29. Gladziwa U., Ittel T. H., Dakshinamurty K. V. et al. // Clin.
Nephrol. — 1992. — Vol. 38, N 3. — P. 162—166.

30. Goodman W. G., Ramirez J. A., Belin T. R. et al. // Kidney
Int. _ 994 _ Vol. 46, N 4 — P. 1160-1166.

31. Goodman W. G., Belin T R., Salusky 1. B. j/ Ibid. — 1996 —
Vol. 50, N 6. — P. 1834-1844.

32. Hampl H.. Steinmeller T, Stabell U. // Miner Electrolyte Me-
tab. — 1991. — Vol. 17, N 4 — P. 256—260.

33. Hasnain M., Hauncher C., Pegoraro A. A. et al. // J. ASAIO.
— 1999. — Vol. 45, N 5. — P. 424-427

34. Henry J. F, Denizot A., Audiffret J et al. 11 WId J. Surg. —
1990. — Vol 14, N 3. — P. 303-306

35. Higgins R. M., Richardson A. J., Ratcliffe P. J.et al. // Q. G.
med. — 1991. — Vol. 79, N 288. — P. 323—332.

36. Hines 0. J.,, Gordon H. E. //1. Clin Endocrinol. Metab. —
1998. _ vol. 83, N 7. — P. 2384—2386.

37. James L. R., Lajoie G., Prajapati D. et al // Am. ]
Dis. _ 1999. _ Vol. 34, N 5 - P. 932-936.

38. Juergensen P H.. Finkelstein F. O., Cooper K. et al. // Adv
Peril. Dial. — 1993. — Vol. 9. — P. 257-259.

39. Katoh K, Umekawa T., Ishikawa Y. et al. // Hinyokika Kiyo.
— 1991. — Vol. 37, N 10. — P. 1197-1201.

40. Kawabe M., Schreiber M. J., Cosentino F. A. et al. // Adv. Per-
il Dial. — 1993. — Vol 9, N 2. — P 264-270.

41. Kawaguchi K., Braga 1 S., Takahashi A. // Jpn. J. Vet. Res. —
1993. — Vol. 41, N 2-4. — P. 89—96.

42. Kinnaert P,, Salmon /., Decoster-Gervy C. et al. // Arch. Surg.
— 2000. — Vol. 135, N 2. — P. 186-190.
43. Kobayashi T.. Baba M., Tanaka N. et al. // Nippon Geka
Gakkai Zasshi. — 1993. — Vol. 94, N 10. — P. 1125-1130.
44. Kosowicz J-, Baszko-Blaszyk D., Horst-Sikorska W. et al. //
Pol. Arch. Med. Wewnet. — 1998 — Vol. 99, N 4. —
P. 287-297.

45. Kostakis A., Faiopoulos G., Kostantopoulos K. et al. // Int. Surg.
— 1997. — Vol. 82, N 1. — P. 85-86.

46. Lin S. H., Lin Y. F, Lu K. C. et al. // Clin. Sei. — 1994. —
Vol. 87, N 5. — P. 533-538.

47. Martinez J-, Olmos J. M., de Francisco A. L. et al. // Bone
Miner. — 1994. — Vol. 27, N 1. — P. 25-32.

48. McDermott V. G. Fernandez R- J- M., Meakem T. J. et al. //
Am. J. Roentgenol. — 1996. — Vol. 166, N 3 — P 705—710.

49. McHenry C. R., Rosen I. B., Walfish P. G. et al. // Surgery. —
1990. — Vol. 108, N 6. — P. 1026-1031. — Discussion
P. 1032.

50. McMurtry C. T, Young S. E.,, Downs R. W. et al. // J. Am.
Geriatr. Soc. — 1992. — Vol. 40, N 4. — P. 343-347.

51. Morio K., Koide K. // Nippon Rinsho. — 1995. — Vol. 53,
N 4. — P. 958-964.

52. Neonakis E., Wheeler M. H. A., Krishnan H. et al. // Arch.
Surg. — 1995. — Vol. 130, N 6 - P. 643-648.

53. Neumann D. R. A.. Esselstyn C. B. Jr., Madera A. et al. // J.
Clin. Endocrinol. Metab. — 1998. — Vol. 83, N 11. —
P. 3867-3871.

Kidney

© KOJINNEKTVB ABTOPOB, 2003
YOK 616.43-006-031.14-008.6-092-07-08.(048.8)

MPOBJIEMbI SHAOOKPUHOMOI M, 2003, T 49, Ne 2

54 Nicolosi A., Malloci A.. Addis E et al. // Minerva Chir —
1993. — Vol. 48, N 6. — P 265-271.

55. Nieto J. A., Ruiz-Cuevas P., Escuder A et al. // Pediatr. Neph-
rol. — 1997. — Vol. 11, N 1. — P. 65-68.

56. Nussbaum S. R., Potts J. T. // J. Bone Miner Res. — 1991. —
Vol. 6. — P S43-S50.

57. Page B., ZingraffJ., Souberbielle J. C. et al. // Am. J. Kidney
Dis. — 1992. — Vol. 19, N 4. — P 378-381.

58. Piga M., Bolasco P., Satta L. et al. // J. Nucl
— Vol. 37, N 4. — P. 565-569

59. Ritz E., Matthias S., Seidel A. et al. // Kidney Int. — 1992. —
Vol. 38. — Suppl — P. 37-42

60. Ronen N., van Heerden J., van Amstel S. R. et al. // S Afr.
Vet. Assoc. — 1992. — Vol. 63, N 3. — P 34—36

61. Salusky I. B., Goodman W7. G. // Adv. Nephrol. Necker Hosp.
— 1996. — Vol. 25. — P. 289-302.

62. Schiaffino E., Zogno C., Schmid C. et al. // Pathologica. —
1992. — Vol. 84, N 10. — P. 445-458.

63. Shan L., Nakamura M., Nakamura Y. et al. // Virchows Arch.
— 1997. — Vol. 430, N 3. — P. 247-251.

64. Shigematsu T., Kawaguchi Y. Unemura S. et al. // Intern.
Med — 1993. — Vol. 32, N 9. — P. 695-701.

65. Skinner K A., Zuckerbraun L. // Arch. Surg. — 1996. —
Vol. 131, N 7. — P. 724-727.

66. Sprague S. M., Moe S. M. // Am. J. Kidney Dis. — 1992. —
Vol. 19, N 6. — P 532-539.

67. Stein M S., Scherer S. C., Walton S. L. et al. // Clin. Endocri-
nol. — 1996 — Vol. 44. N 4. — P. 375-383.

68. Sugimura T, Yamagami S. // Hinyokika Kiyo. — 1991. —
Vol. 37, N 10. — P. 1203-1208.

69. Takebayashi S., Matsui K., Onohara Y., Hidai H. // Am. J.
Roentgenol. — 1987. — Vol. 148. — P 911—918.

70. Takita K., Goda Y., Kemmotsu O. et al. // Can. J. Anaesth. —
1995. — Vol. 42, N 5, Pt 1. — P 395-398.

71. Tarquini A., Nicolosi A., Massidda B. et al. // Minerva Chir. —
1991. — Vol. 46, N 10. — P. 501-506

72. Teruel J. L., Tenorio M. T, Rodriguez J. R. et al. // Am. ]
Nephrol. — 1999. — Vol. 19, N 3. — P. 428-432.

73. Tominaga Y., Johansson H., Johansson H. et al. // Surg. Today.
— 1997. — Vol. 27, N 9. — P 787-792

74. Tominaga Y., Numano M., Tanaka Y. et al. // J. Semin. Surg.
Oncol. — 1997. — Vol. 13, N 2. — P. 87-96.

75. Federe W, Goupille P., Valat J. P., Lecomte P // J. Ann. En-
docrinol. — 1996. — Vol. 57, N 3. — P 215—218.

76. Wadhwa N. K., Suh H, Howell N. et al. // Adv. Perit. Dial. —
1993. — Vol. 9, N 2. — P 260-263.

77. Walgenbach S., Hommel G., Bernhard G. et al. // Chirurg. —
1997. — Bd 68, N 2. — S. 147-153.

78. Zaraca F, Mazzaferro S.. Catarci M. et al. // Arch. Surg. —
1999. — Vol. 134, N 1. — P. 68-72.

79. Ziegler R. // Chirurg. — 1999. — Bd 70, N 10. — S. 1077—
1081.

Med — 1996.
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O. T Benbuesuny, H. C. KysHeuos, B. A. lNeTepkosa, E. KO. MNonsikosa, B. H. CmopLLOK,

[. B. 3aneTaes

CUHAPOM MHOXXECTBEHHbIX 3HAOKPUHHbIX HEOMA3UA TUMA 2

SHOOKPUMHOMOTNYECKUI Hay4YHbIA LeHTP. MosiekynsapHO-reHeTU4eCcKnin Hay4Hblin ueHTp PAMH, Mocksa

