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amnanTyAHOM AenbTa-aKTUBHOCTU A0 120 MKB 1 6onee
C NepegHM akLEeHTOM BUPOHTaILHO Ha (hOHE Bblpa-
YKEHHOWN Ae3opraHunsaumn anbda-pytma (N0 AaHHbIM
NUTepaTypbl — YacToe NposBAeHWe runoramkemun [3],
Mo pe3ynibTaTamMm COO6CTBEHHbIX MPOBEAEHHbIX UCCNeao-
BaHWA — HapyLUeHve, BblsiBisieMoe Y 35% 6O0/bHbIX C
"3 BHe npuctyna u'y 100% — Bo Bpems I'TC).

Mounck nHecynmHombl (Y3, MPT nogmxenyfouHoi
Xenesbl, CynepcesieKTUBHasA aHruorpaus) He yBeH-
yasica ycrnexom, 0gHaKo 60/1bHO Gbln NepeBeseH B OT-
[eNeHne XUpypruyeckor 3HLOKPUHOMOTUW, The Y-
MewwHo npoonepupoBaH. YpaaneHa WHCY/IMHOMA Tena
NOLKeNYLOYHOM Xenesbl pasmepoM 3 X 3,5 X 2,5 cm.
JunarHos noareepXaeH UMMYHOTUCTOXUMUYECKM.

B nocneonepauumoHHom nepuoge M C npekpaTtnaunce.
OfHako Ha I3 BHOBb OTMEYEHO NOsB/IEHMe paspaaoB
reHepan30BaHHO 3NMNENTUYECKOA aKTUBHOCTU, O4HO-
BPEMEHHO MOABUAWCHL SNUNENTUYECKMe MPUCTYNbI, BO3-
HMKatoLLMe C YacToTon | pa3 B 2—4 Hep (4alye mo yT-
pam). KatamHes 2 roga. CocTosiHue cTabunbHoe. Mpu-
CTYMbI W 3NUNENTUYECKNE U3MEHEHUSA Ha D3I coxpaHs-
toTca. OTMEeYeHO 3HaUWTeNbHOE YNYYlLeHWe COCTOSHMA
KOTHUTUBHBIX (DYHKUMIA (NaMATU U BHUMaHWS), ucyes-
HOBEHVE 04aroBO HEBPONOrMYECKON CUMMTOMATUKM.
BONbHOI BepHYCA K TPYLOBOW LeATENLHOCTMW.

MpuBefeHHas ucTopusi GONE3HN LEMOHCTPUpYET
pefiKoe COYeTaHue y OAHOIO U TOro e 60/1bHOro ABYX
3ab0neBaHuWiA: CUMNTOMATMYECKOM anuaencmMmn Ha go-
He 3HLUeanonaTnn pesungyanbHO-0praHNYecKolr npu-
pofbl 1 O Ha hoHe UHCYNMHOMBI. peacTaBnseT UH-
Tepec TOT (hakT, YTo y 60/ILHOr0 anuaencuert npu Npu-
coegnHeHnn I'TC NpakTUYeCKU NOSIHOCTLIO MCYEe3u
TUMWUYHBIE 3NWUIENTUYECKNE NPUCTYMbI U HUBEIMPO-
Basla anunenTuyeckas akTMBHOCTL Ha 33, HeCcMOTpSA
Ha npekpaweHue Tepanun AK. lNocne ncyesHoseHNs
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'TC B nocneonepaynuoHHOM neproge BO30O6HOBUIUCH
MPUCTYNbl N TEHEepasIM30BaHHasA MapoKCU3Ma/lbHas
aNWenTUYeckas akTMBHOCTb Ha I3I, KOTopble CO-
XpaHATCA NO cell AeHb. MexaHu3m aToro (heHoMeHa
He coBCeM ficeH. BO3MOXKHO, 3TO pesynbTar BAWAHUSA
BbICOKUX [03 WHCY/IMHA HAa KOPKOBYHO PUTMUKY WK
CNeacTBMe CTPECCOBOr0 BO3AENCTBUS KOHTPUHCYNSP-
HOro runepkopTusonusma. Kak nssectHo, npumMeHse-
Mble B MeAVaTPUYECKO annIenToNorMm rntoKOKopTH-
KOWbl OKa3blBatOT MO3UTMBHOE aHTMKOHBY/IbCUBHOE
[eiiCTBMe NPWU HEKOTOPbLIX (hopMax 3nuaencum.

3ak/iroueHme

Takum obpa3oM, Hambonee Yactas macka 'TC npu
O’ — "nonmmopgHbIe CNOXHbIe NapLuaibHble Npunag-
Kn”. CoueTaHue anunencum n O npeacTaBnseT cobow
3KCK/THO3UBHYHO NaTonoruto. Bo Beex cnyyasx BOSHUKHO-
BEHMA HETUMUYHLIX WU Pe3UCTEHTHbIX K Tepanun AK
napLuasibHbIX 3NUNENTUYECKUX MPUCTYMNOB aKTyaslbHbI
nx guddepeHumanbHas anarHoctuka ¢ ' C v akTUBHBIA
MOMWCK TUMOrIMKEMUN C NPYMEHEHVEM MPOBOLMPYHOLLNX
TecToB. MosTopstowmeca ' Cy 60bHbIX O MOryT OKa-
3blBaTb MOZYy/MpytoLLee (B TOM Ymnc/ie NO3UTUBHOE) BO3-
AeCTBME Ha TeUYEHMe COMYTCTBYHOLLEN SMMNEMNCHK, BO3-
MO>HO, 38 CYET CTPECCOPHOro rMmnepKopTU30IN3MA.
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PEOXPOMOLITOMA Y AETEN

'Y DHAOKPMHOMOrNYECKNI HayUHbIA LeHTp (aup. — akag. PAH n PAMH W. . OepoB) PAMH, Mocksa

