Toro, MmKpockonu-
YeCKM B 06eMX A0NAX BbISBAAKTCS Y4acTK/ runepnnasumn C-KeTok.

Cniopaguyecknini MPLLDK pa3BuBaeTcsi 06bIYHO Y NaLWEHTOB B
BO3pacTe cTapwle 40—50 feT 1 XxapakTepmsyeTcst Kak 04HO(OKYCHOoe
nopaxeHwue LK.

Tabnunua !

Knaccudmkaumsa dopm MPLLDK
* Cnopagunyeckune ornyxonu «75%
» CeMeliHble hopMbl «25%
CewmeliHbIli MPLLK «65%
CuHgpom M3H-2a «30%

— MPLLK

— (heoxpomoumTOMa

— afleHOMbl MapalnTOBUAHbIX Xesne3
CuHgpom M3H-26 «5%

— MPLLK

— (heoxpomMonmToMa

— MapaHouAHbIA deHoTUN

— HEBPVHOMBI

MPLLDK oTnnyaeTcs 60/bLUeit arpecCUBHOCTBIO 1 XyALIUM Npo-
rHO30M MO CpPaBHEHMIO C ApYyruMu hopmamm guddepeHLnpoBaHHO-
ro PLLXK 13 A- nnu B-kneTok. Bbixog onyxonu 3a npefensl Karcy-
bl WK, Hanmnuve oTAanieHHbIX MeTacTasoB M BO3pacT MauuveHToB
cTtapwe 55—60 neT aABnsAOTCA (hakToOpamuy, OKasblBaloLMMW Hawu-
60nbLUee HeGNaronpuATHOE BANSHUE Ha BbDKMBaHWe 60MbHbIX [14].
K nokasaTtenam, CyLeCTBEHHO YXy/LUaloWmMM MPOrHo3 3abonesa-
HWSA, OTHOCAT Ha/lMYMe IKCTPATUPEOVAHOM UHBA3NK, MYXXCKOW non
naumneHToB, OTCYTCTBME BK/IOUYEHUI aMunonga, ciydaun, Korga me-
Hee 50% KNETOK OMyXO0/M CUHTE3UPYIOT KabLIUTOHUH, COXpaHeHne
MOBbLILLEHHOIO YPOBHA Ka/lbLIUTOHWHA MOC/e OMepaTtuBHOrO Jieve-
HuA [1, 4]. Mo cywecTBy eANHCTBEHHLIM 3NEKTVBHBIM CMOCO60M
NeYEHUs SBAETCSA XUPYPrUYECKUA, NMPUYEM MHOrve aBTopbl 0CO60
noAYepKNBatOT HEO6XOANMOCTb BbIMONHEHNS TUPEOUIKTOMUM KaK
HayanbHoro neveHns MPLLK [5]. FopmoHanbHaa Tepanusa (TUPOK-
CVMHOM) MOC/e ONepaTVIBHOIO SIeYeHUs NMPOBOAUTCA TOMbKO B 3aMec-
TUTENIbHBIX LeNsx.

B knnHuke MPHLL PAMH ¢ 1980 no 1999 r. npoBefeHO o6cCe-
[OBaHue 1 nedveHne 49 nauymeHToB ¢ MPLLPK. Bo3pacT 60/1bHbIX KO-
nebancs ot 11 net fo 71 ropa, cocTaBnss B cpegHeM 49 net 6 mec.
MyXunH 6bin0 17, >eHwmH — 32 (cooTHoweHue 1:19). Y 12
(24,5%) nauMeHTOB AMarHOCTMpoBaHa cemeiiHas copma MPLLK.
Mepuog HabnogeHWs 3a 60/bHbIMK Konebancs oT 6 mec o 20 net u

Tabnuuya 2

PacnpegeneHue 60nbHbIX ¢ MPLL>K B 3aBMCMMOCTY OT pacnpocTpa-
HEHHOCTM Oryxo/ieBoro npotiecca

Pacnpo-

CTpaHeH-

HOCTb Ony- Tl T2 T3 T4 TX Bcero
XO0NeBOro

npouecca
NO 3 10 4 I 18 (36)
Nla 2 — 3 5 — 10 (20,3)
Nib — 3 5 11 2 21 (43)

