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OCOBEHHOCTW K/IMIHNYECKOIO TEUEHNA AKPOMEIA/IMN N NEYEBHOW
TAKTUKWM B SABUCNMOCTW OT BO3PACTA MNMALIMEHTOB MNP HAYANE

3ABOJIEBAHUVA

‘MMA um. . M. CeuyeHoBa; 2I'Y DHAOKPUHOMOTMYECKUIA Hay4HbIn LeHTp PAMH, MockBa; 3MoCKOBCKHiA

3HOKPUHOOTMYECKMNIA AncraHcep

CTeneHb CeKPeTOPHON aKTVUBHOCTY W NPOLON>KUTENbHOCTb aKTWBHOV (hasbl NpeACTaBNAOTCA Ba>KHbIMU (hakTopaMu, NpuHU-
MaloLLMMI aK TUBHOE yyacTHe B NaToreHe3e opraHHbIX U CUCTEMHbIX OCNIOMKHEHNI aKpoMeranuu, HenocpeacTBEHHO BAUSIOLLMX Ha
BbI>KVBAEMOCTb 60/bHbIX. C LeNblo BbISBNEHNS BO3PACTHbIX 0COGEHHOCTER TeueHns 3abonesaHns obcnegoBaHo 140 60MbHbIX ak-
TVBHOI akpomeranveii. B 3aBMCMMOCTM OT BO3pacTa K MOMeHTY 06CaefjoBaHNsA BCe MauMeHTbl Obiav pasgeneHbl Ha 3 rpynnbl:
20—39 neT (14 60nbHbIX), 40—59 neT (72 naumeHTa) 1 60 neT u 6onee (54 nauyneHTa).

Mpwn conocTaByTeNbHOM aHann3e MeXKrpynnoBbIX NapaMe TPOB 0TMeYeHO: CpeAHUi BO3pacT naLlWeHTOB npu Ae6loTe 3a6oneBaHus
COCTaB/sN COOTBETCTBEHHO 27,5 + 1,9, 37,5+ 1,01 51,2 + 1,2roga (p — 0), NPpoAOMKNTENBHOCTb TaTEHTHOro neproja co-
cTasnana 3,8 £0,7. 6,2+ 0,6 n 9,3 = 0,8 roga (p $ 0,002) YposeHb ropmMoHa pocTa B KpoBM Kak nokasaTeNb CeKpeTOpHON
aKTUBHOCTY COCTaBNAN COOTBETCTBEHHO 58,6 + 15,3, 41,2 + 5,91 20,5 = 3,5Hr/mMn (p,_} = 0,007). ¥ nauneHTOB C Ae6H0TOM
3a6onesaHuns cTaplie 50 1eT OCHOBHbIM (PaKkTOPOM NaToreHesa, HeraTVBHO BAVSIOLLMM Ha WX BbI>KUBAEMOCTb, SBNSETCSA NPOAOIKI-
TeNbHOCTb aKTVBHON (hasbl, CNOCOOCTBYHOLLASA Pa3BUTUIO KapAMOBaCKyspHbIX, PECIMpPaTOpPHbIX, 06MeHHbIX HapyLUEHWA 1 310Ka4YecT-
BEHHbIX HEOMNasuii, BbIPAXKEHHOCTb KOTOPbIX CYLLECTBEHHO OrpaHU4MBaeT BO3MOXKHOCTb XMPYPriyeckoro BMellaTenscTBa. bonee no-
Ka3aHHbIM ABNISETCA UCMO/b30BaHWE aHaNoroB comMaTocTaTVHA B OTHOCUTENLHO MEHbLUMX [03aX. HasHayeHne aroHUcTOB fothamuHa
(6e3 yueTa UYyBCTBMTENLHOCTM) W Ny4eBOro NeyeHns (B CTapLUeil BO3pacTHOI rpynne) npeAcTaBnseTCs HeLenecoobpasHbiM.

Kn roueBble c/ioBa: KIMHUYECKOe TeyeHue akpoMeranuun, Bo3pacTHble pasnnuns, TakTuka fneyeHns

The hormonal activity and the duration ofan active phase ofthe disease are importantfactors that are involved in the pathogenesis
ofotgan and system complications decreasing lifespan in patients with acromegaly. A hundred andforty patients with active acromegaly
were examined to determine the age-related features of the course ofthe disease, According to the age by the moment of the exam-
ination, all the patients were divided into 3 groups: 1) 14 patients aged 20-39 years; 2) 72 patients aged 40-59 years; and 3) 54
patients aged 60 years or more. The mean age at the onset ofdisease was 27.5+1.9, 37.5+1.0, and 51.2+1.2years in Groups 1, 2,
and 3, respectively (p = 0.000); the duration ofa latent period being 3.8+0. 7, 6.2+0.6, and 9.3+0.8years (p S 0.002). The mean
level ofgrowth hormone as an indicator of secretory activity was 58.6+15.3, 41.2+5.9, and 20.5+3.5 ng/ml, respectively (p,_, =
0.007). In patients aged over 50 years at the onset of disease, the majorfactor ofpathogenesis that negatively affected their survival
is the duration ofan active phase thatfavored the development of cardiovascular, respiratory, and metabolic diseases and malignant
neoplasms, the severity of which substantially limits the capacity ofa surgical intervention. The administration ofsomatostatin an-
alogues in relative smaller doses is a more preferable treatment option. It is inadvisable to use dopamine agonists (without sensitivity
being kept in mind) and radiotherapy (in an old age group).