AHanM3npoBaHbl pesynbTaTbl 06C1e40BaHUsA, NeyeHuns, nocneonepalunoHHoro HabnogeHns 520 60/1bHbIX C (heoXPOMOLMTOMamMu, Onepupo-
BaHHbIX B DHLL PAMH ¢ 1957n0 2002 r. CpegHuii Bo3pacT 60/1bHbIX cocTasun 39,3 + 9,2 roga, 50(9,6%) nauveHTOB 6binM B BO3pacTe
o 16 neT. B o6Leii rpynne My>kunHbl cocTasuim 213 (41%), B geTckoit rpynne — 32 (62%) yenoseka. Y 68 (13,1%)) nauveHTOB
BbISIB/IEHO [IBYCTOPOHHEE NMOPa>KeHue HaAnoyeyHnkos, B TOM uncne B BospacTe A0 16 neT y 16 (32%) u3 50. BHeHaLno4euyHKoBas /1o-
Kanmsauus onyxonein 6bina ycTaHosneHa 'y 36 (6,9%) 6onbHbix. CoueTaHue )e0XpOMOLMTOMbI C HACNeACTBEHHLIMU CUHAPOMaMKU 0T Me-
ueHo B 36 (6,9%) HabnogeHusx. KaTamHes uccnefosaH y 260 60abHbIX. Cpok HabnoaeHus BapbuposBan 0T 4 [0 25 neT W B CpefHeM
cocTasun 8,4 + 1,9 roga. Peunans heoxpomMoUuTOMbI BbisiBneH y 49(18,8%) nauneHToB, UCTUHHBIV peuuans (onyxonb B 06nacTy nep-
BWYHOIA omepayun nan meTacTasmpoBaHue) — y 16 (6,15%). VICTUHHBI peuyane (eoxpoMoLuTOoMbl 0TMeYeH Y 6 (12%) n3 50 geTeil,
OCHOBHOW NMPUYMHOI SIBUACHL OPraHocoXpaHsoLas TakTuKa npu MyNbTULEHTPUYECKOM NOPaXKeHU! HaAnoyeyHnKa.

KnrouyeBble crnosa: (’*)eOXpOMOLlI/ITOMa, HacneaCTBEHHOCTb, ANArHOCTUKa, KaTexonaMuHbl, XMpypruvyeckoe nevyeHue.

The results ofan examination, treatment, and postoperative follow-up of 520 patients with pheochromocytomas who were operated
on at the Endocrinology Research Center, Russian Academy of Medical Sciences, in 1957 to 2002 have been analyzed. The patients’
mean age was 39.3+9.2 years; 50 (9.6%) patients aged less than 16 years. There were 213 (41.0%) males in the total group and
32 (62.0%) in the pediatric group. Bilateral adrenal lesion was detected in 68 (13.1%), including 16 (32%) ofthe 50 children aged
less than 16 years. Extraadrenal tumors were ascertained in 36 (6.9%). The concomitance ofpheochromocytoma with hereditary
syndromes was observed in 36 (6.9%) cases. Two hundred and sixty patients were followed up for 4 to 25 years (mean 8.4+1.9).
Recurrence ofpheochromocytoma was revealed in 49 (18.8%) patients; the genuine recurrence (a tumor at the site ofprimary surgery
or metastasis) wasfound in 16 (6.15%) patients. The genuine recurrence ofpheochromocytoma was seen in 6 (12.0%) of the 50
children; its main cause was organ-preserving surgery for multicenter adrenal lesion.

Key words: pheochromocytoma, heredity, diagnosis, catecholamines, surgical treatment.
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ANNAEMNONOrNYECKINE [aHHble

Haunbonee YacTbIMM NPUYMHAMUN apTePUaIbHON -
NepTeH3nn y AeTell ABNAITCA BPOXKAEHHbIE HapyLue-
HUA pa3BuTUA Noyek (78%), OKK/KO3NOHHbIE N3MeHe-
HUSA nodveyHon aptepum (12%) n KoapKTaums aopTbl
(2%); dheoxpomoumTOMa 06YCNOBIMBAET CUMMTOMATU-
YeCKYH0 apTepuasibHy0 rMnepTeH3nio Tonsbko y 0,5—
2% peten [125). o MHeHUI0 60/bLLIMHCTBA UCCNea0Ba-
Tenen, B NepBYK ouvepedb MpV FMNEPTOHWUM Y feTeit
[O/MKHbI ObITb UCKHOYEHbI MOYEYHbIE MPUYMHBI N KO-
apKrauma aopTbl, MPU UX OTCYTCTBUM B 0643aTeNIbHOM
nopsAKe fo/MKHa 6bITb MPOBeAeHa nabopaTopHas 1 To-
nMyeckas auarHocTuka geoxpomouutomel [1, 6, 14,
16, 20].

CpeaHunin BO3pacT feTein ¢ (heoxpomMoLMTOMONA CO-
CTaB/sieT, Mo AaHHbIM fiuTepatypbl, 11—12 net. Vme-
tOTCA HEKOTOPbIE 3MNUAEMUOIOTMYECKME Pa3INYnA Me-
XAy NPOABMEHVSMW OMNyX0Nei y AeTeli U B3POC/bIX.
Mo cpaBHeHMIO CO B3POC/bIMU CPeam AeTeli 0TMeYeHO
npeo6nagaHme nnL MyXckoro nona (2:1) u ABycTo-
POHHEro nopaxeHusi (0o 1/4 HabnwogeHwin). Y peteit
3/10KaYeCTBEHHOE MOPaXKeHVWe BCTPeYaeTca 3Hauu-
TeNIbHO pexxe — 0Koso 3% [10—12]. B nccnepoBaHmsax
nocnegHuX NeT NpeanonaraeTcs, 4To n AeTu, n B3poc-
Nble MMEKT OAMHAKOBYKO 4acTOTYy 3/10Ka4eCTBEHHOI0
nopaxeHus npu geoxpomouuTome. Takke B 00/b-
LWMHCTBE MCC/Ief0BaHNA KOHCTaTMPYeTCs TeHAeHLMs
K 60/1ee YaCTOMY BbISIB/IEHVIO CEMEHOI0, MY bTULEH-
TPMYECKOro U BHEHAAMOYEYHMKOBOrO Xapakrepa Mno-
paxeHus [2, 3, 6—8, 10, 11, 16, 19, 20].