Mof TepMUHOM "CUHAPOM MHOXKECTBEHHbIX 3HA0K-
PUHHBIX Oonyxonein (MM Heonsasuii)" 06beANHAKTCA
3aboneBaHnsl, MpU KOTOPbIX BbISBAAKTCA OMyX0u
HEMPO3KTOAEPMA/TBHOTO MPOUCXOXAEHUA U (Un) TU-
nepnnasvn (ouddysHble, y3enkKoBble) B 2 dHLOKPUH-
HbIX opraHax u 6onee [1, 13, 19, 26, 30, 34, 45]. Co-
yeTaHVe MeOy/NIAPHOIO paka LUMTOBUAHOM >Kenesbl
(MPLL>K), dheoxpomMoumTOMbl U NOPaXKeHUss OKOJIO0-
LUNTOBUAHBIX Xefne3 OTHOCAT K TUMY 2a MHOXECTBEH-
HOW 3HAOKPUHHOW Heonnasunm (M3H-2a), nan K Tak
HasblBaeMOMy cuHApomy Cunnna. o KIMHUYeCKUM

CYMMTOMaM C HUM CXOZ€eH, HO OT/In4aeTCs reHetunye-
cku M3H-26 (cuHgpom MopnnHa). OCHOBHbIM pas/iv-
unem M3H-2a 1 M3H-26 aBnsetca BbIABNEHNE TMPU
nocrnegHeM MHOXECTBEHHbIX FaHr/IMOHeNpoM CAn3u-
CTbIX 060104€eK ry6, nonocTv pra. MaTorHOMOHUYHbIM
NPU3HaKOM SB/SIETCS BbIAB/IEHUE TaHIIMOHENPOM Ha
6GOKOBbIX MOBEPXHOCTAX N KOHYMKe A3blKa, r4e uX ana-
MeTp foxoauT Ao ! cMm. MaHrMoHempoMbl MOryT Bbl-
ABNATLCSA Ha BCEM MPOTSXKEHUN >KenyLoYHO-KULLeY-
HOro TpakTa BM/IOTb A0 aHyca. Y 60/bHbIX ¢ MOH-26
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OTMeuaeTcqa MapgaHornofobHas BHellHOCTb [14, 36,
56, 62].

CumMnTomaTumka Nnoboii 13 onyxosnei, KOTOPo Ma-
HugecTupyeT M3H-2a, MOXeT 3acTaBUTb NauueHTa
obpaTuTbCa 3a BpayebHol nomowpio. Kak npaswo,
MPLLU>K aBnisieTcad  MOCTOAHHBLIM  MPU3HAKOM  MpuU
M3H-2 1, nogaHHbIM 60/bLLUNHCTBA aBTOPOB, BCTpe-
yaeTca B 97—100% HabnmogeHun [10, 23, 73). MPLLK
cocTas/ifeT oT 5 go 10% BCex OHKOMOrM4Yeckux nopa-
XKEHUI WMTOBUAHOM Xenesbl [1, 23]. CTaTUCTUYECKUTA
aHasnM3 [ocTatovyHo OG0NbWMX TPynn nauyueHToB C
MPLL>K cBuAeTenbCTBYET 0 MNpUHaL/IEXXHOCTU 25%
HabntogeHnn Kk M3H-2 [73]. Hannune deoxpomouu-
TOMbl U TUMNEPNIA3NN OKOMOLLUNTOBUAHBIX YKenes3 npu
M3H-2a meHee cTabunbHO 1 cocTaBnseT 60—80% ans
theoxpomoumTombl [2, 49, 53, 66, 77] n 20—25% pana
runepnapartmpeosa [7, 20, 32, 38, 49]. B otivume ot
cuHgpoma M3H-2a npyn M3H-26 He onuvcaHo ony-
XONeBbIX W TUMEPNIACTUYECKUX MPOSABMEHUA CO CTO-
POHbI OKOMOLLMTOBUAHBIX Xeses.

MPLL>K Bnepsble onucaH J. Hazard v coaBT. B
1959 r. [31]. B 1961 r. J. Sipple [72] onucan BbICOKYO
YacToTy BbIABNIEHMA (DEOXPOMOLMTOM, 4acTo [ABYCTO-
POHHUX, Y B6O/bHBIX CO 3/I0KAYECTBEHHbLIM MOPaXKeHU-
eM LLMTOBUAHONM >Xene3bl. Bnocneactsum 6bina BbisB-
JleHa 3HauuTesIbHaA 4acToTa MOPaKeHUs OKOJOLMTO-
BUAHbIX Xenes, Takxke BblACHUMNach C-KneToyHasa npu-
poja onyxosen LWNTOBUAHONM >Kene3sbl.

MaTtoreHes

B nocnefHwe rofpl MOABWINCL MHOTOUYMC/IEHHbIE
co0b6LLeHNs 06 ycnexax B MUCCMEAOBaHUSX FeHeTuYe-
CKOW MPUYUHbI BO3HUKHOBEHUS M3H-2a. CemeliHas
npupoga 3aboneBaHWsi 06yC/nOB/ieHA ayTOCOMHO-[0-
MWUHaHTHbIM TUNOM Hac/efoBaHWsA C HEOObIYAHO Bbl-
COKOW MEHETPaHTHOCTbIO. BO/bLUMHCTBO aBTOPOB OT-
MeyatoT npn M3H-2a n3MeHeHUs no TUny pekomom-
Haumm B XpomMocome 10, B ee y4yacTKe, pacrosioXKeH-
HOM OKOJ/I0 uUgHTpoMepbl, B obnactn 10qgll.2. 3toT
yyacTtok cofepxut RET-npoTooHkoreH [15, 24, 40,
41,43, 44, 52, 54, 55, 71, 75]. RET (Rearranged during
transfection) 6b11 MAEHTUPULMPOBAH U KIIOHUPOBaH B
1985 . KaK XMMEpPHbI/i OHKOreH, KOTOpPbI/i COCTOUT 13
20 3K30HOB, ero g/smHa 55 kKb. OH KogupyeT K/1eTOYHO-
MOBEPXHOCTHbLIA  FNIMKOMNPOTENH, OTHOCALLMIACA K
Knaccy peLenTopoB TUPO3MHKMHA3bl W UIparoLnil
pofb B PasBUTWMM TFaHIIMOHAPHOW MNNACTUHKA U ee
npoussofHbIX (Takahashi n coasT., 1987, 1988). Mo-
NeKynspHbIA aHanMi3 reHa nokasasa, 4Tto M3H-2a,
M3H-26 n cemeiiHble hopmbl MPLLDK ansitoTcs pe-
3ynbTaTaMu repmMuHabHbIX MyTaunini RET. e Boc-
NPON3BOAMUTCA B TKAHAX Ye/IOBEKA, SABMAIOLLMXCS MPO-
N3BOAHbIM HEPBHOrO rpebetuka. A. Pears n coasT. [64]
nokasasau, 4to napaos/IMKynsapHble KneTkn (C-knet-
KV) 3MOPUONOTMYECKM MNPOUCXOAAT M3 MEPBUYHOI
HeBpa/IbHON TKaHW. MepaynnsapHas 4acTb Haamnoyeu-
HVKOB, CUMMaTUYECKUE TaHIINN, U3 KOTOPbIX pa3Bu-
BalOTCA (PEOXPOMOLIMTOMBI Y 60/1bHbIX ¢ M3OH-2, Tak-
Xe MponcxXomaT M3 MEePBUYHON HeBPasIbHOM TKaHW W
nmetoT APUD-K/IETOUHYIO XapaKTEPUCTUKY.

B TO Xe Bpems reH He 3KCMNpPeccUpyeTcs B KOPKO-
BOM C/10€ HaAMOYeYHNKOB U (POSISIUKYNAPHBIX K/IETKaxX
LLMTOBUAHOM >Kene3bl. TOYKOBbIE MyTaLun yCTaHOB/e-
Hbl BHYTPU Creuuduyecknx LMCTEeNHOBbLIX KOLOHOB
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BO BHEK/IETOYHOM [OMeHe 6e/fIKoBOro npofykra reHa
RET. MyTaumn 3atparvearoT 5 LLUCTEMHOBbLIX KOLOHOB
B 3K30He 10 (609, 611,618, 620 1 634), a TaKXe 2 B 3K-
30He 11 (768 u 804). MyTauumn B 3TUX KOAOHax ycTa-
HoB/MeHbI B 97% HabnogeHuii npu M3H-2a. Mulligan
W COaBT., MPOaHa/IN3MPOBaB KOPPEeNALNN Mexay pas-
JNYHBbIMW TuUnamMmyM MyTauuii reHa RET y pasHbix na-
umeHToB ¢ M3H-2a, nokasain, 4Yto npu myTauumn B
KofoHe 634 (TGC -> CGC) nmeetcs Hanbonee BbICO-
KU PUCK MOPadKEHMUS OKOMOLUMTOBUAHBIX XXenes. [o-
KasaHo, 4yto npy M3H-26 myTauua nponcxoauT B KO-
OoHe 918 sk30Ha 11 BHYTpPMKETOYHOro goMeHa RET
[36, 56].