Key words: clinical course of acromegaly, age-related differences, treatment policy

AKpomeranus (Kak v ee KNMHUYECKWIA BapuaHT — ru-
raHT3M) OTHOCUTCS K KaTeropmm aHAOKPUHHBIX 3a60se-
BaHWIA, XapaKTepusyoLMXCA MaTo/IOrMYecKy BbICOKUM
YPOBHEM K/IETOUHOM MpONngepaTUBHOM aKTUBHOCTY,
NPUBOASALLEN He TONbKO K MPOrpeccupyrowemMy passu-
TUIO Y 60/IbHBIX MHOXECTBEHHbIX MOPHO(PYHKLNOHA b-
HbIX 1 06MEHHbIX M3MEHEHWIA, HO N K YCKOPEHHOMY MC-

YyepnaHuo pe3epBHbIX BO3MOXHOCTEW opraHusma. Pe-
3yNbTaToOM MPOLO/DKUTENBHON M3ObITOUHOM NPOAYKLMM
ropmoHa pocta (P) siBnseTcA BO3HUKHOBEHME Yy 60/b-
HbIX PacrnpoCTPaHEHHbIX CUCTEMHbIX HapyLUeHWiA ¢ pas-
BUTVEM NOJIMOPraHHOWN HeJOCTaTOYHOCTH, BbI3bIBatOLLEN
CYLLECTBEHHOe MajeHre KayecTBa >XM3HW MNauWeHTOB,
PaHHIOK MHBAIMAN3ALMIO U MPEXXAEBPEMEHHYO CMEPTb.
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CornacHo COBPEMEHHbIM  3NUAEMUNONOTNYECKUM
[JaHHbIM, CMepPTHOCTb MPW aKTUBHOW akpomeranvu B
4—10 pa3 npeBbllaeT TaKOBYH B 06LLElr nonynsauun.
Mpexxae BCero aTto 06bACHAETCHA TEM, YTO Y 6O/bHbIX
akpomeranveli Bbllle 3a00/1eBaeMOCTb KapAnoBacKy-
NAPHBLIMU, PECMIVPATOPHBLIMU, 0OMEHHBIMU 1 3/10KaYe-
CTBEHHbIMW 3a00/1eBaHNAMU, CYLLECTBEHHO OrpaHu-
UYMBAKOLLMMU NPOLO/KUTENIBHOCTE UX XU3HU [5, 13
20]. AokaszaHo, 4TO BeAyLmMMU hakKTopamMn B naTore-
He3e CMCTEMHbIX M OPraHHbIX OC/TIOXHEHWIA, CHMKatO-
LMX BbDKMBAEMOCTb O0/bHbIX aKpoMeranvein, siBNs-
HOTCH, BO-MEPBbIX, CTEMEHb FOPMOHA/IbHOW aKTUBHO-
CTM OMyXxonu runomnsa, xXapakrep n 0COGEHHOCTU ee
pacnpocTpaHeHns, a BO-BTOPbIX — COOGCTBEHHO Mpo-
[LO/MHKUTENIbHOCTL aKTVBHOWM (hasbl 3aboneBaHus [14].

MepBas rpynna )akTopoB OLIEHNBAETCA MO YPOBHIO
cofep>kaHus B Kposu P v vHcynnHonogo6Horo poc-
ToBOro cpaktopa | (MP®-1), anHaMmmnke 1 Hanpas/e-
HUIO OMyXOJIEBOr0 POCTA, & TAKXe BbIPa>KEeHHOCTU rop-
MOH&/TbHbIX, HEBPOIOTNYECKNX, 3PUTENbHBIX U UHBIX
HapyLLEeHW, CBA3aHHbIX C HEKOHTPONPYEMbIM POC-
TOM OMyXonu. B TO Xe BpemMs pacnpocTpaHeHHOCTb U
BbIP&XXEHHOCTb CUCTEMHbIX U 0OMEHHbIX HapyLUEHWI,
BCTPEYAIOLLIMXCA MPU aKpOMeraivm, HanpsamMyto 3aBu-
CAT OT CTEMEHUN U MPOAO/HKNTENIbBHOCTN CEKPETOPHOIA
rMNepakTMBHOCTN.

MOCKO/IbKY M3BECTHO, YTO MHTEHCUBHOCTb FOPMO-
Ha/IbHOM NPOAYKLMN 1N CKOPOCTb K/IETOUHOW Nposu-
(hepauum uMelOT onpefesieHHble BO3pPacTHble 0OCO-
6eHHOCTWN, aBTOPbl MOCTaBWUAM Leflb BbISBUTb BO3-
MOXHble BO3PaCTHble Pa3/inunsa B JUHAMUKE KITVHU-
YeCKOW KapTuHbl 3ab0/eBaHUS U OLEHUTb 3hdek-
TUBHOCTb UCMO/b3YeMbIX COBPEMEHHbLIX METOLOB Jle-
YeHMa aKpoMeraimm C yyeTOM BO3pacTa gebroTa 3a-
60neBaHus.

MaTEpI/IaJ'IbI n MeTofbl

O6cnepgoBaHo 140 60/bHBIX akpomeranveli B BO3-
pacTe oT 18 no 80 net (cpegHuii Bo3pacT 55 + 4 roga),
KaK npoLueglmnx feyeHune, Tak U ¢ BrepBble MocTas-
JNIeHHbIM gnarHo3om. Cpegn HuX 66110 109 XKEHLYIH 1
31 my>KuuHa.

MopTBep>KAeHNEM HeraTuBHbIX MeAVKO-CoLmasb-
HbIX MNOCNeACTBUIA 3a60n1eBaHWA ABAAACA TOT (PaKT, YTO
86 (61%) 60/bHBLIX K MOMEHTY BKJIHOUEHUS B UCCNeo-
BaHne nmenu I—II rpynny MHBa/INAHOCTMU.