HekoTopble Mpu3Hakn (HeoxXpomounuToMbl Gonee
4acTo BCTpevaroTCs Yy AeTel, yem y B3poc/biX. Cpeam
3TUX CUMMNTOMOB NOT/IMBOCTb, 3pUTE/NbHbIE PacCTPO-
CTBa, TOLUHOTA, PBOTA, MOTEPS MAacChbl TEMa, >KaKaa U
nonnypus [9]. MNosbiweHHoe AJ, BbisBnseTca y 70—
90% pgeTeli ¢ (heOXPOMOLIMTOMONM, Yalle OTMeyaeTcs
MOCTOSHHaA hopma rmnepToHMUM No CPaBHEHUIO C Na-
POKCU3Ma/IbHbIM T€YEHWEM TUMEPTOHUM Y B3POC/bIX
[6, 9, 14,16]. Mo coobueHunto F. Khafagi n coasT. [11],
y 20% peTeil ¢ (peOXPOMOLMTOMONM He BbISBNAETCA
CUMMTOMOB TMMEPTOHUM — TaK HasblBaemas 6eccum-
NToMHas dopma. JaHHble 1abopaTopHbIX MeToOoB
MPaKTUYEeCKM He OT/IMYAKOTCA OT MoKasaTesiei, nony-
yaeMblX y B3pOC/bIX. JTabopaTopHO AMarHo3 noaTeep-
Xpaetca 6onee yem y 95% nauymeHtos [10, 14, 17, 18].
Tonunyeckas AUarHoCcTMKa Takke He MMeeT 0CO6eHHO-
CTeli NO CpaBHEHWIO CO B3POC/bIMU, OAHAKO 60/b-
LUMHCTBO aBTOpOB npegnoynTtaloT MPT KM3-3a OTCyT-
CTBMA M3nyyeHus. Mo mHeHuo M. Caty [6], F. Khafagi
[11], MyNbTULEHTPUYECKME ONYXO/IN MOTYT BbISIBAATb-
ca y 43% peTeil, BHEHAAMOYEYHMKOBOE MOPaXKeHMe
pocturaet25—40%. MNogaHHbIM R. Whalen [23], ceo-
XpoMoLMTOMa B MOYeBOM My3blpe BCTpeyaetcd B 10%
HabMOeHNIA 3KCTPaaapeHanoBbIX OMyX0nel y AeTei.

Llenbto nccnepoBaHns SBUMNCHL aHa/IM3 apXUBHOIO
martepuana n OTAa/IeHHbIX Pe3y/bTaToB JledeHnst 60/1b-
IO rpynnbl 60/1bHLIX C (PeoxpomouuToMamMu, onpe-
JeNeHre pasnyumnin TedeHus 3aboneBaHna y feTein u
B3POC/IbIX U OCHOBHbIX MPUYMH peunamsa (heoXpomMo-
LUMTOMbI B rpynne 60/bHbIX C NEPBUYHbIM BbISB/IEHN-
em onyxonu o 16 nieT, a TakXke onpefeneHve onTu-
Ma/IbHOr0 0bbemMa OnepaTMBHOIO BMeLUaTeNbCTBa Y
00NbHbLIX C (HeOXPOMOLMTOMaMK, KOTOpble O6binn
BMEpPBble BbISB/IEHbI B paHHEM BO3pacTe.
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Martepuasnbl 1 MeToabl

B OHL, PAMH c 1957 no 2002 r. 6b110 onepupo-
BaHO 520 60/bHbIX C (heoXpoMoLMTOMaMU. My>KUnHbI
coctasmnu 213 (41,0%), xeHwmHbl — 307 (59,0%) ve-
nogek. CpegHnin  BO3pacT  6OMbHLIX  COCTaBWN
39,3 = 9,2 roga, 50 (9,6%) naumeHTOB GbINN B BO3pac-
Te [0 16 neT. Slvua My>XCKOro M XKEeHCKOro rnosa cpeam
Jeteii coctaBuim 32 (62%) n 18 (38%) yenosek coOT-
BETCTBEHHO. Y 68 (13,1%) nauMeHTOB BbISIBNIEHO [BY-
CTOPOHHEe MOpaXKeHWe Hafno4veyHUKOB, U3 HUX Mep-
BUYHO XOTA Obl 0OHA OMYXO0/1b BbISIB/IEHA B BO3pacTe [0
16 net B 16 (32%) HabnogeHNAX. BHeHaAno4YeUYHNKO-
Bas /loKanm3aumsa onyxosneii ycraHosneHa y 36 (6,9%)
60/bHbIX. Y 18 naumeHToB (heOXpOMOLMTOMA BbisiB/IE-
Ha B pamKax CUHAPOMA MHOXECTBEHHbIX 3HAOKPUH-
HbIX Heonnasuin Tmna 2 (M3H-2), y 10 — npu 6ones-
HY Xunnens—/IvHaay, y 8 — npu 60/1e3HN PeKAnHr-
xay3eHa. Bcero coyetaHve (peoxpomMoUMTOMBI C Ha-
CNeACTBEHHbIMU CUHAPOMaMK OTMeYeHo B 36 (6,9%)
HabnogeHnsax. KatamHes nccnegosaH y 260 60/bHbIX.
Cpok HabnogeHns 3a aTMMK 60/1bHbIMU BapbMpOBaJI
oT 4 o 25 net n B cpegHem coctasun 8,4 + 1,9 ropa.
PeLnamBbl CUMMTOMATUKK, CBA3aHHbIE C OMYXO0NeBOW
NpoAyKUMel KaTexonamuHoB, BbisiBNeHbI Y 49 (18,8%)
MauyeHToB, UCTUHHbIN peumams (ONyxonb B 061acTu
NepPBMYHOI onepauun M metactasupoBaHue) —y 16
(6,15%). 3HAUMMOCTb pasINuniA MeXay NoMyYeHHbIMM
rnokasaTeniiMu MpoaHaIn3mMpoBaHa C MPUMEHEHNEM
[BYCTOPOHHEr0 BapmvaHTa TOYHOTO KpuTepua duilepa
N X-KBajpar.

Pe3ynbTaTbl 1 UX 06CYXAEHE

M3 50 naumeHTOB AeTCKOro BospacTa 4o HacTyne-
HUA 16 neT 6blIM MOBTOPHO TOCMUTAIN3NPOBaHbI U
onepupoBaHbl 10 60/1bHbIX. Bcero 26 60/bHbIX, 13 TeX,
KOMY BrepBble 6bl1 MOCTaB/eH AnarHo3 HeoxXpomoLm-
TOMbI B JlETCKOM BO3pacTe, OblM roCNUTasIM3MpoBaHbl
B OHL, PAMH HeogHoKpaTHO. CpefHWiA BO3pacT nep-
BMYHO OMepuMpoBaHHbIX 60/bHbIX cocTaBun 12,1 +3,1
roza.