WToro... 5 (10,3) 13 (26,5) 12 (24,5) 16 (32,7) 3(6) 49

MpurMmeyaHume. B ckobkax — MNPOLEHT.
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Tabnnua 3
O6beM onepaTUBHOMO sleveHNs Yy 60/1bHbIX MPLLXK

Bwug onepatmBHOro eveLlaTenscTsa Ha LUK
BmeLuatenscTBo Ha A P w

NMMGOKONNEKTOPE LLEN ) cTo e Beero
He BbInonHam 2 2 8 12
BbinonHsam 26 4 5 35
MToro.. 28 6 13 47

Mpy me ya Hue. T3 — TupeomgskTommsa; CTO — cy6TO-
TasbHasA TupeongakTomus; T3 — reMMTUPEeonas3KTOMUS.

B cpefHeM cocTasnsn 6 net. PacripefeneHne 60/bHbIX B 3aBUCUMO-
CTW OT pacnpocTPaHeHHOCTN OMyXO/IEBOro rnpouecca rnpeAcTaBieHo
B Tabn.2.

Y 30% 60/bHbIX HA MOMEHT AMarHOCTUKM 3a60/1eBaHUA NMenacb
BblpaXKeHHas K/IMHMYecKas cumnTomartuka. Havbonee 4acto oTme-
yanach Aedopmaums Len 3a CHeT YBETMUEHHbIX TMM{aTUYecKnX y3-
nos. Kpome Toro, 60nbHble NPeAbABAANN Xanobbl Ha WU3MEHeHWe
06LLero camoyyBCTBUSA, HapyLLeHne fbIXaHus, OXPUMIOCTb ronoca,
HapyLUeHVe aKTa rnoTaHus, 60/1eBO CUHAPOM, KPOBOXapKaHbe. Y 3
nauneHToB oTmevanack guapes. PLUXK nogaHHbIM LMTOIOrNYECKO-
ro nccnefoBaHnsa 6bin 3anofo3peH y 85,7% 60MbHbIX, O4HaKO Avar-
HO3 MPLLPK Ha goornepaunoHHOM 3Tane Oblal MOCTaBAEH NULb Y
28,6%.

bonblias YyacTb 60/bHLIX MOCTYMNUAN Ha fleYeHWe Ha MO3A4HUX
cTafmsax 3ab6oneBaHus, Npu 3ToM 60/1ee Yem Y NOMNOBUHBI NaLNEHTOB
pasvep onyxonn B LUK npesbiwan 4 cm NGO OTMeYasICA BbIXOS
onyxonu 3a npegensl Kancynsl LK.

Y 47 60MbHbIX MPOBEAEHO XUPYPruyeckoe neveHue, 13 HUX y 28
nauveHTOB BbIMOSIHEHA TUPEOUAAKTOMUSA, y 6 — cybToTanbHad Tu-
peongakToMusi U y 13 — remuTupeongakTommusi. Y 35 60MbHbIX XU-
pypruyeckoe BMmeLlaTenbcTBo Ha LUK gononHsanm ogHuM n3 BapunaH-
TOB NuMdageHaKTomun (Tabn. 3). B 28 HabnogeHNAX XMpypruyeckoe
neyeHne 6b1I0 AOMOMHEHO APYTrMMY BuaaMu Tepanun (Tabn. 4).