M3 obuero yncna nayneHToB 125 60/bHbIM paHee
6bl/IM NPOBefeHbl pasfiNYHble BUAbI feveHnsa: 57 na-

(TpaHccheHonaanbHbIM UV TPaHCKPaHWaibHbIM 40C-
Tynom). B cBA3N C OTCYTCTBUEM K/IMHUKO-OBUOXNMU-
Yyeckol pemuccun 27 6071bHbIM 13 3TOW FpynMbl 6bln
HasHayeHbl aroHucTbl godamuHa (AL), a 14 60/bHbIM
LOMNOMHNTENBHO MpoBefeHa nyyesas Tepanus (U3 HUX
10 nauueHTam C nocnefylowuym HasHadyeHvem AfLl).
B kauecTBe nepBUYHOI Tepanum 26 60MbHbLIM NpPOBe-
[eHOo NnyyeBoe JiedyeHne (ramma-tepanus, NMPOTOHHOE
0651yyeHue). Mmnogus obnyyanm 3a 6,2 + 0,9 roga
(megnaHa 2—18 neT) A0 BK/IHOUYEHUA B UCCNefOBaHKe.
Y 20 (77%) 60/bHbIX 3TOW rpynnbl fIe4eHne 6bIN0 [0-
NnosiHeHo HasHayeHvem A/fl. MNepBuYHas MeaVKaMeHTO3-
Has Tepanua ALl (6BPOMOKPUMTUH, napnofen, abepruiH,
KabepronvH) 6bl1a HazHayeHa 42 60/bHbIM (Tabn. 1).

JnarHo3 akTMBHOWM (ha3bl akpOMeraimm OCHOBbI-
Ba/ICA Ha JaHHbIX K/NHUYECKOl KapTuHbl 3abonesa-
HUS, TOPMOHa/IbHOrO uccnefosaHus (yposeHb P BblI-
we 2,5 Hr/mn, cogep>kaHve VIP®-1 Bbilie BO3PacTHOM
HOpMbI (Tabs. 2) u oTcyTCcTBME nojasneHus P Ha ¢go-
He rnpuema 75 T [/1I0OKO3bl HWKe | HI/MN), BbIpaXKeH-
HOCTN OOMEHHbIX HapyLleHWiA. Y Bcex 60MbHbIX OLue-
HVYBa/IM OOLWYI MNPOLO/MKUTENBHOCTL 3ab0neBaHus,
[ONNTENbHOCTb aKTMBHOW (hasbl, HanumMe 1 CTeneHb
BbIP@XXEHHOCTWN OPraHHbIX 1 CUCTEMHbIX HapyLLEHWIA,
HENocpeiCTBEHHO B/IVAIOLLMX Ha BbIXKMBAEMOCTb U Ka-
YeCTBO XXM3HW MauneHToB. Bcem 60/1bHBIM NPOBOAUN
MPT ronosHoro mosra ¢ KOHTPaCTHbIM YCUSIEHNEM,
OKI, Y3/ wWnToBMAHOM >Kenesbl, cepAua, OpraHoB
GpIOLLUHOM MOMIOCTM U Manoro Tasa, Mammorpaguio,
KOJIOHOCKONMUIO, OCMOTP T/1a3HOro AHa ¥ OUEHKY Mo-
Nen 3peHus.

OnpegeneHne ypoBHel P n MP®-1 B CbIBOPOTKe
KPOBW MNPOBOAWAN B OTAENEHUN TOPMOHA/IbHBLIX UC-
cnepoBaHnii MMA M. V. M. CeuyeHoBa C MOMOLLbIO
XEMUNOMUHECUEHTHOTO VMMMYHOMEPMEHTHOIO aHa-
Nn3a Ha aBTOMaTuU4yeCcKOM aHanmsaTtope “Immulate
2000" (DPC, CLUA).

PesynbTaTbl MccnefoBaHs 06paboTaHbl C MOMOLLbIO
nporpamm “Statistica” n "Excel”. [JaHHble npeacTaBneHbl
B BUJE CPeAHMX apudMeTUUYeCKUX 3HAUYEeHWI 1 OLLINOKHK
cpegHero (M £ T). Ecnm pacnpefeneHne He ABfSNOCh
HOpPMa/lbHbIM, JaHHble NpeacTasnanu B suge Me (min,
max), rae Me — megmnaHa, min—max (MUHUMaIbHOE U
MaKCUMasibHOe OTK/IOHeHMe). KayeCcTBeHHble MokasaTe-
NV NpeACTaBnsANv B Buge abCoONOTHOrO Yncna Habnoae-
HUWIA N NPOLEHTa OT 06LLEr0 Ymcna 60/bHbIX MO BbIOOPKE
B LE/IOM MM B COOTBETCTBYHOLel rpynne. JocTosep-
HOCTb pa3nnuunii oueHuBany no /-kputeputo CTblofeHTa

L7191 HE3aBNCKMbIX BbIPabOoTOK 1 Mo %2-Kputeputo. OTn-

UMeHTaM — HelipoxXmpypruyeckoe BMeLLATe/IbCTBO  YuMsi CuUMTanM AOCTOBEPHbIMU Mpu p < 0,05.
Tabnuuya |
CxemMbl 1 3heKTUBHOCTb MPOBEAEHHOr0 SIeYeHNs
Buabl niedeHUs 1 X KOMGUHaLUSA
Ipynna X X+ N X+ AL X+ 1+ A0 n n+ AL Al Pemuccmsa, %

14 6(5) 1 (1) 4(2) 1 (0) L (0) 61,5
2-4 8 (4) 2 (1) 19 (5) 9(3) 6(0) 19 (2) 23,8
3-4 2 (2) 1(1) 4(1) 6(2) 14 (7) 22 (3) 33
Bcero.. 16(11) 4(3) 27 (8) 10 (3) 6(2) 20 (7) 42(5) 31,2