BbINn n3yyeHbl aNUAEeMUONOrMYECKME MOKa3aTenu
B rpynne feTel N0 CPaBHEHWUIO C rPynnoi 60/bHbLIX B
BO3pacTe cTapwie 16 net. JlaHHble npvBefeHbl B Tab-

OCO6EHHOCTUN (HEOXPOMOLIMTOMBI B IETCKOM M B3pOC/IOM BO3pacTe

Aetn B3pocnble
Mokasaresnb
a6e. % a6e. %
YaenbHbI BEC MY>CKOFo nona* 32 64 181 38,5
CuHapombl M3H-2 0 — 15 3,2
[ByCTOpOHHEE nopaxeHwe Hag-
NOYeYHNKOB™ 16 32 52 11,1
BHeHagnoyevHnkoBas xpomad-
(hMHHaa onyxonb* 9 18 27 57
3110Ka4ecTBEHHOE MopakeHue
Mo JaHHbIM FMCTO/OTUK 28 56 299 63,6
B oTganeHHble Cpokn Habnwoge-
HUA peunamB Ha MecTe onepa-
L1 UM metactasmpoBaHue™ 6 12 10 2,1
Bcero 60/bHbIX... 50 96 470 90,4

MpumMeyaHwue. * — goCTOBEPHble Pa3NYms B MPOLIEHTHbIX
cooTHoweHusAx (p < 0,01).
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nuue. B getckom Bo3pacTe cpeay 60sbHbIX ¢ (heoXpo-
MOLMTOMON 2/3 cocTaBunm Maibumkun. Cpean B3poc-
NbIX MY)>XYUHbI C (PEOXPOMOLMTOMON MNpescTaB/ieHbl
nmwb B 1/3 Bcex HabnwogeHwin. Mpu aBYCTOPOHHEM
MOPaXXeHNN HAaAMOYEYHMKOB B MPOLLEHTHOM COOTHO-
LWeHUn npeobnafaloT nauMeHTbl AEeTCKOro Bo3pacTa
(pasnuume cTatucTUYeckn 3Haummo; p < 0,01). B
cTapuleit Bo3pacTHoi rpynne u3 470 60/bHbIX Yy 52
(11,1%) oTmeueHO MopaXKeHWe MO3roBOro C/10s 060MX
HaAno4YeYHMKOB, B TO BPeMS Kak Cpefu AeTeli BYCTO-
POHHAA NoKanusauma oTMmedeHa y 16 (32%) wm3 50
60/bHbIX. ObpaLLaeT Ha cebs BHUMaHUe TOT (DaKT, 4To
B rpynne ¢ A4BYCTOPOHHVM MOPaXXeHWEM HagmnoYeyHu-
KOB npeo6nafatoT Masibunkn — 14 (87,5%) n3 16 ve-
NOBEK.

Y Bcex 16 feTeil ¢ ABYCTOPOHHEN NoKaim3auuei
(PeOXPOMOLMTOMbI XOTA Obl B O4HOM HaAroyveqyHuKe
BbIABNAMOCL MYNbTULEHTPUYECKOE NopakeHune. Y 10
n3 16 nauneHTOB [BYCTOPOHHee MopaXKeHue O6blsIo
CUHXPOHHbIM, Y 6 60MbHBLIX OMYXONN BbIABNAINCH MO-
aTanHo. B KOHTpanatepa/lbHOM HaAMoYeyHuKe geo-
XPOMOLUTOMbI BbISIB/IEHbI B CPOKW OT 3 o 15 ner
(cpeaHee 3HayeHue 5,15 + 2,8 roga). Y 1 n3 6 60b-
HbIX Yepe3 7 NeT nocne onepaumy Ha NpaBoM Hagmno-
YeyHWKE BblSIB/IEHbI OMYXO0/b /IEBOr0 HafNoyYeyHNKa 1
peunamnB B MecTe NepBuYHON onepaumun. M3 16 60/b-
HbIX C [IBYCTOPOHHUM MOpPaXKeHNeM y 4 OTMeYeHbl Me-
TaxpoHHbIe ONyX0NM BHEHaAMOYeYHUKOBOW NOKau-
3auun.

BHeHanoYeyHNKOBas NOKaIM3aumsa BblisiBeHa y 9
18%) 13 50 60/bHbLIX, Y B3POC/bIX ObIN0 OTMEYeHO 27
5,7%) BHeHaAMoOYeUYHMNKOBbIX XpOMa(hHOM, pasnu-

yve ctatuctTmyeckn 3Haummo (p < 0,01). L3 9 6onb-
HbIX C 3KCTpaaApeHaIoBbIM MOPaXKeHWeM y 5 BbisiBe-
Ha OnyXxo/b NapaaopTa/ibHOM 30HbI B 06/1aCTU GUdYp-
KaLum aopTbl y MeCTa OTXOXAEHWUS HUKHEN Gpbhkeey-
Hoi apTepumn (onyxonb LlykepkaHans). Y 4 60MbHbIX
OnyXo/b /IOKaNIM30Basiach B 06/1aCTU MapasepTebpasib-
HbIX noganapparmanbHbIX raHrMeB.

Y Bcex 60/bHbIX ¢ cuHApomoM M3H-2, obcneno-
BaHHbIX 1 NponeyeHHbIX B AHL, PAMH (21 60nbHOVA
n3 16 cemen), theoxpomoumTomMa Oblna BbisiB/ieHa B
Bo3pacTe cTaplue 16 net (15 HabntogeHuiA). C Hallel
TOYKW 3PEHNSA, 3TO CBUAETENLCTBYET 0 60/Mee MO3LHUX
CPOKMX (DEHOTUMNUYECKOTO NPOSABIEHNS (DEOXPOMOLI-
TOMbI MpKn cuHapome MOH-2.

Hamu He nofyyYeHO CTaTUCTUYECKN 3HAUMMbIX pas-
NNYUA NO MOKa3aTensaM 3/10Ka4eCTBEHHOIO Mopaxe-
HUA MeXAy AeTbMWU W B3POC/bIMU, KTOPble COCTaBWUU
56,0 n 63,6% COOTBETCTBEHHO. [0 AaHHbLIM NUTepaTy-
pbl OTMeYaeTCsl, YTO Cpeau feTeil yacToTa 3/10KayecT-
BEHHOr0 MOPaXKeHMs He3HauuTenbHa, MeHee 3% [8,
11, 16, 23]. B 3atux nccnefoBaHUsAX 3a OCHOBY NMPUHK-
MaloTCA  K/IMHUKO-MOPMONIOrMyecKne Kputepum Ha-
NNYMSA MeTacTa3oB U MECTHOIO pacnpoCTpaHeHWs ony-
XO0/1eBbIX 3/1EMEHTOB. [Mpy pacCMOTPEeHUN 3TUX MOKa-
3aTesnieil B Halleli rpynne 60/1bHbIX JeTCKOro Bo3pacTta
y 2 (4%) 60/bHbIX BbISB/IEHbI MeTacTasbl: y 1 B MeYeHn
ny 1 607bHOr0 NpW NOBTOPHOM 06C/1eA0BaHNM B BO3-
pacte 18 fneT BbIfBNEH MeTacTa3 B KOCTM Tasa.