MynbTudokansHoe nopaxeHuve LUK BbisBneHo y 35,7% 605b-
HbIX CO criopaguyeckoii hopmoli 3a6oneBaHusi ny 100% — c cemeii-
HbIM BapuaHTOM. Y 69,4% 60/bHbIX MMENO MeCTO MopaxeHue pe-
IMOHAPHbIX MMMJATUYECKUX Y3/10B, Npuyem y 43% naumneHToB npo-
Liecc HOCW/ ABYCTOPOHHWI XapakTep. Y 60/bHbIX CO CNOPaANYecKoit
thopmoii 3aboneBaHMA MeTacTaTuyeckoe MOpaXKeHWe PermoHapHbIX
NMM§aTUYECKNX Y3/10B BbISIBNIEHO B 67,6% cnyvaes, Npu cemeiHom
thopme — B 75%. MopaxeHue 2 rpynn niMMdaTUyecknx ysnos n 60-
nee 06Hapy»eHo 6onee yem y 50% naumeHToB (Tabn. 5). Y 8 60/b-
HbIX ObII0 BbISAB/IEHO MOPadKEHME NMUMMATUYECKUX Y3108 CPefocTe-
HUA. MeTacTaTnyecKn-nopaXkeHHble MMm@arnyeckume ysnbl umenm
TEHAEHUMIO K 06pa3oBaHMIO KOHI/I0MepaToB, HEpPeAKo OTMevasiochb
npopactaHne B OKpY>Katolne TKaHW, YTO 3HAUUTESIbHO 3aTpyaHANO
BbIMOJ/IHEHME XMPYPrMyecKoro BmellaTesiberea. OTaieHHble MeTa-
cTasbl BbIsIB/IEHbI Yy 28,6% nauneHTOB. MopakeHne 2 opraHoB 1 60-
Nlee UMeno Mecto y 6 60nbHbIX. Hanbonee 4acTo nopaxaembiMn Op-
raHamy 6b1In flerkme, KocTu, neveHb U NOYKU.

Peunanes wnnu nporpeccupoBaHue 3ab0/eBaHUA BbISB/EHbI B
61% HabnoaeHNin. HeobXoAMMO OTMETUTb, YTO HaMbOsbLLEE KOMU-
4YecTBO peunamnBoB (77%) UMesio MecTo B Fpynne 60/bHbIX, KOTOPbIM
Ha NepBOM 3Tarne sie4yeHns Oblna BbIMOSHEHA FEMUTVPEOUAIKTOMUS.
Mocne cy6ToTaNibHOW TUPEOUAIKTOMUN PELMANB BO3HUK B 66%, a
rnocne nposefeHUs TUPeoUA3KToOMUM — B 57% cnyyaes. OT npo-
rpeccupoBaHus 3ab6oneBaHua ymepnn 12 (25%) 60/bHbIX.

Tabnuua 4
Buabl NpoBoAVMMOro neyeHnst B rpynne 6onbHbIXx ¢ MPLLDK

Bug neyeHwns Yucno 60MbHbIX

Xvpypruyeckoe neyeHue 19
Xupypruueckoe + ONT 14
Xupypruueckoe + pagvioiioaTepanvs 7
Xwupyprudeckoe + ONT + paguoliogTepanus 4
ONT 2
Bcero... 49

Mpn me ya HWe. OJIT — gucTaHUMOHHasA ny4yeBas Tepanus.

46

Tabnuuya 5

PacnpocTpaHeHHOCTb OMyX0/1eBOro npovecca (B %) npu crnopagmye-
CKOW 1 cemeliHoli thopmax MPLL>K

PacnpocTtpaHeHHOCTb onyxo- Cnopaguye- CeMmeliHas

NeBOro mpovecca ckas thopma thopma Bcero
MynbTudokanbHoe nopa-

XeHue LUK 35,7 100 53
T4 40,5 8,3 32,7
N1 67,6 75 69,4
Mi 32,4 16,7 28,6

Kak 6b1/10 OTMeYEHO Bbille, MO CYLLECTBY €ANHCTBEHHbLIM -
(PeKTMBHLIM METOAOM JfleYeHUs ABNAETCA XMPYPruyeckuii MeTop.
NyyeBas Tepanusa 1 XMMMUOTepaNusa UCMOMb3YIOTCA C NaNANaTUBHOM
M60 agblOBaHTHOM Lensmu.