OfHOBpEMEHHOE pa3BuUTUE (PEOXPOMOLMUTOMbI U
MPLLK aBnseTcsa pesynbTatoM OAMHOYHOIO AedekTta
UM KOMOUHaLMU OedeKTOB B MEePBUYHON HeBpasib-
HOM TKaHW, MpUYMHA KOTOPbIX, KaK CKa3aHO Bbille,
UMeeT reHeTUYecKyro npupogy. llatonornyeckue ms-
MEHEHWS B OKOJIOLLMTOBUAHbBIX XKene3ax MeHee MOoHAT-
Hbl, NEPBUYHOCTb UMW BTOPUYHOCTb 3TUX MU3MEHeHWi
npu M3H-2 00 HacTosALLero BpemMeHn ANCKYTUPYETCA
B nnTepatype. OfHW aBTOpb! [48] 3a4BNAKOT O TOM, UTO
KNETKM OKOMOLLMTOBUAHBIX YKeNle3 He MMEIT OTHOLLe-
HUA K MEPBUYHON HEBPasIbHOM TKaHW, a runepniasms
OKOJIOLLUTOBUAHBIX >Kefe3 BO3HUKAET B pe3y/ibTare ux
XPOHWYECKOW CTUMY/ISALMN  TUMOKaIbLIMEMMNYECKIM
athchekTOM KaNlbLINTOHUHa, npoayunpyemoro
MPLLDK. Apyrue asTopbl [7, 38] OoTMeyatoT, YTO ru-
neprnapaTnpeo3 BO3HUKAET Yy 6O/bHbIX ¢ M3H-2 He
TOMbKO MPU TUMEPKANbLUUTOHVHEMWX, HO U MPU HOP-
MOKa/IbLIUTOHUHEMUN.  Tlpy  CNOpaguyeckoMm  Xe
MPLLI>K runepnapatnpeos npakTUYeCKU He BCTpeya-
etca. [onosiHNTeNbHbIM aprymMeHTOM MPOTUB Hero-
CPeACTBEHHOIO TEHETUYECKOr0 BUSHUA fABNAeTCA
KpaliHAs pefKoCcTb M30/IMPOBAHHBLIX afeHoOM 6e3 ru-
nepnsasvy OKOMIOLMNTOBUAHbIX Kefe3 y 3TOl KaTero-
pun 60bHbIX [7].

Mopdonorna M3H-2a

Mmctonornyeckn MPLLXK npn M3H-2 He oTnnya-
eTCs OT TaKOBbIX MPU Crnopagnyeckux HabngeHusax. Y
noAaB/istoLLEro GO/bLIMHCTBA 60MbHLIX ¢ M3H-2
OMyXxonnm 06bIYHO MY/bTULIEHTPUYECKNE U 6unate-
pasibHble. [TMCTONOTMYECKM OMyXO0/lb COCTOUT U3 CKO-
NAEHNIA KPYTbIX UM BEPETEHOOOPa3HbIX KNETOK, pas-
[JeNneHHbIX  Pas/IMyHbIM  KOJIMYECTBOM  amMOpP(HOro
cTpoMasibHOro Bewlectsa [73]. TpuM OKpacke KOHIo
KpacHbIM 1y TMognasMHOM T Moz Nonspr3oBaHHbIM
CBETOM OTMEYaeTCa XapakTepHoe 4719 amuiouga okpa-
WwmBaHWe. Hannuve 3Toro BellecTBa He 0653aTeflbHO
[ON19 YyCTaHOBMIEHNA TUCTOMONMYECKOro amarHosa. Bos-
MOXHO, amuIonaonofo6Hoe BELLLECTBO COeAMHSET ar-
peratbl MPOropMoOHa Ka/lbLLUTOHMHA, KOTOpble CUHTe-
3UPYIOTCA OMYXOJIEBBIMU K/IeTKaMW.

DeoxXpomMoLMTOMbI Npu cHApomax M3IH-2 06biy-
HO pa3BMBalOTCA KO 2-U unn 3-i feKage XU3HU 1 nme-
0T OYEHb BbICOKYIO YaCTOTYy GunatepasibHbIX Mopaxe-
Huin — oT 51 go 80% [8, 66, 68]. B nuTepaType BbIiCKa-
3bIBAOTCA MHEHMA 0 TOM, YTO YacToTa bunarepasibHO-
ro nopaxeHus gocturana 6bl y 3TON Kateropuv 60/b-
HbIX 100%, ecnm 6bl 3TN NaLMeHTbl HE ymMUpanu oT a-
TasbHOro pa3suTtusa MPLLLK, KoTopbIii B TaHaTOreHese
aToro 3aboneBaHus MMeeT GOMbLUNIA YyAeNbHbIA BeC
YeM (heoxpomouunTombl [12, 47].



deoxpomouuTombl npu MO3IH pacnonararotcs B
Meay/INAPHOM C/l0e HafnoyeyHuka ¢ 60nbLueli yacTo-
TOl, 4YeM npu cropagnyeckmx topmax. OTmevaeTcs
MY/IbTULLEHTPUYECKOE MOpPaXeHWe B Mpesenax o4HOro
HagnoyveyHmka (11, 25, 53, 57, 68]. YactoTa BHeHafa-
NOYEYHVKOBOr0 NMOpaXeHUs KpariHe Mana. 3/10Ka4vecT-
BEHHOCTb (heoXpomMouuToM Mpu cuHapomax MO3OH-2
OLeHMBaeTCsA aBTopaMu KpaiHe NpOTMBOPEYMBO: €C/N
B OCHOBY [MOJIOXKEeHbl KpUTEPUM MeTacTas3vpoBaHuA
(BbIABNIEHHOIO B MOMEHT ornepaumn 1Uamn B OTAaIeHHble
CPOKM Hab/o[eHNs), TO 3/T0Ka4YeCTBEHHOE MopaxeHue
coctaBnset 3—5% HabnwogeHnin [2, 57, 68]. Mpu wuc-
MoJiIb30BaHUM OBLLMX MAaTOMOP(OIOrNYECKNX KpuUTe-
pveB (KeToYHas ¥ TKaHeBas aTuUMus, KarcynsapHasa
cocyauctas uMHBasuA UM Ap.) 4vactota heoxpomobria-
cToM cocTaBnisieT 55—60% [65]. OfHako, HECMOTPS Ha
pasnMyHble MOPQOSIOrMyeckne noaxodbl K AaHHOMY
3a00/1eBaHNIO, aBTOPblI CXOAATCA B TOM, YTO YyacToTa
3/10KAYeCTBEHHOIO MOPaXKeHWs MO3roBOrO C/osi Haf-
MOYEYHVKOB MpU CEMENMHbIX (hopMax pexxe, Yem Mnpu
cnopaguyeckux [2, 11, 25, 68]. [ucTonoruyeckoe
CTpoOeHre (heoXpPOMOLMTOM OAMHAKOBO Mpu cnopagu-
yeckom 3aboneBaHun.M npu M3H-2.

M3MeHeHMa OKOMoWMTOBUAHBIX Xene3 npy M3H-2a
NPOSIBNAIOTCA B MEPBYI0 OYepefb reHepasM30BaHHOW
rimnepnnasnen, Kak npaBnio, ¢ BOBIEYEHNEM BCEX XKe-
ne3. C MeHbLUeli 4acToTOi BbIsIBNAKOTCA AMGdY3HO-
y3e/iIKoBas rureprniasus, nepBUYHO-MHOXECTBEHHbIE
afileHOMbl Ha (hoHe Andpy3HON rmnepnniasnmn, TpeTny-
Hble ageHomsbl [7, 19, 38, 61].