VICTWHHBIN peunams heoXpoMOLUTOMbI OTMEYEH B
Hallem nccnepoBaHmmn y 6 (12%) 13 50 geTeir. Y B3poc-

NbIX 3TOT nokasaTenb coctaBun 2,1% (/? < 0,01). ¥ 2
00/bHbIX OTMEYEeHO MeTacTaTMyeckoe MopaxeHue B
cpoku | 1 4 roga nocne onepauymun. B ogHom Habnto-
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[EeHWUN MeTacTas BbIB/IEH NPY O4HOCTOPOHHEN 0MyXo-
NN HafNoYeyHNKa, B PYroM — MpK 3/10Ka4eCTBEHHOM
naparaHravome. Y 4 60/bHbIX WCTUHHBIA peunaus
(heOXpOMOLMTOMbI OTMEYEH B MECTE NEepBUYHON Orne-
paumn. Y aTux 60/bHbIX MepBUYHbIE OMYXONN UMENN
[06POKaYeCTBEHHbI MY/IbTULIEHTPUYECKUIA XapaKTep.
Peunams otmeueH B cpoku 8, 11, 12 n 16 net nocne
onepauun. Heobxo4MMo OTMETUTL, YTO PELUAMB OMy-
XONN Ha MecTe MepBUYHONM onepauun y Bcex 4 60/b-
HbIX Oblfl BbISBMEH MPU MY/bTULEHTPUYECKOM Mopa-
YXEHUM HAAMOYeYHVKa Ha ()OHe ABYCTOPOHHEN NoKa-
nn3aumm heoxpomoumuTombl. Takmm 06pasom, UCTUH-
HbIA peunams coctasun 25% npu ABYCTOPOHHEM MO-
paxkeHun y aeteit (1). Y Bcex 60/bHbIX ¢ MOA06HbLIM TK-
MoM peLymavBa BO BpemMs MepBUYHON onepauun bbina
npesnpriHATa OpraHocoXpaHsALLaa TakTuka. 4na un-
NIOCTPaLUN  BbILIECKA3aHHOro MpYBOAUM Habsofe-
Hue.

BonbHoI b., 11 net, noctynun 8 IHL, PAMH
15.02.01 ¢ »kanobamyt Ha MHTEHCUBHbIE FO/I0BHblE 60-
NN NOCTOSIHHOTO XapakTepa, TOLIHOTY, 06Llyt cna-
60CTb, MOCTOSHHYHO MOT/IMBOCTb, OPTOCTATMYECKOEe
roNIoBOKpY>keHne. Mpn nsmepeHun ALl B Te4eHue no-
CllefjHero rofia OTMEeYaeTcs ero NOCTOSAHHOE MOBbILLe-
Hve go 180—190/110—120 mm pr. CT.

AHamHe3 3ab0neBaHMA B TeuyeHue 2 feT, Korja
BMepBble OTMETWUN FO/0BHbIe 60/11, CnabocTb. B Teye-
HWe roga MNPOBOAWIM HEBPOJSIOrMYecKoe 06cneaoBa-
HVe, CTaBUAM [AuarHo3 rUnepTeH3VOHHO-rmapoLe-
(hasibHOro cuHgpoma. ALl He usmepsanu. B espane
2000 r. oTMeyeHo BbiCOKOe AJl, Nonyyan rmrnoTeH3mB-
Hyl0 Tepanuio (3Han, 6GeTanok) 6e3 3Ha4YMTeNbHOro
ahpekTa. B fekabpe 2000 r. npu foo6cnefoBaHUM MpW
Y3 1 KT BblIfBNeHbI OMyX0/b MNPaBoro HagnoyeyHu-
Ka AnameTpom 2,5 cM, Onyxosb IEBOr0 HaAMoYeyHnKa
AnameTpom 4 cm. Tpu nccnefoBaHUM YPOBHS KaTexo-
NaMVHOB CYTOYHOW MOYM YPOBeHb afipeHasiHa cocTa-
BUN 245 MKr/cyT (Hopma 2—20 MKr/cyT), HopadpeHa-
nmHa — 6340 mkr/cyT (Hopma 10—60 mkr/cyT), BMK
— 44,4 wr/cyt (Hopma 0—7 wmr/cyT). ns onepaTuB-
HOro fieyeHns HanpasneH B HL, PAMH.

CeMeiiHbIii aHaMHe3 He OTArOLLEH.

O6LMiA aHanmM3 KPoBW, MOYM, BUOXMMUYECKOE MUC-
cnefoBaHne 6e3 OTKMOHEHWUI OT HOPMbI.

["opmOHanbHOE MccnefoBaHue Kposu: ceT4 — 12,2
nmons/n (Hopma 9,0—20,0 nmone/n), TTI — 1,2 MEa/
n (Hopwma 0,3—3,8 mEgn/n), MTI — 54,0 nr/mn (Hopma
8,0—76,0 nr/mn). YpoBeHb 6a3abHOr0 KaslbLMTOHK-
Ha 5 nMosb/n (Hopma go 10 nmonb/n).

Mpn IKI Ha (hoHe CMHYCOBOW Taxmkapammn o 130
B MUHYTY OTMeuvaroTca ANPQY3HbIE U3MEHEHNSA MUO-
Kapfa rmnepTpoMpoBaHHOIO /IEBOr0 Xenyouka.

B SHL, PAMH B TeueHve 10 gHeli nony4an cne-
JytoLee feyeHve: kapaypa 6 mMr/cyT (HaumHas ¢ Lo3bl
2 ™mr), 6eTanok 75 mr/cyT. Ha (hoHe npoBogMmoOro ne-
YEHUS OTMEYEHO Y/yYLLEHME CaMOYyBCTBUSA: UCHE3/N
MOT/IMBOCTb, OLLYLLEHWe BHYTPEHHEN APOXXU, HUBEN-
poBaHbl OpTOCTaTUYECKME peakummn. ALl cTabnnnsmpo-
Bafocb B npefenax 140/80 mm pT. cT. BonbHOMY
26.02.01 BbINOMHEHA ABYCTOPOHHASA OAHOMOMEHTHasA
afipeHasIsKToMuUA ¢ onyxonamu. Jloctyn — norepe-
MEHHbIi 6GOKOBOW: cnpaBa — TOPaKopeHOTOMMUS,
cnesa — /IOMBOTOMMS.