B HacTosLLee BpeMsl B 60MbLUMHCTBE KIMHUK MUpa He3asUCUMO
OT pasmMepoB nepBMYHOro oyara MPLUXK afgekBaTHbIM cyuTaeTcs
BbIMONHEHWE TupeongskTomun [7, 9, 12]. Mpu pasmepax onyxoam
[0 2 CM 1 OTCYTCTBUW K/IMHWNYECKM OMpeAenifieMbIX MeTacTasoB Bbl-
NONHAETCA yfaneHvne LeHTPanbHOM KneTyaTku wewn (rpe- v napa-
TpaxeanbHoli). MMpu pasmepax onyxonu 6onee 2 CM U OTCYTCTBUMW
JaHHbIX, CBUAETE/ILCTBYIOWMX O MeTacTaTMyecKOM MOpaXeHUn
NMMGaTUYECKNX Y310B, [OMONHUTENbHO BbINOMHAETCA (QYTAAPHO-
thacumnasibHOE MCCeYEHME KNeTHYaTKW LUen Ha CTOPOHE MOPadkeHWs.
Mpn HaIMUMM KNIMHWYECKM OMnpefenseMblX MeTacTa3oB BbIMOJIHAET-
¢ yTNsSpHO-hacLmanibHOe UcceyeHne KIeTyaTKy Leun ¢ ABYX CTO-
poH. pu Nofo3peHNN Ha NopaxeHWe NUMMATUYECKUX Y310B Cpe-
[OCTEHUA BbITNOMHAETCA CTEPHOTOMUSA U OCYLLECTB/IAETCA YalleHne
Me[NacTMHabHbIX MnMdaTrnyeckux y3nos [3, 11]. Kputepuem ad-
(heKTUBHOCTW lEYEHNS CUMTAIOT HOPMaIM3aLMio YPOBHS Ka/lbLIUTO-
HWHa B CbIBOPOTKe nepudepnyeckoli kpoBu. CoxpaHeHWe MOoBbI-
LLIEHHOr 0 YPOBHSA Ka/lbLIUTOHUHA UMEeT MPOrHOCTUYECKN Hebnaro-
NPUATHOE 3HaYeHVe n TpebyeT NpoBeAeHWsA AOMNOMHUTENbHbIX Anar-
HOCTMYeCKuUX npoueayp. B Hawlem nccnefosaHUM YPOBEHb CbIBOPO-
TOYHOrO KaUlbLIMTOHNHA OMNPefenany Kak fo, Tak 1 rnocne Xmpypru-
Yyeckoro neveHunst B 20 ciyyasx. MMOBbILLEHHBIA YyPOBeHb Ka/lbLUTO-
HVHa B CbIBOPOTKE KPOBM [10 NPOBEAEHUS NIeYeHNs Obln BbIsIBNEH Y
16 nauymeHTOB. B 4 criyyasx faHHbIV MOKasaTeslb HaXO4M/ICA B Mnpe-
fenax Hopmbl. Y 12 n3 16 mauuMeHTOB, Y KOTOPbIX A0 orepauuun on-
peaenanca NoBbILLEHHbIV YPOBEHb Ka/lbLIMTOHWHA, MOCNe XUPYpru-
YeCcKOro BMeLLiaTe/IbCTBa OH HopMmannsosavics. MNepuog HabnogeHns
y MauMeHTOB 3TOM rpynnbl Konebancs oT 6 mec Jo 6 NeT, B cpegHEM
cocTasnssa 2,8 roga. MNpy guHamMnyeckom HabMOAEHUN HU Y KOro 13
3TOl rpynnbl 60/bHBLIX He OTMEYEHO MPOrpeccMpoBaHUs NMbo pe-
LumamBa 3a60s1eBaHuSI.

Y 4 naumeHTOB Mocsne XMpypruvyeckoro ie4eHns CoxXpaHsancs no-
BbILLEHHbIV YPOBeHb KaNlbLIMTOHWMHA. MNepuog HabnoaeHns 3a 60/b-
HbIMW AaHHOW rpynnbl Konebancs ot 6 mec Jo 5 net (B cpegHem 3,5
roga). Y 2 60/bHbIX Obl1 BbISIBNEH peuuaus 3aboneBaHus. Y 1| na-
LMeHTa OTMEYEHO MOSABMEHNE U3MEHEHWNIA B KOCTAX MO3BOHOYHUKA,
KOTOpble TPyAHO AndepeHLMpoBaTb MeXay MeTacTasaMu 1 Hecne-
LM(UYECKMM MPOLLECCOM.