MpumeyaHne. X — xupyprudeckoe nedveHuve, J1 — nyyeBoe nedeHvie. B ckobkax — 4Mcio 60/bHBIX C KINHUKO-OMOXMMUYECKOT

pemuccureii.
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Tabnuuya 2
PethepeHcHble 3HaveHus ans MIPd-1 B 3aBUCMMOCTM OT BO3pacTa na-
LneHTa

BospacT, rofbl BospacTHast Hopma VP®-1, Hr/mn

21-25 116-358
26-30 117-329
31-35 115-307
36-40 109-284
41-45 101-267
46-50 94-252
51-55 87-238
56-60 81-225
61-65 75-212
66-70 69-200
71-75 64-188
76-80 59-177
81-85 55-166

Pe3ynbTaTbl U X 06CY>KAeHNE

CpefHunin BO3pacT NaLMeHTOB BO BPeMs npejnona-
raemoro ae6toTa 3aboneBaHust cocTasnsn 41,8 +£1,1
roga. CpefHuin BO3pacT 60/1bHbIX NPV NOCTAHOBKE An-
arHosa — 49,0 1,2 roga. Takum o6pa3om, ycpeaHeH-
Has NMpPOAO/MKUTENbHOCTbL Nnepuoa oT AebroTa 3abose-
BaHWA [0 ero AMarHoCcTUKM coctasnsana 7,2 roga. Uto
KacaeTcs NPOLO/MKUTENIbHOCTU aKTUBHON (ha3bl akpo-
mMeranumn (rnepuoga ot Havana 3aboseBaHUsA [0 AOCTU-
YKEHUS CTOMKOM KIMHMKO-NabopaTopHO pemMuccun),
TO OHa Oblna 6onee 4MTENbHONM, COCTaBNAS B CPeSHEM
okosno 10 net (1;3L rog). ¥ 73 (52%) 60/bHbIX Mpu Mno-
CTaHOBKe [uarHosa BbIABNANN MUKPOaLeHOMY TUro-
hun3sa, y 67 (48%) — makpoafeHOMY rurnogusa.

Bce nmauneHTbl B 3aBUCMMOCTM OT BO3pacTa K MoO-
MeHTY 06cnefoBaHNA ObINM pasfeneHbl Ha 3 Tpynnbl.
B 1-t0 rpynny Bowwsio 14 60/bHbIX (5 MY>XXUMH U 9 XKEH-
WwmMH) B Bo3pacTe 20—39 neT, BO 2-10 — 72 nauyueHTa
(20 My>KUMH 1 52 >XeHLWMHbI) B Bo3pacTe 40—59 neT u
B 3-10 — 54 naumeHTa (5 My>XUMH 1 49 >KEHLLUNH) B BO3-
pacte 60 net u ctapwe. NayMeHToOB C NO34HUM Hava-
JIoM 3ab0/eBaHNsl 0Ka3a/loCb CPAaBHUTE/IbHO MHOrO,
4TO, NO-BUANMOMY, OOBACHAETCA HapacTaHWEM C BO3-
pacToM 4umcna TOYeUYHbIX MyTauuii B COMaTOTpodax.

XapaKTepucTuka rpynmn UccnefoBaHHbIX 60/bHbIX

MPOB/IEMbI 3HOOKPUHOOI NI, 2006, T. 52, Ne 3.

O6paLLaeT Ha ceba BHMMaHWe, YTo C BO3pacToM OT-
MEeYaeTCs NPOrpeccupytoLliee YMeHbLUEHWE [0/ MYXK-
UYMH C akpomerasnveii: B 1-i rpynne 66110 38,5% My>K-
UMH, BO 2- — 28%, B 3-in — Bcero 9,3% (p,_3 < 0,05,
J1-3 < 0,02). 370 06CTOATENLCTBO, MNO-BUAVMOMY,
06YC/IOB/IEHO COBOKYMHOCTbLIO CNefyroLmXx (hakTopos:
a) bonee arpeccrMBHOe TeUEHME aKpPOMerasium y Myx-
YMH, 6) MeHbLLAsA MO CPaBHEHMIO C XEHLUMHaMu Npo-
LOMKNTENBHOCTb YXU3HU MY>XKCKOr0 HaceneHus B PP,
B) HM3Kas KOMM/IAeHTHOCTb MY>KUYUH. MoKa3aTenbHo,
YTO B psAfe AaNMAEMNOSIOTNYECKMX MCCnefoBaHNA Mosa-
TBEPXKAEHO HeraTuUBHOE B/IMSIHUE MYXXCKOro Mnosia Ha
rnokasaTesib BbDKMBaemocTtu [4, 10].

[na oueHKn xapakTepa 1 OCOGEHHOCTeN pa3BUTUSA
MaToNOrMYecKoro npoLecca Hac npexzie BCero MHTe-
pecoBan Criefyrolye MoKasaTenn: BO3pacT [febroTa
3a6051eBaHNs, BO3PacT MaUMEHTOB MpU MOCTaHOBKE
AnarHosa 1 Npofo/HKUTENIbHOCTL aKTMBHOWM (hasbl 3a-
60/1eBaHNS.

MprmepHbIV BO3pacT NaLMeHTOB npu AebtoTe 3a-
6oneBaHusA B 1-ii rpynne coctasun 27,5 +1,9 roga,
BOo 2-1 — 37,5 + 1,0 roga, B 3-1 — 51,2 + 12 roga
(P]-2, 2-3, 1-3 — 0,000).