KnnHuyeckaa kaptuHa M3OH-2a

Kak oTmeyasiocb, naTtonornyeckme N3MeHeHus no-
60ro opraHa, BoB/iedeHHOro B npotecc npu M3H-2a,
MOTyT [aBaTb MEPBUYHYHO CUMMTOMATUKY, HO Haubo-
Jlee 4acTo K/IMHWYecKas KapTuHa y 60/bHbIX, He ro-
NagaBLUNX B 30HY FeHeTUYECKOro UM 6GMOXMMUYECKO-
ro CKpPMHWHIa, HaunHaeTcs ¢ npossreHuin MPLLDK.
OObIYHO B 3TUX HabNOAEHNAX Y BObHBIX BbIABAAETCA
MHOTrOY3/10BOW 3yTMPEOUHbIA 3006, XOTA BCTpeYatoTCs
N conmTapHble y3nbl. [I0THbIE YBEIMYEHHbIe NuMda-
TUYECKMe Yy3/bl CBUAETENBLCTBYIOT 0 MeTacTasax. Knet-
kn MPLLU>X 06nagatoT o4YeHb BbICOKOM OUOCUHTETU-
YeCKOWM aKTMBHOCTbIO. OnncaHo, YTO OHW MOryT Cek-
peTnpoBaTb, KpoMe KalbLUTOHUHA, KOPTUKOTPOMUH,
MeNaHOUUTCTUMYNNPYIOLLMIA FTOPMOH, COMATOCTaTVH,
[3-aHOOpMH, Ba30aKTUBHbLIA MHTECTUHA/bHbIA Memn-
TV, hakTop pocTa HepBOB, CyO6CTaHUMIO P, KaTexosna-
MWHBbI, CEPOTOHWH, MNpocTariaHAvHbl, amunong, Me-
NaHVH, XpoMorpaHuH A [3, 59]. EcTecTBeHHO, 4TO J0-
NOMIHUTE/IbHbIE CUMIMTOMbI, CBA3aHHbIE C NPOAYKLMEN
3TUX FOPMOHOB, MOTYT BbIAB/IATLCA, OAHAKO NOA06Has
cCYMMNTOMaTMKa HabnogaeTca [OCTaTOYHO peako W
BO3HMKaET Npu 3anyLleHHbIX popmax MPLL>K. B cBa-
31 C 3TUM UX POfib B PaHHElN ANArHOCTUKE HeCyLLecT-
BeHHa. MpumepHo y 25—30% 60nbHbIX ¢ MPLLDK oT-
MeyaeTcs BblpadkeHHas guapes [73]. MvnepmoTopuka
YKeNny[gouyHO-KMLLIEYHOro TpakTa MOXKeT MpOoABAATLCA
CNacTUYECKNMU BONIAMWN B XKMBOTE U KapLUUHOUAOMO-
OOGHbLIMW cumMniTOMamMu. Mpy NoJo3peHUn Ha 3HAOK-
PUHHO-3aBUCUMYIO OMapero 06513aTeNlbHO 06cnefoBa-
Hne Ha MPLLK.

OCHOBHbIM MeTO/JOM BbISIBMIEHUS OMYXO0/IN B LLIUTO-
BV HOM >Kene3e 1 yBe/IMYEHHbIX LUeNHbIX nnmpaTnye-

MPOB/EMbl SHAOKPVHONOI I, 2003, T. 49, Ne 2.

CKUX Y3/10B SABNSETCA YNbTPa3ByKOBOE WCCrefoBaHne
(Y31). MPLLXK npu Y3 BbISBNASeTCA KakK rMrnoaxo-
reHHbIA Yy4aCTOK HEOAHOPOLHOWN CTPYKTYpbl C HeYeT-
KVMW KOHTYpaMmu, ¢ MEIKUMU TOYEYHbLIMU TUTMEPIXO0-
reHHbIMW 30HaMW. Y3en pasmepom 6osnee 0,5 cMm, Kak
npaswnio, MMEET MOBbILIEHHYIO BaCKy/nspu3aumnio npu
LiIBETHOM [OMM/IEPOBCKOM KapTUPOBaHUN KPOBOTOKA.
BbicKasaTb Mofo3peHne 0 MeTacTaTMyYecKOM Mopake-
HAW NMGATUYECKUX Y3/10B MOXHO Ha OCHOBaHWUU
YBE/IMYEHUSI UX Pa3MEPOB, KOJIMYECTBa, 3aKPYTr/1eHHO
(hopMbl, HEOLHOPOAHOCTN BHYTPEHHEN CTPYKTypbI [5,
27, 29, 46, 80]. OgHako ynbTpa3BYKOBble KpUTepuu
nopa>keHns MMGaTnYecKNX Y3NoB He  ABMAOTCS
OKOHYaTe/lbHbIMWU. OCHOBHbIM METOZOM, [O3BOSSIO-
W1M BepnnumpoBaTb AUArHo3, SABNSETCA TOHKOWU-
rosibHasa 61Moncus y3na LWUTOBUAHON Xenesbl U yBeIu-
YeHHbIX IMMpaTUHECKNX Y3/10B MOA KOHTposieM Y3
[5, 27, 39, 51].

JaHHble 0630pHOl peHTreHorpagun LWen u KOM-
NbIOTEPHOM TOMOrpadumn MOryT MOMOYb 3anofo3pUThb
MPLLU>K. Kak nepBuyHas, Tak ¥ MeTacTaTu4veckas
OrMyXo/ib UMeeT TeHAEHLMIO K PasBUTUIO Ka/lbLiMHATOB
[5] K coxaneHuto, BbISiBNIeHWE OMyXonv, B KOTOPOW
pa3BMBalOTCA Ka/lbLMHATbI, HE SABMAETCA MPOrHOCTU-
YeCckn OGnaronpusATHbIM. [lpy  MeTacTasnpoBaHUU B
CPefoCTEHME HAa PEHTreHorpaMmax M KOMIMbHOTEpPHOW
TOMOrpaMMe rpyaHOM KIeTKA MOXKHO OnpeaenvTb A0-
NoIHNTENIbHble 0O0bEMHbIE 0Opa3oBaHWA B MeEpPeaHEM
CpefoCTEHUN U pacLLUMPEHMe ero.

deoxpomoumToma npu MOBH-2, Kak npasuso,
NMEET BbIPaXKEHHYHO CUMMTOMATUKY B BUAE MOCTOSH-
HO 1AM napokcr3masnbHOl PopMbl runepTeH3un. 3
CEKPeTMPYEMbIX KaTEXO/IAMUHOBbLIX (hpakuui, Kak
npaswuio, npeobnagaeT agpeHaMH. B pa6oTtax T. Na-
kayama u coaBT. [56] OoTMe4aeTcs, YTO COOTHOLLEeHue
NapoKCU3Ma/lbHOW ¥ MOCTOSIHHOW TUMEPTEH3UU Npu
M3H-2a cocTtasnsgetT 6:1, X0Ta NpU criopagmyeckmnx
thopmax OHO paBHO 3 . 2, YTO CBUAETENLCTBYET O Mpe-
06n1agaH1M NapoKCU3Ma/lbHOM rMNepTeH3UN Npu CUH-
apomax M3H-2. ®u3vKasibHble [aHHble, anobbl K
aHamMHes, Kak npasuio, HAYeM He OT/IN4YatoTCa OT Ta-
KOBbIX MPW Cropagnyecknx opmax heoxXpoMOLUTOM.
OuyeHb BaXKHO OMpefennTb CKPbITble OMyXOo/v MO3ro-
BOrO C/0f HAaAMOYeYHMKOB MO FOPMOHa/IbHLIM M3Me-
HEHVAM W Yy[aluTb WX B NMEPBYIO O4vepenb BO n3bexa-
HVe OC/TOXXKHEHWI, CBA3aHHbIX C HECTaBUNbHOCTbIO Te-
MOAMHaMWKW, BO BpeMsi Onepaumy Ha LLMTOBUAHON
xenese [53].