M3 4 60nbHbIX, Y KOTOPbIX YPOBEHb Ka/IbLIMTOHMHA [0 NTeYeHUs
He Obl/1 NOBbILLEH, Y 2 3TOT MOKa3aTesb NOC/e BbINOHEHUS Onepa-
UMM NpoAo/MKan OCTaBaTbCAd HOPMaslbHbIM, OAHaKO y 1 60/1bHOro
6bIN BbIABNEH PErMoHapHbIA peunams. Y 2 NaymeHToB nocnie Xupyp-
rMYeCKOoro fIe4eHNsa NMesna MecTo TEHAEHLUMA K MOBbILIEHNIO YPOBHSA
Ka/IbLIUTOHMHA B CbIBOPOTKE KPOBW, MpUYeM y | 13 HUX B AasibHel-
wem 6biNn BbISIBNEHbI MeTacTasbl B pervoHapHble nnMmdaTmnyeckme
Y3/bl.

Heo6xoAMMO OTMETUTb, YTO HOPMaIN3ALUA YPOBHSA KaslbLUTO-
HWHa 6blfla OTMeYeHa NNLLbL Y TeX MalMeHToB, 06beM XuMpypruye-
CKOrO /Ie4eHUsI KOTOPbIX COOTBETCTBOBA/ U3/TOXKEHHON BbILLIE CXEME.

Paguoiioatepanua npun MPLUXK ManoaddeKkTnBHa B CBSI3U ¢
MOPCONOrNYECKMMN OCODEHHOCTAMM OMYXO0/M, OfHAKO B psde Ha-
6/110eHN i OHa MOXKET MMETb CMeLLIaHHOe CTPoeHue (Koraa, MoMMMO
Ka/bLMTOHWHA, NpogyumpyeTcs v TupeornobynuH) [15]. B atom
cnyyvae ah(heKTUBHOCTL NMPOBEAEHMSA pagnolioaTepanin TpebyeT fo-
NOMHWUTENbHOrO MCCnefoBaHUA. B Haweid paboTe [0OCTOBEPHbIN
K/IMHUYECKNIA 3(pheKT 6bIN 3athmKenpoBaH Nunb B | 13 11 Habnto-
[eHWi, Korga NpoBoAwack pagvoofarepanus. Y aToro nauveHta
OTMeYeHbl KaK PeHTreHonornyeckas perpeccusi MetactasoB B fier-
KVe, TaK U Pe3Koe CHUKEHME YPOBHSI CbIBOPOTOYHOIrO KaslbLUTO-
HUHa.

AvcTaHuyoHHaa ny4yesas Tepanua npyu MPLLUPK oKasasiach Tak-
e ManoagpekTuBHA. B Hawmx 20 KIMHUYeCKUX HabnoaeHnsx ad-
(heKT OT ee MPOBEAEHNS HOCUN KpPaTKOBPEMEHHbIV XapakTep.



MPUPK. CeMeliHblii aHamMHe3

ViccnepnoBaHue KETOK KPOBU Ha Hasimuve mMyTaumii RET-NpoToOHKoreHa

Het myTtauwii OnpegeneHbl MyTauuu

Cnopagnyeckasn copma CemeliHan copma
CKPVIHVHT ApYruX NposiBeHuni
M3H-cuHgpoma:

- theoxpomoumTOoma (IKCKpeLums
C MOYOW aapeHasMHa,
HopagpeHasivHa u BMK);

- rmnepnapaTtnpeos (ypoBeHb
CbIBOpOTOYHOro Ca,
napaTtropMoHa)

JanbHenwnii cemeiHbIi
CKPUHWHT He MpoBOAUTCA

CKPVIHVHT Y/1eHOB CeMbW Ha
Hanuune myTaumin
RET-NpOTOOHKOreHa myTauuii

Hanuuve myTaumii RET-NpoTOOHKOreHa

CKPUHUWHT Opyrux
nposisneHnii M3H-cuHgpoma

He HyxpatoTcs
B AasibHelieM
HabngeHnn

TupeonaaKkToMUs

AwnarHoctnka MPLLDK.