CpegHuii BO3pacT MauMeHTOB MNpPU MOCTaHOBKE
AvarHosa B 1-in rpynne coctaBun 31,3 = 2,0 roaa,
BO 2-ii — 43,7 = 0,9 roga, B 3-ii — 60,5 +1,1 roga
(P1_2,2-3, |-3 = 0,000). J1aTEHTHbIA NeproL y 60/bHbIX
B 1-ii rpynne npogomkancsa 3,8 = 0,7 roga, 2- —
6,2 +£ 0,6 roga n 3-in — 9,3 + 0,8 roga {p} 2 — 0,090,
p2_3 = 0,002, P1_3 = 0,001).

CBefieHUs1 0 rpynnax npuBeeHbl B Tabs. 3.

Y 50% 60/bHbIX 1-i Fpynnbl, HECMOTPS Ha CpaBs-
HUTENIbHO  KOPOTKWA  AOHO30/10TMYeckuii  aTan
(3,8 £ 0,7 roga), Nnpu nocTtaHOBKe AuarHosa onpefe-
nanacb MakpoageHoMa rurnomsa ¢ 3KCTpacenIaApHbIM
pacrnpocTpaHeHreM, COMPOBOXAAIOLNMCA Pa3BUTUEM
3pUTENbHBIX U HEBPOJIOTMYECKMX HapyLueHui. [Mpu
OLEHKe B/IMAHUA NPOLO/HKUTENbHOCTU aKTUBHOM (ha-
3bl Ha pa3Mep Onyxosn rnmnogmsa yCcTaHoOB/IEHO, YTO Y
60/bHbIX C BbIAB/IEHHOV MWKPOaLEeHOMOW runopusa
NaTeHTHbIA nepuoj, 4O MOCTaHOBKM AuarHosa 6blin
MeHbLUEe, 4YeM Yy OO0/bHbIX C MaKpOaJeHOMOW —
29 £ 0,649 £1,1 roga COOTBETCTBEHHO. [Mpu 3TOM

Tabnuuya 3

MapameTp 1-a rpynna 2-a rpynna 3-a rpynna JlocTonepHoCTb pasnuumns
BospacT gebtota 3ab6onesaHus, rogpl 275+ 19 37,0 10 512 + 12 P1-2.3-3.1-3 ~ 0,000
BospacT npu noctaHoBKe AnarHosa, rogpl 31,3 £ 2,0 43,7 + 09 605+ 11 P|-2.2-3.1-3 = 0,000
Mpoao/MKUTENBHOCTbL TIATEHTHOrO Nepuoaa, rofbl 38 +£ 0,7 6,2t 0,6 93 + 0,8 P\-2=0,090; — 0,002; = 0,001
YposeHb P [0 neyeHuns, Hr/mn 58,6 + 153" 412 +59° 205 + 35" P,_3 = 0,007
YposHu TP n IP®-1 nocne HepaanKaibHOro /ie4eHus,
Hr/Mn 11,9 £ 5060 21,7 £ 3,4e 93 + 1,16 1-9 — pin < 0,001
2-a4 — Poa = 0,004
3-a — Po6 < 0,001
488,8 +£ 57,7 592,6 + 448 4611 + 60,5
YpoBHu P 1 MP®-1 y 60/bHbIX C PEMUCCUENA, HI/M 1,2 + 0,26" 1,26 + 0,2° 14 + 02" 1-4 —P,, = 0,000; P6, = 0,018
2-a — p,, = 0,000; A5, = 0,004
3-4 — p,, = 0,000; Ps, = 0,000
161,4 = 275 1442 + 22,1 1124 + 20,7
MpumedaHue. “16" — ypoBHM TP 10 neyeHus, nocne HepaauKaibHOrO fIeHeHUs U NPy peMUCCUn.
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OoTMeYasnacb MOMOXKUTEbHAsA KOPPeNAUnsa Mexay pas-
MEPOM OMyXO/IN U CTEMEHbIO ee FTOPMOHa/IbHOM aKTUB-
HocTW. Tak, ypoBeHb Py 60/1bHbIX C MaKpoaAeHOMOIA
cocTassnisfn 95,6 = 25,6 Hr/mMA, y NauMeHToB ¢ MUKPO-
ageHomoli — 21,5 + 6,3 Hr/mn (p < 0,05). [daHHbIA
(hakT yKasbiBaeT Ha TO, 4YTO B 1-Ii rpynne yBennyeHve
NPOAO/MKUTENIbHOCTM  aKTUBHOW (hasbl akpoMerainm
COMPOBOXJaeTcsl JOCTOBEPHbIM HapacTaHneM ob6bema
N CEKPeTOPHOWM aKkTUBHOCTM OMyX0nu runodgum3sa.

Bo 2-n rpynne nNaTeHTHbIA Nepuog COCTaBuW
6,2 + 0,6 roga, T. e. NnpuMepHO B 1,5 pa3a npesbiian
TakoBoi B 1-i rpynne. Mpn MPT y 57% nauyneHTOB
BblsiB/ieHa MakpoajeHoma, y 43% — MuKpoaseHoma
rmnogmsa. Tak Xe Kak u B 1-ii rpynne, pasmepbl age-
HOMbI MOJIOXMUTENIbHO KOPPEeNupoBasii C MPOAO/IKU-
TENbHOCTbIO JIATEHTHOrO nepuoga. Y 60/bHbIX 2-i
rpynnbl ¢ MMKPOaAEHOMOM rmnogmsa aToT Nepuos co-
ctaBun 5,1 + 0,82 roga, Torga Kak y 60/bHbIX C Mak-
poafeHOMO rmnodusa oH 6bia 60/1ee NPOAOHKUTESb-
HbiIM — 7,0 £ 0,9 roga. ¥YpoBeHb [P y 60/bHbIX C MaK-
poageHomol coctaBnan 43,3 + 7,7 Hr/m, TOrga Kak 'y
60/bHbIX C MUKPOaAEeHOMOV runogmsa oH Obll He-
CKOJIbKO Hmke — 38,2 + 9,5 Hr/mn.