KnuHnyeckoe nposiBfieHne runep@yHKUumM oKoJso-
LLMTOBUAHBIX Xene3 3aBUCUT OT BbIPaXKEHHOCTU TU-
nepnaparumpeosa. YacTto BbISBAeTCS acMMToMaTnye-
CKas rvnepkanblmemus [7, 32]. ToTanbHas runepnna-
31 BCTPeYaeTCsl 3HauMTeNbHO Yallle, YeM afeHoMa.
Havbonee yacTblii NpU3HaK Npu runeprnapaTupeose B
paMmkax M3H-2 — Haanume 6eCCMMNTOMHbIX WK
K/IMHUYECKN MPOSB/ISAIOLLMXCA KaMHe MOYEBbIX My-
Teli [38]. Bonee Tskenble MPOSIBNEHUSA rMneprapaTu-
peo3a, Takme Kak (hMbpO3HO-KNCTO3HbI OCTEUT, ApY-
rme ocTeonaruv, HeMPOKa/IbLIMHO3, KOXHbIVA 3y[,
Kanbunpuiakcns, L0BOMbHO pefku [7, 32, 38, 50].
BONbLUIMHCTBO aBTOPOB OTMEYakoT, UTO TAXKECTb TU-
rnepnaparupeosa npu cuHgpome MO3IH-2a 3HauuTesib-
HO YCTynaeT NPOSBAEHMAM 3TOro 3aboneBaHus npu
crnopaguyeckux opmax v faxe npu cuHgpome M3IH-1
[7, 19, 32].
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Pan aBtopoB [4, 9] npwu o6cnefoBaHUM CeMeid C
M3H-2 06Hapy>XnM Ha KOXKe BEPXHEN 4acTu CMUHbI
aMWUIOVAHbIN NNXEH, NPOABALWWIACA 3y0M, runep-
nurmMmeHTaumen, accoumaymneii HeBPOIOrMYECKNX CUM-
MTOMOB, W3BECTHbLIX MO Ha3BaHMEM ''MoraHa pa™e-
nka" (napokcmsmasibHble 601K, TaKTWIbHas runecte-
31 1 6oneBas rvnepecTesnsi) TOM >ke IOKanmM3auun.
MpucyTcTBre amunonga He ABMSETCA MOCTOSHHBIM W
Heo6X0AUMbIM MPU3HAKOM (Kak W MpUcyTCTBME amu-
novja B MefynnsipHOi KapumHOME), U AaHHble U3Me-
HEHMS paccMaTpuBalOT Kak (popMy Herponatum gop-
Ca/lbHbIX CMMWHHO-MO3r0BbIX KOpPEeLUKOB (MpoucXos-
LLMX M3 TOrO XXe& HEPBHOrO rpeb6eLuka).

[dwnarHoctunka cuHgpoma M3H-2

YcTaHoBNeHne anarHoda M3H-2 3aBucuT oT npa-
BMU/IbHOIO MOHMMAaHWA TEHETUYECKOW npupogbl 3a60-
neBaHNs 1 BUOXMMUNYECKOWN aKTUBHOCTWU MOTEHLMab-
HOM o06nacTn nopaxkeHus. [1o nocnefHero gecsatune-
T™MA cunTasiock, 4to npu MPLLDK onpegeneHve ypos-
HA Ka/IbLIMTOHUHA AB/IAETCA KIHOUYOM K MPaBU/IbHOMY
AnarHosy. C pa3ButnemM pagrMovMMyHHOro Metoga ori-
pefeneHns YpPOBHA Ka/lbLUTOHWHA CbIBOPOTKM Obin0
NOKa3aHo, YTO MPaKTUYECKN Y BCeX BO/MbHbIX C K-
Huyecknmu rnpossneHuamu MPLLUXK oH noBblweH
[10, 22]. TMoBbilWeHHOe coAepXaHVe KaslbLUTOHUHA
BCTpeYaeTCs M Npu Apyrux 3aboneBaHUsX, TakmxX Kak
MENIKOK/NETOUHbIN pak NIerkmx, KapuMHOMAHbIe OMyXo-
N, paK MOJIOYHOM >Kefe3bl, HO C MPaKTUYECKOWN TOUKM
3peHns Mpu OrpefesieHHbIX KIVHUYEeCKUX MposBIe-
HUSIX, HaIMYUN B CEMENHOM aHamMHe3e 60/IbHOro ¢
M3H-2 3T0T npn3Hak natorHoMoHmnyeH ana MPLLK.
MHoOro4mncneHHble UccrefoBaHUsA CBUOETENbCTBYHOT 0
TOM, YTO MUHMMa/IbHOE MOBbILLIEHVE YPOBHA KaslbLin-
TOHMHa MOXeT yKasbiBaTb Ha MPLLXK, He BbisiB/ise-
MbIA Npy nansnaumm n Y3W. Fpyu rmctonornvyeckom
nccnefoBaHUM y Takux O0/bHbIX 06HapPY>XXMBAINCh
MUKpookycbl MPLLIDK nnn C-knetouHas runepnna-
315, KOTOpas sBfseTca obnuratHbiM npegpakom [10,
70, 73, 80]. O6s13aTeNbHOM NpoLEeaypon SBAseTCA On-
pefeneHne CTUMY/IMPOBAHHOW CEKPEeLUn KalbLuTo-
HWHa y nny, ¢ nogo3speHrieMm Ha MPLLDK. Tak, y Heko-
TOPbIX 60/IbHBIX C HOPMa/lbHbIM YPOBHEM 6a3asibHOA
ceKkpeLmm OTMeYaeTCcss MaToNOrM4Yeckoe MOoBbILLeHNe
Ka/lbLMTOHWHA B OTBET Ha CTUMY/IAUMVIO MYTEM BHYT-
PUBEHHOrO BBeLEHUA T/ItOKoHaTa Kasbums (15 mMr/kr 8
TeyeHne 20 MuH)'[10]. MenTug neHTaracTpuUH ABNSET-
crrénnee MOLLHbIM CTUMY/IATOPOM CeKpeLmnn KasbLn-
ToHMHa knetkamy MPLUXK. [locne opHOKpaTtHOro
BBefeHUs neHtaractpmHa (0,8 MKr/Kr) NUK YpoBHSA
KaUlbLMTOHNHA OTMeYaeTcs yxXe yepe3 1—3 MuH. bo-
Nee TOro, CTUMY/IMPOBaHHbIA YPOBEHb Ka/lbLIMTOHMHA
nosblllaeTcsa B 2—3 pasa. bonee apPeKTUBHbLIM CUun-
TaeTcs CTUMYNAUUS BbIGpPOCa KaslbLUTOHMHA O4HOBPE-
MEHHOWN WHy3nein neHTaracTpuHa v Kanbuusa (0,5
MKI/KF 1 2 Mr/Kr COOTBETCTBEHHO). PaankKasibHOCTb
BbIMOJ/IHEHUS OMepaTVMBHOrO BMeLLATE/IbCTBA KOHTPO-
JNINPYeTCcA MOBTOPHLIM BbIMNO/IHEHNEM MMPOBOKAaLMOH-
HOro TecTa B paHHeM MOC/eornepaLyioHHOM Mepuoge.
MoNoXNTENbHbIA pe3ynbTaT TecTa C BbICOKON TOYHO-
CTbHO YKa3bIBaeT Ha Ha/Mune pe3nayanbHOW ornyxose-
BOM TKaHW WM HeyAaneHHbIX meTactazoB MPLLK
[10, 22, 73, 80].
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3a nocnegHee fecatunetve 60/bLIOE pa3BUTMe Mo-
Nly4Ynnin  MeTofibl MUCCNefoBaHUsA, MO3BOMAIOLLME Bbl-
ABUTb MPUHAAEXHOCTb K cuHapoMaMm M3H-2 Ha re-
HEeTN4YeCKOM YpoBHe. pumMeHseTcs onpegeneHue re-
HETMYECKNX MapKepoB, OTBETCTBEHHbIX 3a AedeKT pas-
BUTUA MEPBUYHOM HEBPa/IbHOW TKaHW. BbiABAa0TCA
MyTaumm B RET-npoTooHKOreHe, B 3k3oHe 10 B KOA0-
Hax 609, 611, 618, 620 n 768, B 3k30He 11 B KOAOHax
634 n 804 npu M3H-2a n B 3k30He U B KOogoHe 918
npyu M3H-26 [28, 42]. 3710 nccnefoBaHWe MOKas3aHo
BCEM NMLLAM C CeMeNHOM MnpespacnofiOKEHHOCTHIO K
M3H-2a, Bcem 60nbHbIM MPLLDK 1 theoxpomoumnTo-
MOIi [aXe Npu OTCYTCTBUWN AaHHbIX O CEMEeNHon op-
Me 3aboneBaHWs, NpPU OTCYTCTBUWN KIIMHUYECKUX W
BUNOXMMMNYECKNX MPOSABEHNA 3ab6051eBaHNA. DKOHO-
MUyeckas 3peKTUBHOCTb TaKOro CKPUHUHIa JoKa3a-
Ha L. Delbridge n coasT. [18].