Bo Bpems BTOpOro artana, /IEBOCTOPOHHEN NIOM60-
TOMUK, NPV PEBM3MUM OOHAPY>KEHa ONyX0/b Hafnoyey-



HMKa AMamMeTpoM 4 CM, Ha Hell pacniacTaH Hagnoveu-
HUK, K KOTOPOMY MOAXOAMT LeHTpasibHas BeHa. Mo
0OBACHNUMBIM MOTMBAM, YYUTbIBASA TEXHUYECKYHO BO3-
MOXHOCTb, PeLleHO OCTaBWUTb Y4acTOK KOpbl HaAmMo-
YeyHMKa Ha COCyMCTOIN HOXKe. [pu BbINOSHEHWU Te-
MoCTasa psaLoM C pe3vayasibHOM TKaHbl KOpbl HaAmMo-
YeyHVKa 00HapY)XXEeHO XKeNTOro LiBeTa OKpyr/ioe obpa-
30BaHVe guaMeTpoM 1—2 MM, HanoMuHaroLlee yua-
CTOK KOPKOBOTO cf1of. OTBET CPOYHOr0 rMCTOMOrnYe-
CKOro uccneposaHna — peoxpomoumTtoma (!). Obbvem
0rnepaTuUBHOIO /IeYEHUS PacLUMPEH [0 TOTa/lbHOW a-
PEHaIdKTOMUMN.

Onepauus 1 NocneonepaunoHHbIA Neprog npote-
Kann 6e3 0CNOXKHEHWIA. 3aMecTuTeNbHas Tepanus Haf-
MOYEYHNKOBOW HEAOCTaTOYHOCTM — Mo 50 Mr conto-
KopTeda 6 pa3 B CyTKM C NOCTENEHHbIM NepeBoLOM Ha
KOpTUHedd no 1/2 Tabnetkn ytpom u kopted no 10
Mr 2 pasa.

Mpn  rUCTONOTMYECKOM UCCNEeLOBaHUN  OMyXOo/u
060MX HAAMOYEYHMKOB MpPefCTaB/ieHbl MY/bTULEH-
TPUYECKAMM  (DEOXPOMOLMTOMAMM  CMELLAHHOTO
CTpOeHus. B ya0BNeTBOPUTENILHOM COCTOSHUWN Nauu-
eHT BbIMNMCaH M0 MeCTY XWTeNbCTBa.

MpuBegeHHOe HabNtOLEHWE HArNAAHO AEMOHCTPK-
pyeT OMacHOCTb OPraHOCOXPaHALWMUX onepauun y
60/1bHbIX C ABYCTOPOHHUM MY/IbTULIEHTPUYECKUM MO-
PaXXeHNeM Hafno4eyYHMKOB.

Y petei ¢ ceMenHbIMU CUHAPOMaMK, KOTOpble MO-
ryT NPOSBNATLCA (PEOXPOMOLUTOMON, HEU3BEXKHO pas-
BUTVE ABYCTOPOHHMUX OMyXOnel, W Npu UX nposiBie-
HUM MOKa3aHO OJHOMOMEHTHOe WX yganeHue [3, 6].
OCHOBHbIM 06CY>XiaeMbIM BOMPOCOM ABNAETCH HEWU3-
6eXKHas MHBaNMAN3aLUMA NaumeHToB, CBA3aHHas C ABY-
CTOPOHHEN afjpeHaN3KTOMUEN N NOXKN3HEHHOW 3aMec-
TUTENIbHOW CTepouaHOM Tepanuei. 3-3a cepbesHbiX
OCNIOXKHEHWI, TaKMX KaK MPUCTYMbl OCTPOI Hagnouvey-
HWKOBOWN HELOCTaTOMHOCTW, OCTEOMOPO3, CHWDKEHWE
NMOnLo, HeKOTOopble KAMHWULMCTBI PeKOMeHOBaIv
9KOHOMHbIE orepauun Ans geteil ¢ ABYCTOPOHHUMM
onyxonaMu Unn npu cneyudmnyeckom pucke (T. e. au-
arHoCTMPOBaHHOM CeMeiHOM BapuaHTe (heoXpoMOLLU-
TOMbI) METaxpOHHbIX KOHTpanatepasibHbIX OMyXosei
[3, 15, 22]. YunTblBas MOXM3HEHHbIV PUCK peuunamsa
N 60nee BbICOKYK) 4acTOTy MPOSIBAEHUA CEMENHbIX
(hopm (heoXpoMOUUTOM Yy AeTeld, N0 MHEHUIO 3TWX aB-
TOPOB, OPraHOCOXPaHAoLLME OMepaLm MoryT 6biTb
MPeLNPUHATLI B NeauaTpuyecKon npakTuke, Korpa
3TO SBNIAETCA TEXHWYECKW BbINOMHWUMBIM. pednara-
eTCs paccmaTpmBaTb BO3MOXHOCTb 3KOHOMHOW Onepa-
LMW Y KaXK40ro 60/1bHOr0 ¢ A4BYCTOPOHHUMU OMYyXONs-
MW UK ONYXO/bI0 O4HOM Xenesbl. Heobxoaumo yTou-
HWTb, YTO B NPVBEAEHHbIX NCCNEA0BAHNAX paccMaTpu-
BalOTCA OTAANEHHbIEe pe3y/bTaTbl HabMHOAEHMS, NOy-
YeHHbIe Ha B3POC/bIX 60/bHbIX; MaKCUMa/IbHbIA CPOK
Hab/1roAeHNs 3a 60/IbHbIMU C COXPaHEHHOW KOPKOBOA
TKaHbIO He npesbiwaeT 8 fet [3, 15, 21, 22].