O6pawyaeT Ha cebs BHMMaHWe, 4YTO Y 60/bHbIX 3-i
rpynnbl (cambIX CTapLUmMX Mo BO3PacTy) AOHO30/10TU-
yeckuii nepmopg coctaeun 9,3 + 0,8 roga He3aBUCKMMO
oT pasmepa onyxonu runogusa (p,_2 3 = 0,002). Mpwn
3TOM, HECMOTPS Ha yBeNMyeHne NaTeHTHOro rnepuoja,
MO CPaBHEHMIO CO 2-i Fpynmnoi fons 60/bHbIX C Bbl-
AB/IEHHON MaKpoafeHOMOW runogmusa B 3-i rpynne
6bl/1a JOCTOBEPHO MEeHbLLIe, COCTaB/AS COOTBETCTBEH-
Ho 57 n 35% (p = 0,002).

Ecnm cyantb 0 ropmMOHanbHOM akKTUBHOCTU COMa-
TOTPOMWHOM B Pas/INYHbIX BO3PACTHbIX Fpyrnmnax, To
MpocCnexxnBaeTcss MOCTYMaTe/lbHOE ee CHUDKEHUEe MO0
Mepe yBeNMYeHns Bospacta. Tak, B 1-i rpynne ycpea-
HEHHbI ypoBeHb NP coctaBun 58,6 + 15,3 Hr/mA, BO
2-n — 41,2 + 5,9 Hr/mn, B 3-1 — 20,5 = 3,5 Hr/mn
(P13 = 0,007). MNopaTBEpPXAEHNEM CKa3aHHOIO ABNSET-
CA CcTaTuUCTU4YecKn poctoBepHoe (p = 0,002) cHuke-
HVe B CTapLueli BO3pacTHOW rpynne foAu 60/bHbIX C
MakpoageHoMamu runogusa (c 57% Bo 2-i rpynne o
35% B 3-i) M NpeBaIMPOBaHNE MaLUMEHTOB C MUKPO-
ageHomamu runodmsa (65% B 3-i rpynne npoTus 43%
BO 2-i).

UTo KacaeTcs BO3pPaCTHOW AUMHAMMKM OMyXOseBOA
rOPMOHa/IbHOW aKTUBHOCTK, TO B 1-i rpynne ypoBeHb
"P y 60/bHbIX C MaKpoaAeHOMOM rnnodmsa cocTaBns
95,6 + 25,6 Hr/mn, BO 2-ih — 43,3 + 7,7 Hr/Mn, Toraa
KaK B 3- — 20,2 + 4,7 Hr/Mn (COOTBETCTBEHHO P, _2 =
0,018, p2_3 = 0,055, p,_3 = 0,000). Mpuuem B 3-ii
rpynne OTCYTCTBOB&/IM Pasinvyns rno yposHo P mexx-
Ly 60/IbHBIMW C MaKpo- U MUKpOaZeHoMamu rmnoju-
3a (20,2 £ 4,7 n 20,6 £ 4,9 Hr/M/1 COOTBETCTBEHHO).

lMNoka3aTesnlbHO, YTO MO Mepe yBe/IMYeHUs Bo3pacTa
YBE/IMUNBAETCH MPOMEXYTOK BPeMeHU, HEOOXOANMbIT
NS pa3BUTUA MaKpoadeHOMbl runogmsa. B 1-ii rpyn-
ne aToT nepwog coctasun 4,9 + 11 roga, BO 2-i —
7,0 £ 0,9 roga, B 3-n — 9,3 = 0,8 roga (px_3 = 0,006),
YTO TaKXKe, Ha Hall B3rnaf, CBUAETENbCTBYET O CHU-
YKEHUWM C BO3PacTOM CEKPeTOpPHOlM M nponudepaTms-
HOW aKTMBHOCTW COMaTOTpornMHOM. Ha 6uonorunde-
CKOM YPOBHE 3TO MOATBEPXKAAETCS NPOrPeccUpyroLLM
(no mepe yBenunueHUs BO3pacTa) YMeEHbLLUEHUEM MPO-
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OyKuMn TP, 4TO NPOABAAETCA COOTBETCTBYHOLLMM CHU-
XeHvem cogepxxaHua NP n NP®-1 B Kposu.

Mpw oueHKe athheKTUBHOCTU paHee NPoBeJeHHOr0
JleYeHUs akpoOMeraium Mbl UCXOAWIUN U3 KPUTEPUEB,
COrnacoBaHHbIX MeXAYHapoHbIM KOHCeHcycom [12],
COr/laCHO KOTOPbIM Ha JOCTVKEeHMEe KINHUKO-O6UOXU-
MUYECKON PEMUCCUN YKasbIBatOT: CHVDKEHWe 6Gasasib-
HOro ypoBHsi 'P HWxXe 2,5 Hr/mn, nogaeneHne cogep-
»aHua NP Huxe 1,0 Hr/mMn Ha doHe npuema 75 1 rno-
KO3bl, HOpManu3aumsa yposHa VIP®-1 B cooTBeTCTBUN
C BO3pPacTHOM HOPMOW, HOPMaIM3auusa remoanHamu-
YEeCKUX W OOMEHHbIX HapyLleHui, npegynpexaeHue
pasBUTUA HEBPOSIOMMYECKUX, KapAMOBACKYNAPHbIX,
pecnmpaTopHbIX 1 OBGMEHHbIX OC/TOXKHEHWA.

JaHHble, CBMAETENbCTBYIOLWME O XapakTepe N ag-
(PeKTMBHOCTU MPOBEAEHHOIO fleYeHWs, MNpuBeAeHbl B
Tabn. 1 un 3.