R. Decker u M. Peacock [17] coobwmnn o6 acco-
umauum cnuHgpoma M3H-2a ¢ 60n1e3Hb0 [TupLunpyHra
(0o6a cBs3aHbl ¢ MyTaumMsamMy B RET-NPOTOOHKOreHe).
eHeTnueckn o6cnegoBaHbl 36 cemericte ¢ M3OH-2a.
BonesHb MMpLUMpyHra cocyLlecTsoBasia cpeam PoacT-
BEHHUKOB Yy 15 nayneHTOB 13 6 cemeiicTB (17% 13 06-
cnefoBaHHbIX 36 cemelicTB). PacnpocTpaHeHHOCTb
araHr/1Mo3a, CBOMCTBEHHOr0 60/1e3HU MMpLInNpyHra, ot
NPsSMOM  KMLLKN [0 ABeHaguatunepctHon. Y 10 u3
aTux 15 nauMeHTOB BbIMOJIHEHA TUPEOUAIKTOMUA B
BO3pacTe OT 2 o 47 net (cpegHuii BospacT 15,6 roga),
5 nauneHTOB ymepnn B AETCTBE OT OC/IOKHEHWIA, CBS-
3aHHbIX C araHrMo3om. PeTpocnekTUBHO 60/1e3Hb
MipwnpyHra 6bina BbigBieHa npyu M3H-2a B 5 u3
3TuX 6 cemeiicTB paHbLue, Yem MPLLDK vnan deoxpo-
mMoumuToma. Bo Bcex 6 cembax ¢ M3OH-2a ¢ 60/1e3HbIO
MpwnpyHra myrtaumm npousoLnn B ak3ore 10 B Ko-
JoHax 609 (n = 2), 618 (n = 3) wm 620 (n = 1). AB-
TOPbI AenatoT 3aK/1oYeHe B TOM, YTO 60Me3Hb MTmpLu-
npyHra — eHoTMNnYecKnini Mapkep ana M3OH-2a, n
pPeKOMeHAYHOT, YTo6bl nauneHTbl ¢ M3H-2a 6biin 06-
CNnefoBaHbl Ha MpegmeT MOTEHUMaNIbHOro pucka 6o-
nesHu vpwnpyHra, getv ¢ 6onesHbio vplinpyHra
[JOMKHBI 6bITb MNOABEPKEHbI TEHETUYECKOMY CKPUHWH-
ry Ha npegmet M3H-2a.

[0 LWMPOKOro pasBUTUS TeHETUYECKUX METOLOB
ONarHOCTUKN CYUTa/IOCh, YTO MPU BbISBIEHUM YKas3aH-
HbIX MapKepoB Heo6X0AMM MOCTOSAHHbIA KOHTPO/Ib
YPOBHSA KasIbLUTOHMHA A1 PaHHErO BbISIBIEHUS OMy-
X0neBbIX M3MeHeHnn [63]. To/bKO Mocne 3Toro npes-
naranocb Npou3BOAUTL OrnepaTuBHOE fiedeHne. OfHa-
KO B MocfefHve rofbl MOABW/IOCL 3HAUYUTESIbHOE KO-
IMYECTBO MCCNefOBaHWM, B KOTOPbIX Ha AOCTATOYHbIX
[ONA MOMHOLEHHOrO0 CTAaTUCTUYECKOro aHanmsa rpyrn-
nax o6cnefoBaHHbIX 60MbHbLIX Yy6eanTenbHO L0Kasbl-
BAETCH, UTO YPOBeHb Kak 6a3asibHoOro, Tak u CTumysnu-
POBaHHOIO KasIbLIMTOHUHA HE ABMSETCA LOCTOBEPHbLIM
nokasaTesiem A/19 YCTaHOBJ/IEHUS CBOEBPEMEHHbIX MO-
KazaHuin K TupeongskTomum [16, 23, 28, 33, 42]. B ka-
4yecTBe MpumMepa 41 UAKCTPaLMN BbICKa3aHHOIo Te-
31ca MOXXHO cocnatbea Ha uccnegosaHue M. TMer n co-
aBT. [35]. B aTom coobLieHUn npefcTaB/ieH OMbIT fe-
yeHus 22 geTeil ¢ cuHgpomamm M3H-2. HecmoTps Ha
TOT (haKT, YTO pe3y/bTaTbl FTEHETUYECKOTO CKPUHWUHIA
Jann NoMoXUTENbHbIE pe3y/bTaThbl, Y BCEX MaLMeHTOB
onepaTvBHOE /leYyeHre BbIMO/IHEHO MPY MOBbLILLIEHUN B
CbIBOPOTKE YPOBHA KanbuuToHMHa MPLLUXK BbisiBneH
y 17 (77%) peTeli, n TONbKO 5 uMenn C-KNeTOUHYHO TuU-



nepnnasuio; y 13 u3 19 geteli 6bl1a MakpocKonmye-
CKasi onyxofib, MeTacTasbl BbisiBieHbl y 4 (24%) peTeil.
Ha ocHoBaHWM MpoBefeHHOro WCCefoBaHUSA aBTOpbI
[JenatoT 3ak/ioyeHne 0 TOM, YTO 6a3asibHblii U CTUMY-
NINPOBaHHbIA YPOBEHb Ka/lbLUUTOHMHA HA[EXHO He
ovddepeHumpyeT ctaguio MPLLDK 1 He fomkeH uc-
MoNb30BaTbCs Kak KpUTepuii Bbibopa BpeMeHn onepa-
TUBHOIO BMelLaTeNbCTBa y geteii ¢ M3H-2a. Xupyp-
rMyeckoe fledeHne SO/MKHO ObITb MPEeANPUHATO B paH-
HeM [eTCTBe Ha OCHOBE MOJIEKY/IIPHOIO reHeTNYEeCKo-
ro uccrefoBaHus.

NTakK, HECMOTPS Ha MOBbILLEHHbIN YPOBEHb Kak 6a-
3a/1bHOr0, TaK ¥ CTUMYJ/IMPOBAHHOIO Ka/lbLIUTOHUHA,
OH Obl BbISABMEH NNLLb NPV Pa3BepHYTOlM CTaauu 3a-
60neBaHWA, YTO He MOXET YAOB/METBOPATb COBPEMEH-
HOW KOHLUeNuMn nponIakTUUecKor HanpasieHHo-
CTU NeYeHns.

JAnarHoctuka (eoxXpomMoLMTOMbl MoapasymeBaeT
nccrnefoBaHe YpPOBHSA CBOOOAHbLIX MeTaHe(pUHOB W
(wnun) KatexonamnHOB U KX MPOU3BOAHbLIX B KPOBU U
Moye. OCO6eHHO BaXXKHO BbISIB/IEHNE acMMNTOMaTUYe-
CKUX (PEOXPOMOLNTOM, TaK KaK BO3MOXXHbl OC/IOXKHe-
HUS npy onepauuax no nosogy MPLLXK. O6blvHO
MPoOBOAAT UCCNef0BaHVeE YPOBHA agpeHasinHa, Hopas-
peHannHa, BaHUINIMUHAATbHOM KUCNOTbl B CYTOUYHOM
MOYe 1AM B 3-4acoBOW Npobe MoO4uM nocne npuctyna
[66]. Mpwn ycTaHOBNEHUM MOKa3aHU K OnepaTUBHOMY
NIeYEHUIO OYeHb BadKHa TOYHas TOMMYeckKass AmarHo-
CTVKa (PeoxpomMoLMTOMbl. C 3TOW LEe/b0 UCMOMb3YHOT
KOMIJ/IEKC METOJO0B /ly4eBOW AMArHOCTUKW, Ky[a BXO-
0AT Y3, KoMnbloTepHas ToMorpadgus, MarHUTHO-pe-
30HaHCHasa TomMmorpagus, cUMHTUrpadmsa xpomaduH-
HOM TKaHW. [MpaBWIbHO MOCTaB/IEHHbIN TOMUYECKUIA
OVarHos faeTt BO3MOXKHOCTb M36exkaTb LLUMPOKOro orie-
paLroHHOro AocTyna ¢ Lenblo peBn3nm 060mx Haano-
YEYHWKOB W MapaaopTajibHOM 06nactu. CumHTUrpa-
thusa cuntaeTca Heo6XxoAMMON NPY NOAO3PEHUM HA UC-
TUHHBIA peunans (HeoXpoMOLMTOMbI, MPU OMyXO/saxX
HeboNbLWNX pa3mepoB. UYyBCTBUTENbHOCTb MeTOAa
pocturaet 90%, aBTOpbl OTMEYaloT MeHee 5% J10XKHO-
MOJIOXKNTENbHbIX pe3ynbTaToB [2, 46].

[AunarHos runepnapatupeosa y 60/bHbIX ¢ M3OH-2
CTaBAT Ha OCHOBAHWM pPe3ynbTaToB WCCNef0BaHUA
YPOBHSA Ka/lbLus KpoBuM (06LLEro 1 NOHN3MPOBAHHOI0)
M napaTvpeonaHoOro ropMoHa. [na nposefeHWs ore-
PaTVMBHOIO fleYeHNs KpaliHe BaXKHbl AaHHble Tonmn4e-
CKOW AmarHocTukun — Y3W, cumHTturpadumn (npume-
HAKTCSA M30TOMbI TexXHeumin-99, Tannmin-201, nog-
123). [oonepaunoHHas AMarHoCcTuKa [A0CTaTOYHO
TOYHa ¥ COCTaBNAET MPWU NMPUMEHEHMN KOMIJIeKca Me-
ToLoB OKoo 90% [7, 19, 50]. MeHee ONTUMUCTUYHbIE
pe3ynbTarbl NOMyYeHbl NPU TOMNYECKOM ANarHOCTUKe
peuManBMpyHOLLIE MOoCneonepaLiOHHON runepKasb-
umemmn — 32% [19]. OpgHako Mpu NPOBEdEHUU WH-
TpaonepauyioHHOW PeBU3MM C MNPYIMEHEHNEM MHTPAO-
nepauvoHHoro Y3W nonoxutesbHble pe3y/bTarthl
pocturatoTes B 95% HabNHoAeHWA.