MockonbKy Ao 1/3 Bcex cnyyaeB 3aboneBaHUsi NpeacTasieHbl
HacnefCTBeHHbIMM (hOpMaMK, 3HaUUTeNbHbIV pPe3eps B YNy4ylleHUn
NPOrHo3a CKpbIT B paHHEM BbISIBIEHUN ceMeliHbiX opm MPLLDK.
Ana MCKIoYeHnsa ceMeliHOro BapuaHTa 60/1e3HN Mbl MPOBOAWAN
c60p ceMeriHOro aHaMmHesa 1 KAMHMYeckoe obcneaoBaHme Gavkaii-
LUMX POACTBEHHMKOB MaUMEHTOB (KIMHWUYeCKuUin ocmoTp, ¥Y3WU, on-
pefienieHVie YPOBHSA CbIBOPOTOYHOIO KaslbLIMTOHWHA).

CewmeliHaa opma BbisiBeHa y 12 60/bHbIX, YTO COCTaBWIO
245% OT BCeX HabnofgaemblX B Halled KIAUHMKE 60MbHbIX C
MPLUMK. W3onupoBaHHas copma MPLLDK nmvena mecto y 9 nayu-
€HTOB, CUHAPOM M3H-2a —y 2, M3OH-26 — y | 601bHOrO; 6 60/b-
HbIX MOCTYNWAN B KNMHWMKY MPHLL no nososy HoBoOGpa3oBaHWiA
LLDK, ewe y 6 60nbHbIX 3a60neBaHve BbISB/IEHO NPU MPOBEAEHUN
LiefleHanpas/ieHHbIX CeMeliHbIX paccriefioBaHuii. Bo Bcex cnyyasx
npu ¥3W onpegensinocb MHOrohoKycHoe nopaxeHwue LUK ¢ npe-
VIMYLLLECTBEHHOI NOKa/IM3aLMen OMyXofeBbiX O4aroB B CpeaHei u
BEPXHeN TpeTu goneid. Y 3 HabnogaBLLMxXcs Hamu 60/1bHbIX ¢ M3OH
nepBbIMW CUMMTOMaMK 3a60/51eBaHUs OblIY CUMNATOaApPEHaIoBbIe
Kpu3bl, nossuBLLMecs B Bo3pacTe 18—20 neT. B pe3ynbTaTe KAUHU-
YecKoro 06cnefoBaHNa Y HUX BbISBMEHbI ONYX0NN HafNo4Ye4YHUKOB,
npuyem B 2 clyyasx NpoLecc HOCuI ABYCTOPOHHWIA xapakTep. Mpu
rMCTO/IOMMYECKOM UCCNejOBaHNM AMarHOCTUPOBaHbI heoxpomobna-
CTOMbI.

Heob6xoAMMO OTMETUTb, YTO MO JaHHbIM CeMeliHOro aHamHe3a
HW Y KOr0O 13 POACTBEHHUKOB 60/IbHbLIX paHee He nmenocs MPLLK.
OpHako y 6onbHoro ¢ M3H-2a asaaa no oTLOBCKOM MHUK 6bin one-
pvpoBaH MO MOBOAY OMyXO/N HaAMOYeYHUKa, a 3 POACTBEHHMKA
cTpaganv rmnepTOHNYECKO 60N1e3HLI0 U yMepsn B Bo3pacTe 36—40
NIeT OT OCTPO BO3HMKLLEA cepAeyHO-COCYANCTON HeJoCTaTOHHOCTU.
[epn 6onbHOro ¢ M3OH-26 ymep B Bo3pacTe 72 NeT OT OMyXO0/n LUen.