OPPEKTUBHOCTL XMPYPr1UYECKOro fieYeHns B AaH-
HOW rpynne cocTtaBuna 68,7%, XMPypru4eckoro neye-
HWA B cCOYEeTaHUM C Nly4eBoli Tepanuein — 75%, Xnpyp-
rMYeckoro sievyeHusa B codetaHum ¢ AL — 29,6%, xu-
PYPryvyeckoro fieyeHns B COYETaHUM C NIy4eBON Tepa-
nuel n HasHadeHnem AL, — 30%. DhheKTUBHOCTL Ny-
YeBOW Tepanun B KayecTBe MepBOHaYa/lbHOrO MeToAa
NneyeHns coctasumna Bcero 33%, a B coyeTaHUU C Ha-
3HayeHnem Al — 35%. HanmeHbLUMI NpPOLEHT pe-
MUCCUKN Habnodanca npyu HasHadeHun AL — 11,9%.

Takum 06pa3oM, HanbObLLINIA MPOLLEHT peEMUCCUN,
COrNacHoO MeXAyHapoAHbIM KPUTEPUSAM, OTMEYEH Y
60/1bHbIX NPY UCMONb30BAHNN XMPYPrAYECKOro MeTo-
a neyeHus.

Hwe npusefeHbl pe3ynbTaTbl JIEHYEHUA B pasny-
HbIX KNMHMYECKMX rpynnax. M3 14 60nbHbIX 1-i rpyn-
nbl 13 nauveHTam 6bI10 NPOBEAEHO CrefytoLlee fneve-
HUe: 6 — TONIbKO XMPYPruyeckoe BmeLlaTenscTeo, | —
B COYeTaHUW C Ny4YeBON Tepanuei, 4 — B coOYeTaHuu C
HasHauyeHnem A/fl, | — B COYeTaHUM C NIy4eBOW Tepa-
nuein n Afl. Takum o6pa3om, ornepaTMBHOE BMeLla-
TeNbCTBO BbINOMIHEHO 12 u3 13 nauymeHTtoB. OAWH
60/1bHOM nonyyan nuwb A/l B KauecTBe MOHOTepanuu
(cm. Tabn. 1).

McxoaHbli ypoBeHb TPy 60/bHbIX 1-i rpynnbl B
cpefHem cocTtasnian 58,6 £ 15,3 Hr/mn. Ha doHe npo-
BELEHHOr0 fleyeHUs y BCexX B0/bHbIX OTMeYanoch Aoc-
TOBEepHOe CHWXXeHue ypoBHSA P, ogHako nosHas pe-
MUCCUS BbiSiB/IEHA TOMbKO Y 8 (61,5%) 13 13 60/bHbIX,
Yy KOTOpbIX YypoBeHb [P B CbIBOPOTKE COCTaBW/I
1,2 £ 0,26 Hr/mn, NP®-1 — 1614 £ 27,5 Hr/mn.
Y 60/bHbIX C COXpPaHeHHOl aKTMBHOCTbIO 3a60/1eBaHNA
copepxxaHue P coctasuno 11,9 + 5,0 Hr/mn, NP®-1
— 488,8 = 57,7 Hr/mn (p < 0,001) (cm. Tabn. 3).

CpaBHUTENBHO BbICOKWI MPOLEHT G0/bHbIX C He-
pagvKanbHOW afeHOM3IKTOMMEN, MO-BUAMMOMY, 00b-
ACHSAETCA, BO-MePBbIX, 60/LLIMM O6BLEMOM OMyX0/N
rmnogmsa ¢ MHBa3WBHbLIM POCTOM KO BpPeMeHU auar-
HOCTUKM 3a60/neBaHnsA, BO-BTOPbIX — 60/1ee MOIOAbIM
BO3pacTOM MauMeHTOB, Y KOTOPbIX 60/iee aKTUBHA Krie-
TOYHaa nponudepayms.

Bo 2-ii rpynne neyeHne 6bI10 NpoBegeHO 63 n3 72
60/IbHBIX: XMPYPruyeckoe fieveHne B KayecTBe MOHO-
Tepanun — 8, B COYMETaHUW C Jy4eBOi Tepanuen — 2,
c ucnosb3oBaHMem ALl — 19, B cOYeTaHUU C STyHeBOA
Tepanueii n AL — 9 naumeHTam. JlyuyeBas Tepanwus,
noroniHeHHas npvemom A/l, 6blia HazHadeHa 6 naum-
eHTam, nepBuyHoe nedyeHne AL — 19 60/bHbIM.



Mo uToram npoBefEeHHOro Jsie4YeHus, MonHasa pe-
MMccUsa BO 2-i rpynne oTMedeHay 15 (23%) 60/bHbIX
13 63. ¥poBeHb NP y mayneHToOB C pemMuccuen cocta-
Bun 1,26 = 0,2 Hr/mn, P®-1 — 1442 + 22,1 Hr/mn.
Y 60/bHbIX C COXPaHAILLECA aKTUBHOCTbIO 3ab0rie-
BaHUA cofep>aHne 'P coctaBuno 21,7 + 3,4 Hr/mn,
NP®-1 — 592,6 + 44,8 Hr/mn. Pasivumne mexay rnog-
rpynnamMm ctaTUCTUYeCKN AOCTOBEPHO, p < 0,001 (cm.
Tabn. 3). ObpallaeT Ha cebs BHMMaHWe, 4TO BO 2-ii
rpynrne no CpaBHeHWIO ¢ 1-i BbIsiB/IeHa 3HAUNTENbHASA
[0S MauMeHTOB C HepaauKasibHOM afeHOM3KTOMUEA
(89,4% npoTuB 58,3%; p = 0,044), KoTOpbIM [0MOS-
HUTeNIbHO TPeboBasloCh lyyeBOe UM MeAUKaMeHTO3-
Hoe fleyeHme. HanomMHuMm, 4TO BO 2-i rpynne Habsto-
Janca HavMbonblUMA NPOLEHT MakpoajeHOM C WHBa-
3VIBHbIM POCTOM, YTO, BO3MOXHO, 0OBbACHSAETCS 60siee
NPOAO/MKUTENBbHBIM aKTUBHbBIM TMEepMoLOM akpomera-
nmn. OTMeYeHa HM3Kaa 3(PEKTUBHOCTL MCMO/b30Ba-
HUA Ny4eBO Tepanun Npu CPaBHUTENIbHO MPOAO/IKU-
TenbHom (6,2 + 0,9 roga) noctnyyesom nepuoge n AL,
B KaueCTBe KakK MOHOTepanuu, Tak 1 KOMOUHMPOBaH-
HOro sieveHus.