JleyeHne M3H-2

Mpo6nema neveHnss cmHapomos M3H-2 aBnseTcs
UYNCTO XMPYPrnyveckoli. B nepsyto ouvepefb Heobxoam-
MO peLUnTb BOMPOC O CBOEBPEMEHHOW ANArHOCTUKE W
onepatnBHOM nieyeHn MPLLDK, Tak Kak npu rnporHo-
3e M3H-2 3T0T (hakTOp ABNAETCHA OCHOBHbLIM. B nnTe-
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patype Mbl He BCTPETUAN COO6LLEHUIA 06 3hheKTMB-
HOM XMMUOTeparneBTUYeckoM siedeHnm MPLLUDK. Kpo-
Me TOro, Orfyxo/fi OTHOCUTENIbHO pPafnopesnCTeHTHa
[59]. MeTogom BblGopa seveHns MPLLDK aBnseTcs
Tupeovgaktomusa [6, 10, 16, 23, 24, 26—32, 35, 37, 46,
51, 63, 69, 70, 73, 74, 76, 78—80]. Y 60MbHbIX C KU-
HUYeCcKM BbiABIeHHbIM MPLUPK vnv npn nposefeHnn
NPOMUNIaKTNYECKOr TUPEOUAIKTOMUM AO/MKHbI ObiTh
yOaneHbl nMM@aTnyeckme y3fbl B LEHTPabHOM 30He
wen (Mexxay ApemMHbIMU BEHAMU OT APEMHON BbIPe3Ku
[0 LWMTOBMAHOIO XpAwa). Mpn nofo3peHnn Ha MeTa-
CTasbl B 06/11aCTV GOKOBbLIX TPEYro/ibHUKOB LUEeN one-
pauua fo/mkHa ObiTb JOMONHEeHa (yTaspHoO-gacLm-
TbHbIM  MICCEYEHMEM  K/ETYATOYHbLIX MNPOCTPaHCTB
3TOl 30HbI. Takxe 60koBas NMMPageHIKTOMUSA AOSK-
Ha ObITb BbIMO/IHEHA MPX MOBbLILWEHHOM YPOBHe 06a-
3a/1bHOr0 UM CTUMY/IMPOBAHHOIO KaslbLMTOHMHA Mo-
cne nepBu4HOl onepauun [6, 22, 39, 51, 69, 74, 79].
YuynTbiBass OTCYTCTBUE YETKMX NlabopaTopHO-Mopdo-
NIOTNYECKMX Koppenauuii mexgy ctagmein MPLLUXK u
YPOBHEM K&/IbLMTOHMHA, MOJaBfstoLLee 6OMbLUNHCT-
BO uUccregoBaTeneli SBASKOTCA CTOPOHHUKaMWU MpoBe-
OeHNst NPohnIaKTUYECKON TUPEONAIKTOMUM HECMOT-
pA Ha BO3pacT, ONMpascb NMNLLUbL Ha AaHHble TeHeTuye-
CKOro aHanusa [24, 28, 33, 39, 41, 48, 69, 74, 76, 78,
79]. ¥YpoBeHb 6a3a/IbHOrO U CTUMY/IMPOBAHHOIO Kaslb-
LMTOHNHA ABSETCA KayeCTBEHHbIM MapKepoM peLun-
AnBa UNN MEeTacTaTUYeCKOro pocTta OMyXosu.

Mpn coyeTaHun MPLLUXK ©n  deoxpomounTomsl
npesnoYTUTEe/IbHEE HAUMHATb C YAaneHUsl NocnefHeNn.
O6eyxaaeTca BO3MOXHOCTb  BbINOMHEHUS O4HOBpE-
MEHHbIX ONepaTMBHbIX BMELLATENbCTB Ha LUTOBUAHOM
»Xenese 1 HagnoyeyHukax (ecniv rno3sBonsieT coMartuye-
CKOe COoCTOsiHMe 6onbHoro) [53, 58, 65].

O6beM oOrepaTVMBHOrO BMeLIaTeNbCTBa NpU eo-
XPOMOUUTOME, BK/IKOHAKOWMA B ceba afpeHasaKTo-
MUIO C OMyXO/bio NPY OAHOCTOPOHHEM MOPaXKEHUN W
TOTa/IbHYIO0 a[PEeHaI3KTOMUIO NMPU ABYCTOPOHHEM MO-
pPaXKeHUW, CcuUnTaIM AAUTENIbHOEe BpemMdA  "30/10TbIM
cTaHgapToM™. Tem He MeHee BCe yalle B MnocriefHuve 5
NeT noasnatoTcA paboThl, NMoAsepraroLiye 3ToT Te3nc
coMHeHuto. H. Neumann u coasT. [57] npumeHUnn
MUHVMa/IbHO arpecCcrBHYH 3HAOCKOMMYECKYH Cy6TO-
Ta/IbHYI0 afpPeHaN3aKTOMUIO Y 4 60JIbHBIX C [BYCTOPOH-
HUMK (heoxpomMouuTomMamu npu M3H-2. OT 2 fo 24 mec
HabnogeHus ALl 6b110 cTabunbHbIM. Mocne onepauun
y BCeX MauMeHTOB Habnrofanncb HOpMasbHbIM Ypo-
BEHb HATPWA, Kanus, T/0KO3bl, albJOCTePOHA, PEHU-
Ha, KOPTW30/1a CbIBOPOTKW, CYTOYHAA 3KCKpPeLMsa HO-
pagpeHannHa u BMK. MeTog no3Bo/ieT COXpaHUTb
KOPKOBYIO (DYHKLMIO, V1 aBTOPbI AeNaloT BbIBOL O TOM,
yto cybToTaslbHas afpeHasIaKTOMUS MOXKeT ObITb YyC-
neLlHa B c/y4vae ABYCTOPOHHeN (PeoXpoMOouUTOMbI 1
MOXXET CUMTaTbCA METOAOM BblGOpa Npu Ie4eHU 3TO-
ro 3aboneeaHus. Heo6xooMMo OTMETUTb, YTO HaCTO-
paXkmBaeT HefOCTaTOYHbIVi CPOK MOC/eonepaLiOHHOro
HabntoaeHVsA, TeM He MeHee KO/IMYecTBO NoLOOHbIX 1C-
cnefoBaHuii Bce yBenuumBaetcs [11, 12, 21, 25, 34, 60].

Hanbonee nonHbIM uccnefoBaHMEM MNPUMEHEHWUS
3HJOCKOMNYECKON TEXHUKM Mpu (HeOXPOMOLMTOMAX
ABnsieTca pabota M. Gagner v coaBT. [25], BbINO/HMB-
LWKrx 82 nanapocKonmyeckne afgpeHaniaKToMumn, U3 HUX
23 y 60/IbHbIX C (heoxpomMoLUTOMamMu, 6 — ¢ ABYCTO-
POHHUMM ONYXO0NAMU XpPOMatPUHHON TKaHU. deo-
XPOMOUUTOMbI  OblI  3HAUUTENIbHO 6Oonblle  ApYrux
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ornyxonei, Tpebosasv 60/bLLUEr0 OnepaLMioHHOro Bpe-
MeHU U O/IMTeNbHOCTM NpebbiBaHWA B CTaumoHape. B
rpynne 60/bHbIX C (PEeoXPOMOLMTOMaMW TMPOU3O0LLIIO
87% BCeX MHTPaonepaunoHHbIX OCMOXXHEHUA n 67%
— rocneonepaunoHHblX. JaHHbIX, YKasblBatOLNX Ha
MECTHbIA peunans (HeoXpPOMOLUTOMbI, He OTMEYEHO.
ABTOPbI feNatoT 3aK/1HYeHNEe 0 HEOOXOANMOCTU XKECT-
KOro otbopa 60/bHbIX A5 3HAOCKOMNYECKON afpeHa-
JISKTOMWUKM, OCHOBAHHOTO Ha pa3mepe Onyxonv u co-
MaTUYECKOM COCTOSIHUM 60/1bHOr0. BONbLUMHCTBO OC-
NOXHEHWI CBA3AHO C TFOPMOH&/IbHOW aKTUBHOCTbIO
onyxosel, HeCMOTPS Ha afeKBaTHYHO hapmakonormye-
CKylo 6nokafsy. MeTacTaTMyecKoro peuugvsa rnocne
orepaumn He BbISIBMIEHO, W MO3TOMY 3/10KQYeCTBEHHOe
NnopakeHme, Mo MHEHWIO aBTOPOB, He MOXET ObITb
NMPOTUBOMNOKa3aHWeM K MPUMEHEHUIO MeToja.