[Apyrvie aBTopbl OTMeYatoT Heo6X0AMMOCTb A0T0-
CPOYHOro HabntoLeHMs, NOTOMY YTO PeLuanB Ha Mec-
Te onepauuy Npu My/bTULEHTPUYECKOM MOPaXKeHUN
He ABNSAeTCA PefKOCTblo. OCO6EHHO XapaKTepHbIM SiB-
NAETCH peumamB ANs cemMeliHbIX CUHAPOMOB, HO MOXET
TaKXKe 0TMeYaTbCs 'y NaLMeHTOB CO CopanyecKUMm
onyxonsmu. YactoTta peLmanBoB BapbUpyeT B 3aBUCU-
MOCTV OT rpynn MaumeHToB W AUTENIbHOCTN Habnto-
[EeHNs, OfHaKO SIBNAETCA HauMbO/bLUeR y nny, onepu-
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POBaHHbIX B AETCKOM BO3pacTe: MeTaxpOHHble Onyxo-
NV BbIABASIOTCA Y 1/3 NaumeHToB, MHOrAa 60/bLUe Yem
yepe3 10—12 neT nocne nepemMYHO onepauuun [7, 11,
16, 21]. CywecTBeH yAenbHbIli BEC 04eBUAHO A06PO-
KayeCTBEHHbIX OMyXO0/ei, B TEYEHWNE ANTENIBHOIO MO-
C/leonepaumoHHoro HabMaeHUs NPosSBUBLLMXCSA Me-
TacTaTuyeckol 6onesHbto [11, 16, 21, 23]. Mo 3Tum
MpuyMHam aBTOPbl PEeKOMEHAYHOT MOXW3HEHHOe Ha-
On0feHVe € eXXerofgHbIM MUCCefoBaHNEM YPOBHS Ka-
TexonamunHos [6, 8.

KakoBa e npuynHa reHeTUYeckux HapyLueHui, ¢
60/bLUEl YaCTOTON NPOSBASIOLLMXCA OMYXONSaMM XPo-
MahMHHOM TKaHW Yy feTein? B cBS3M C NpUBEAEHHbI-
MW AaHHbIMK 0 60/1ee NO34HEM MPOSBIEHMN (DEOXPO-
MOLMTOM Mpu cuHApoMax M3H-2 MOXHO npegnosno-
XWTb, UYTO XapaKTep BbllLEYKa3aHHbIX W3MEHEHWI C
60NbLUEe BEPOATHOCTLIO CBS3aH C 60/1e3HLI0 Xunne-
na—/vHpay.

bonesHb Xunnens—J/inHgay — 3aboneBaHue ¢ ay-
TOCOMHO-OMWUHAHTHbLIM TUNOM HacnegosaHus. Mpu-
YMHON W3MeHeHUI aBnsetca MyTaums VHL-reHa B
Xpomocome 3. PeHOTUMUYECKUMU NPOABIEHUAMN 3a-
60/1eBaHNA MOryT OblTb FeMaHTMOMbl CeTyaTKW, re-
MaHrnmo61actoMbl ¥ Helpo61acTOMbl  LIEHTPa/IbHOM
HEPBHOM CUCTEMbI, KUCTbI (MOMKMCTO3) NOYeK, KUC-
Tbl MOMKENYLOYHON XKenesbl, pak novku. deoxpomo-
LUWUTOMbI BbISBAOTCA b y 10—20% nauneHTOB [4,
5, 13]. Ecnm npu 60nesHn Xunnens—/inHaay BbisiB-
nsetcs (heOXPoOMOLMTOMA, TO Y 3TUX NALMEHTOB Kpaii-
He peAKo MOXKHO BbISIBUTb paK MoYvku U/unun naHkpea-
TUYeCKMe KMCTbI. [LoCTaTOUHO YacTo y NauneHToB, Ho-
cuteneit mytaumm VHL-reHa, nmeetcst (heoXpomMoLn-
TOMa 6e3 MHbIX NposBfeHuid 6onesHn [13, 22]. ®eo-
XPOMOLMTOMbI, BCTpevatoLwmecs y naumeHToB c 60-
nesHbto Xunnena—/lInHgay, 4acto My/bTULEHTPUY-
Hbl. B oT/imume ot cuHgpomos M3OH-2 onyxonu 4acto
VIMEIT BHEHaAMOYEYHUKOBYHO IOKaIN3aLMIO.

B nutepatype onucaHbl 64 cembW, B KOTOPbLIX Y
POLCTBEHHWKOB MNPOCNEXUBA/INCL (PEOXPOMOLUTOMBI
B KayeCTBe M30/IMPOBAHHOIO MPOSAB/IEHNA HaC/MeACT-
BEHHOro 3aboneBaHusA MO0 OTMeYanoch ABYCTOPOH-
Hee My/IbTULIEHTPUYHOE MOPaXKeHWe HaAMOYEeYHNKOB Y
1 uneHa cembn. OfHako BNOCEACTBUM Obln ony6nu-
KOBaHbl [jaHHble 0 FeHeTUYeCKOM 06CNefoBaHUN Yne-
HOB 3TUX CeMeid. Y NoAaBnatoLero 60bLIMHCTBA Yne-
HOB 3TWX CEMEN BbISIBNEHbI MyTaLuW, XapaKTepHble
ana 6onesHn Xunnens—/nmHgay. OTCYTCTBUE WHbIX
NPOABMEHNI 60/1E3HN ObIN0 06YCNOBMEHO UX HU3KOWA
(hEHOTMNNYECKOM NEHETPAHTHOCTLIO [15, 24].

H. Neumann u coasT. [15] coobwunmn o pesynbTa-
Tax MCCMefoBaHUA, B KOTOPOM MPOBEAEHO FeHeTuue-
CKOe uccnefoBaHne B rpyrne 60/bHbIX C PeoXpomo-
LMTOMOI He3aBMCMMO OT CeMelHOro aHamHesa. B
aTol rpynne 23% 06CNef0BaHHbIX MMENN CEMENHYIO
(hopmy 3aboneBaHua (60ne3Hb Xunnens—/nHgay y
19%, M3OH-2 y 4%). Cpean HocuTenein mytaumii 60-
nesun  Xunnens—/inHgay 38% nauyMeHToB MMenn
(heOXpPOMOLIUTOMY KaK efVHCTBEHHOE MPOsB/IEHNE 3a-
boneBaHus. Ha 0CHOBaHMM NPOBEAEHHOIO MCCnefoBa-
HWS aBTOPbl PEKOMEHO0Ba/IM, KPOME TLLATeNbHOro
N3yYeHUs1 CEMENHOr0 aHamHe3a, OLEHKWU (hU3MKasib-
HbIX CMMMNTOMOB, F€eHETUYECKOr0 MUCCef0BaHUs, Npo-
BOAMTb Y 60/IbHbIX C (DEOXPOMOLIMTOMAaMM UCCNea0Ba-
HVE YPOBHA KaNbUUTOHMHA MOCAe CTUMYMPYHOLLMX
npo6, napaTropmMoHa, WOHW3MPOBAHHOIO KaslbLus,
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opransmockonuio, MPT unu KT rofioBHOro u CrivH-
HOr0 MO3ra, NOYeK W MOKeNyA0UHONM Xenesbl. B cny-
yae 60ne3Hn Xunnens—J/IMHOaY XapakTepHble MyTa-
UMM MOryT 6blTb OBGHapy>XeHbl He Y BCeX O0/bHbIX,
YyBCTBUTE/LHOCTL MeTofa cocTaBnsieT okono 80% [6].