Momwnmo atoro, Npu o6cnefoBaHUM POACTBEHHUKOB GOJbHBIX C
cemeriHol hopmoii MPLLLK y 4-neTHero cbiHa 601bHOro ¢ M3OH-2a
npu OTCYTCTBUU KIMHUYECKUX MPU3HAKOB 3a60/1eBaHNs OblN BbIsB-
NeH MNOBbILIEHHbIN YPOBeHb Ka/bLUTOHWHA (MPUGAN3nTensHo B 3
pasa NpeBbILLAIOLLMIA HOPMY), NPU NOCNEAYIOLLEM MOEKYNAPHO-Te-
HETUYECKOM WUCCNef0BaHMM Y HEro BbisiBneHa MmyTauus 8 RET-npo-
TOOHKOreHe.
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Heo6xoanmo oTMeTUTb, 4TO gnarHoctmka MPLLK ¢ ncnonsso-
BaHWEM PYTMHHbIX MeTOA0B 06C/e0BaHNSA MO3BOMSET BbIABUTH YXKe
K/MHMYeckre Gopmbl 3aboneBaHus. BruoxmMmnuecknii CKpUHUHE
(onpeaeneHne ypoBHS KaslbLMTOHWHA) MO psAgy MPUYMH Takxe He
BCerga pesynbTaTUBEH B CBA3W C [JOCTATOYHO BbICOKOW BEPOATHO-
CTbIO MOYyYEHMS KaK JIOXXHOMONOXUTENbHbIX, TakK U JIOXKHOOTPULa-
Te/lbHbIX Pe3y/nbTaToB. B TO Xe BpeMs BbIMO/IHEHME TeHeTUYeCKoro
vccnefoBaHnsA npakTuyecku co 100% [0CTOBEPHOCTLIO MO3BONSET
OnarHocTMpoBaTb cemMeliHyto hopmy 3aboneBaHUss U hOPMUPOBaTbL
rpynnbl pucka no passutuio MPLLXK 13 HocuTeneli M3MeHeHHOro
reHa [2, 10, 16]. BaxXHOCTb Takoro o6cnefoBaHMs NogyepKmBaeT TOT
hakT, 4TO, MO AaHHbIM 3apybeXxHbIX aBTOpoB, A0 10% cny4aes
MPLLJK, He nmetowmnx B CeMeMHOM aHaMHe3e yKasaHuii Ha Hacnea-
CTBEHHYHO (hOpPMY 3a60/1€BaHNSA, SABNAKOTCA MEPBbIM C/lyvyaeM cemMeli-
Holi chopmbl MPLLK [2].

3ak/itoyeHue

MPLLK xapakTepu3yeTcsi BbICOKOI arpecCUBHOCTLIO OMyXosie-
BOr0 MpoLecca ¢ paHHUM ¥ O6LUMPHbIM MeTacTasupoBaHvem. EgnH-
CTBEHHbIM 3(h(IEKTMBHBLIM METOAOM JIeYeHUs [aHHOro 3ab0/1eBaHNA
Ha HaCTOALLMI MOMEHT SBNAETCSH XUPYPruyecknin. ShheKTUBHOCTb
JIeYeHUs1 3aBUCUT OT YETKOro OrpefesieHnsi pacrnpoCcTpaHeHHOCTU
OMyXO0/IEBOr0 MpoLecca Ha [oonepaumoHHOM 3Tarne U rnpasnibHOro
Bblbopa 06beMa XMPYPruyecKoro BMeLLATeNbCTBa C BbINOMHEHVEM
Ha nepBOHa4Ya/lbHOM 3Tare TUPeoMAdIKTOMMUK, LOMONHEHHOW BMe-
LIaTeNbCTBOM Ha PermoHapHOM NMMMoKosNekTope. Hopmanmnsaums
B MOC/E0NepaLyoHHOM Mepuoje YPOBHSA KalbLIMTOHUHA ABNseTcs
BaXXHbIM rokasaresieM 3(h(PeKTUBHOCTM MPOBELAEHHOIO JIeYEHUS.
BbicoKas arpeccMBHOCTb 3ab0/1eBaHUS He BCerga Mo3sonseT ¢ Mo-
MOLLIbIO XMPYPruyecKoro BMeLLaTeNlbCTBa [0OUTLCA PaguKasibHOro
3hchekTa, B CBSI3U C 3TMM pa3paboTKa IPHEKTUBHOM afblOBaHTHONA
Tepanun sIBAsieTCS KpaliHe BadKHOM Mnpob6nemoil. Hanuume cemeii-
HbIX (hOpM TpebyeT n3yuveHns Kaxgoro cnyyas MPLLXK ana ucknto-
YeHUs HacnefCTBEHHOro xapakTepa 3abosneBaHusA. Cxembl 06cnefo-
BaHMs 06a3aTesIbHO A0/HKHbI BKIOYaTh B Ce6a NpoBefeHne MeanKo-
reHeTUYECKOro KOHCY/NbTMPOBaHUA (CM. PUCYHOK).
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