Bornpoc 0 nepecaske KOPKOBOW TKaHW Mocne TO-
Ta/IbHOW apeHaNIKTOMMM PELLAETCH Ha COBPEMEHHOM
YPOBHE OTpULATENbHO, TaK Kak 3T 60/bHble BCe pas-
HO Hy>X[JAKTCs B 3aMEeCTUTeSIbHOM Tepanuu KOpPTUKO-
ctepongamn [, 60]. MNpeBeHTMBHOE ydaneHne 060Mx
HaAMoYeyYHNKOB Mpu cuHgpomax M3H-2 HegonycTu-
MO U3-3a BO3HUKHOBEHWS XPOHUYECKOW HaAno4veyHu-
KOBOW HefoCcTaTO4YHOCTU, TpebytroLleli MOCTOSHHOWN 3a-
MECTUTE/IbHOM Tepanuu KopTukocTepomdamu [16 12,
25].

B HacTosiLee Bpems Xupypruyeckas TakTuka B OT-
HOLLUeHUN runepnapatMpeosa npu MO3H-2 kpaiiHe
npoTtueopeymsa. OfHWN aBTOPbI ABAAKOTCA CTOPOHHMW-
KaMn TOTa/lbHOV MapaTUpPeona3KTOMUN C ayTOTpaHC-
nnaHTaumern parmMeHTa TKaHW HavMeHbLUEN >kenesbl
B MblLILy npegnnedssa. K. Her[anlA n coasT. [32] co-
o6watoT 0 35 ornepaymax Mo MoBoAy rurepnapartmpe-
03a y uneHoB 14 cemein ¢ M3H-2. lMpu nepBuUYHOM
BMeLLaTenbCcTBe Y 21 (62%) naumeHTa BbINOJ/IHEHA Bbl-
6opoyHas pesekuus, y 8 (24%) — cyb6ToTa/lbHas na-
paTupeougakTomus, y 5 (14%) — ToTasibHasa napatu-
Peona3KTOMUA € ayToTpaHcniaHTaumeli n y | — na-
paTtnpeougskToMus. 27 (77%) naumeHTOB BbI3LOpPOBe-
N nocne nepeoi onepaunn. [MepcucTupylowmii ru-
nepnapaTnpeo3 oTmeyeH y 3 (8,6%) 60/bHbIX, KOTO-
pbiM Oblnia BbIMOMHEHa BbIGOPOYHan UM Cy6TOTalbHas
pesekuns. MOCTOAHHbIM MOCNe0nepaLMoOHHbIA rmMno-
napaTupeos passunca y 6 (21%) 3 29 nayueHToB Mno-
cne cy6TOTa/lbHOM UM BbIGOPOUHOW pe3ekumm ny 1 ¢
TOTa/IbHOWM MapaTupeongakTommeit, y | n3 5 (20%) c
TOTa/IbHOV NapaTMpeons3KTOMMen 1 ayToTpaHCnIaH-
Tauuveli. Ha ocHoBaHWW 3TOro UcCCnefoBaHUS aBTopbl
YyKasblBaloT Ha HeO6XOAMMOCTb TOTa/IbHOW napaTnpeo-
WO3KTOMUW C reTepoTOMHON ayToTpaHCriaHTaumen
npn M3H-2a. B npoTnBONON0XHOCTL 3TOMy 3. O’ 17-
orbaw u coaBT. [61] cuuTaltOT, YTO y MAUUEHTOB C
M3H-2 Bo3MOXHa BbIOOPOYHAs PE3EKLUS YBENYEH-
HbIX >Xefle3, a CcybToTa/lbHyl0 MapaTupeouis3KTOMUIO
MOXXHO He BbIMOJMHATb, TakK Kak fieyebHble pe3y/nbTaTbl
YA0BETBOPUTE/bHBI U MPY MEHbLUMX 06bemax, peuu-
[OVIBbl Xe NPV 3TOM peaKu. DTOM >Xe TOUKM 3peHus
npuaepXxmearTca 60/bLWMHCTBO aBTopoB [19, 20, 38].
Bonpoc 0 MpeBeHTMBHOM NapaTUpeonasKToOMuUu Mpu
BbIMO/IHEHUN TUPEOUISKTOMUN  pPeLlaeTca oTpuua-
Te/IbHO Ha OCHOBaHWWM PeaKol BCTPeYaeMoCTU runep-
napartvpeosa npyn M3H-2.
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dakTnyeckn nporHo3 npu M3H-2 3aBucuT B OC-
HOBHOM OT cTagun MPLLDK. Mo gaHHbIM nnuTepartypbl,
OCHOBHbIM MPOrHOCTMYECKMM (PaKTOPOM SBNSETCA CTa-
ans MPLLDK [45, 59]. Mcxoasa r3 BbillecKa3aHHOro, OT-
npasHbLIM MOMEHTOM B Y/yYLLEHUW Pe3y/bTaToB fleye-
HMA 3ab0/eBaHNA ABNAETCA pPas3bACHEHVE 6O0JSIbHbIM C
M3H-2 1 uneHam Mx cemeil HeO6XO0AMMOCTM MNpPOtu-
NaKTUYEeCKOM TUPEOUAIKTOMUN Ha OCHOBAHWUW [aHHbIX
reHeTMYeCcKoro CKpUHMHra. bonbLUMHCTBO aBTOPOB OT-
MeyatoT 60/bLUYI0 arpecCMBHOCTb OMyX0nel LUTOBUA-
HOI >kenesbl y 601bHbIX ¢ M3OH-26 [18, 62, 67].
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Moctynuna 04.01.01

BA3OMPECCUH: MEXAHW3M AENCTBUA N KIIMHUYECKAA ®U3MNOMOMNAl

Na6opaTopus chusnonormm noukn (pykosogutesi — akag. HO. B. HaTouuH) VIHCTUTyTa 9BOMOLMOHHON chmrsnonorum
n 6unoxumun um. 1. M CeueHoBa PAH, CaHkT-lNeTepbypr

Kpyr npobnem hrsnonorum, 6UoXumMmm n KamHu-
K/ apruHuH-BasornpeccuHa  (aHTUANYPETUYECKOTO
ropmoHa — AN MHoroo6bpaseH, uUMetowmecs AaH-
Hble He MOryT ObiTb B MOMHOM 0ObeMe MpeAcTaB/eHbl
HY B 60/bLLIOM 0630pe, HM B AOCTATOYHO OO6BLEMHOL
MoHorpadun. CoxpaHeHve TepmuHa ALl Hapsagy ¢
Ba30MPECCUHOM OMnpaBAaHO, MOCKOMbKY Y psja BULOB
MO3BOHOYHbIX PYHKUMIO ALl BbINOMHAT Apyrve Ha-
HomenTuAabl rMnogmsa, B TOM Y1C/e JIN3NH-Ba30Mpec-

|PaboTa noggepxaHa Poccuiickum oHAoM hyHAaMeHTa/bHbIX
vnccnepoBaHuii (rpaHTbl 99-04-49198 1 00-15-97803) u Mporpam-
Mol npesugnyma PAH

CVIH, aprMHUH-Ba30TOUMH, rugpuH 2 [17, 54, 65]. Ba-
30MpPeccnHy MOCBSALLEHbl OPUTMHa/IbHbIE CTaTbW, 06-
30pbl [4, 6, 63], MoHOrpadgun n c6opHUKK [54, 86].
N aeHTUpMUNPOBaHbl KNMHUYECKMEe CUHOPOMBI, CBS-
3aHHble C HeafekBaTHoOI cekpeunein ALl (cuHapom
LLBapTua—bapTepa), geduuntom cekpeuun AAI (He-
caxapHblil AnabeT), HeUyBCTBUTE/IbHOCTLIO K/1ETOK Ka-
Ha/bLEB K 3TOMY TFOPMOHY (HelporeHHbIi Hecaxap-
Hblli gnabeT) [3, 5]. OTCyTCTBME peakuun MOYKM Ha
ALl MoxeT OblTb 00YC/OBNEHO AeeKTOM MHOrmx
3/1eMeHTOB Kackafa, OT KOTOPbIX 3aBUCUT YBe/lnyeHne
NPOHNLAEMOCTHM A4N1A BOAbl B OTBET HA NPMEM FOPMOHa.
OnucaHbl hopMbl gnabeTa, 00YCNOBMAEHHbIE MyTauuen
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