K coxaneHuto, reHeTUYECKME UCCMEL0BaHNA C Le-
NblO BbISABNEHWSI M3MeHeHU B VHL-reHe XpoMOCOMbI
3 Hamu He NPOBOAWNCH. YUUTbIBas apXMBHbIA Xapak-
Tep Hallero uccnefoBaHnsl, CEMENHbIA aHamMHe3 Mpo-
ABNEHUIA 60ne3Hn Xunnens—J/IMHgay, He CBS3aHHbIX
C (hbeOXPOMOLMTOMOIN, Ham MPOCNeAUTb He YAanochb.
Ecnm y4yecTb faHHble NUTepaTypbl 0 HEBLICOKON Me-
HETPaHTHOCTU MPU3HaKoB 3ab0neBaHns, X U30I1PO-
BaHHOI BCTPEYaeMOCTU, BbISIBUTb CEMENHbIV XapaKTep
3a60/1eBaHNA HA OCHOBaHMM aHaMHe3a KpaiHe C/oX-
HO, [laKe MOCTaBUB Mepes coboi Takyto Lefb. 10 3Tum
NpUyYNHaM efVMHCTBEHHbIM HaJeXHbIM CPefCTBOM B
AMarHOCTVKe Hac/nefCTBEHHOIO Xapaktepa 3abosieBa-
HWA ABNAETCHA reHETUYECKOe WCCMeA0BaHue.

3aKJ/1iroyeHune

YuntbiBas pasimumsa anuaeMnUonornyeckmx noka-
3aTenieil Mexxay rpynnaMu B3poc/bIX NaumeHToB U fe-
Teli ¢ (peOXPOMOLMTOMAaMU, MOXHO OTMETUTb, YTO CYy-
LLEeCTBYET OYeBMAHaA B3aMMOCBA3b MEXAY OHbIM BO3-
pacToM W reHeTUYecKoin npefonpeaeneHHOCTbI0 BO3-
HUKHOBEHMS XPOMapPUHHOM 0Nyxonn. TOT BbIBOA
OCHOBbLIBAETCA Ha YacTOM ABYCTOPOHHEN NIOKaIM3aLmm
(heOXpoOMOLMTOM, MY/IbTULLEHTPUYECKOM XapakKTepe
NOPaXXEeHUA NPW ABYCTOPOHHEW NOKaIn3aumm onyxo-
ner. OONONHWUTENbHBLIM [OBOAOM, CBUAETE/LCTBYHO-
MM O reHeTUYECKOM HapyLLUeHUN B 3aKnajke u aud-
(hepeHLUMPOBKe K/ETOK HEeNpO3KTOAepMbl, ABMSETCS
TOT (haKT, 4TO y fieTeil HaMK BbISIBNIEHO ropasgo 6osee
yacToe COYeTaHMe IKCTpaafpeHasoBOM loKaimsaumm
XpoMaprHOM 1 Onyxosield MO3roBOro Cnosi Hagno-
YEYHWKOB.

C Hawein TOYKN 3peHusi, NaToreHeTUYecKon npu-
YMHOWN peumnanBa (HeoXpOMOLMTOM Yy BO/bHbIX C Ha-
CNeLCTBEHHbIMU CUHAPOMaMK (CXOAHble [aHHble 06
NCTUHHOM peumamBe Noay4YeHbl Hamy NPU CUHAPOMaXx
M3H-2) aBnsieTcA TOTa/IbHOE MOPaXXEHUe MO3roBOr0O
CNMoA  HagnoyeyHukoB. [Mpu  MynbTULEHTPUYECKON
(DEOXPOMOLIMTOME HAAMOYUEUHWKA, AaXKe eCN KONnYe-
CTBO Pe3vaya/lbHOro MO3roBOro BeLLecTBa Hagrnouey-
HVKOB MWHUM&/IbHO, CYLUECTBYET BbICOKAas BepOAT-
HOCTb peuunamea. Hens6eXHOCTb OCTaBNEHUA TKaHW
MO3rOBOrO C/10 HafnoyeyHUKa npu opraHocoxpa-
HAKOLLMX orepaumsax 06YycnoBneHa KOHIPY3IHTHOCTbHIO
pacrofio)KeHNss MO3roBOTO W KOPKOBOIO BeLLecTBa
HaanoyeyHnkoB. MNprvHUMas BO BHMMaHWe BblLlene-
peyncreHHble [OBOAbl, Mbl CUMTAEM HEOOXOAVMbIM B
rpynne 60/bHbIX C MOBbLILEHHbIM PUCKOM peLuanBa
BbINOMHEHNE pafuKalbHOro obbema onepauuy — af-
PEHAIAKTOMMUM C OMYXO0JIbtO.

Y Bcex geTeli ¢ (heOXPOMOLMTOMOI [O/MKHA pac-
CMaTpvBaTbCA BEPOATHOCTb CEMENHOro CUHApOMa.
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BbINoOMHeHWe FeHETUYECKOro MCCNefoBaHUA AN1S Bbl-
ABNeHUA 60ne3Hn Xunnens—/IMHAay Mbl CUMTaeM
000CHOBaHHbIM, TaK Kak 3TO YNYULIUT AUarHoCTUKY
3aboneBaHNsA B npeenax nopaXeHHoW ceMbK, MO3BO-
JT OCYLLECTBUTb CKPUHWHI COMYTCTBYHOLLMX 3TOI Na-
Tonorun 3aboneBaHuin. eHeTUYeckoe 06CNefOBaHVE
N KIUHUYECKUIA CKPUHUHI HEOOXOAUMbI Mpu OTAro-
LLIEHHOM CeMeliHOM aHaMHe3e, BbISIBEHUM (eoXpo-
MOLMTOMbI B MEPBbIX ABYX AeKafax >XW3HW, B Cny4ae
MHOYECTBEHHbIX W/WUNU MYNbTULEHTPUYHBIX OMyXo-
nein. Mpu reHeTUYeckn BepUULMPOBAHHOM AMarHo3e
©XKErofHbli CKPUHUHI YPOBHA CBOBGOAHBLIX MeTaHed-
PVHOB MOXXET ObITb PEKOMEHA0BaH € 5—10-1eTHero
BO3pacTa.
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