MauyyeHTbl 3-i rpynnbl (60 NeT u cTaplle) npeg-
CTaBNANM ON18 Hac MHTEpPeC B CUJIy TOro, YTO Mpu ak-
pomeranvn [eKnapupyeTca OTHOCUTENIbHO HU3Kas
NMPOLO/MKUTENBHOCTb XXU3HWU. B CBA3M C 3TUM Obinn
NPeanpuHATBLI YCUNSA N0 U3YYEHUIO XapaKTepa passu-
TNS 3a60neBaHVA B MOXW/IOM Bo3pacTe. Kak yxe oT-
Meyanocb, NPUMepHbI AeboT 3a6oneBaHnsa y 54 60/b-
HbIX 3- rpynnbl ApMXoaunacs Ha Bo3pacT 51,2 + 1,2
roga ¢ NMpoAO/HKUTENBLHOCTLIO IATEHTHOro Mepuoja B
cpegHem 9,3 + 0,8 roga.

Kak cnefyeT 13 aHaMHeCTUYeCKUX JaHHbIX, Jsieye-
HWe AaHHOVM rpynnbl NauVeHTOB XapaKTepu3oBasioChb
HMU3KOM XUPYPrMYECKON aKTuUBHOCTbHO — 7 (13%)
60/bHbIX, MPENMYLLECTBEHHbIM Ha3Ha4YeHneM Jsy4e-
BoWi Tepanun — 20 (37%) 60/bHbIX 1 AL — 36 (66,7%)
60nbHbIX. COrnacHoO pesysnbTaTam MccnefoBaHus, ag-
(PEeKTUBHOCTb XMPYPrnM4ecKoro JieyeHUss COCTaBu/a
28,6%, pagmnotepanumn — 10%, A/l B KayecTBe MOHO-
Tepanun — 13%. 3TWU HeyTeluuTe/lbHble pe3y/ibTaThl
YKasblBalOT Ha HEOOXOAMMOCTb NMepecmMoTpa Jie4ebHow
TaKTUKN y 60JIbHbIX CTapLUero sospacra.

B uenom no 3-i rpynne, HECMOTPS Ha AOCTOBEPHOE
CHWXeHue ypoBHa P ¢ 20,5 + 3,5 go 9,3 = 11 Hr/mn,
rnosiHas Guoxmmuyeckass pemmccus 3abonesaHus (co-
nepxkaHue TP 1,4 + 0,2 Hr/mn; p = 0,000) Habnoga-
nack vk B 33% cnydaeB (y 16 13 49 60/bHbIX). Ypo-
BeHb VIP®-1 y 60/MbHbIX C COXPaHAIOLLIENCA aKTUBHOM
akpomeranmein coctasun 461,1 + 60,5 Hr/mn, y 60/b-
HbIX B cTaguu pemuccern — 1124 + 20,7 Hr/mn
(p = 0,000) (cm. Tabn. 3).

Mpwn oueHke 06X pe3ynbTaToB paHee MpoBefeH-
HOro fieyeHns obpallaeT Ha cebs BHUMaHWe, YTo y 86
<6'8,8%) M3 125 60MbHLIX COXpaHANnacb akTMBHas CTa-
Ans 3aboneBaHus. HecmoTps Ha HEKOTOpPOEe CHMXKe-
Hue, ypoBHn NP n NP®-1 Haxoaunch Bbille BO3pac-
THOI HOPMbI, YTO, KaK M3BECTHO, SIB/ISETCA OCHOBHbIM
(haKTOPOM, CNOCOBCTBYHOLLMM fasibHelLIeMy nporpec-
CMPOBaHMIO OPraHHbIX N CUCTEMHbIX OC/OXXHEHWUIA W
CHVDKEHUIO BbIKMBaEeMOCTU 60JbHbIX.

Cpean (hakTOpOB PUCKA, CYLLECTBEHHO B/USAIOLLNX
Ha BbDKMBaEMOCTb 60/IbHBLIX MPU aKpoMeraamu, Bblie-
NAT NPeANKTOPbl NPeXAeBpPeMeHHOM cMepTy 1 npe-
OVKTOpbI, yCcyryonswouwme TeuyeHne 3abofeBaHus.
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K nepBbIM OTHOCATCA apTepuasibHasd TUMepPTeH3Us
(AlN), AeKOMMEeHCMPOBaHHbI caxapHbliA AnabeT, co-
XPaHSALWNIACSA Noc/e HeageKBaTHOro JieYeHusl, BbICO-
KA ypoBeHb P, ANWUTENbHOCTb IATEHTHOIO nepuoga
1 BO3pacT MauMeHTOB. YCyry6nsawT TeueHune 3abone-
BaHWA 6o/bLUVE pa3Mepbl OMyXonu rurnogusa, ee cyr-
pacennspHoe pacnpocTpaHeHue, BbICOKUIA JO- 1 Mo-
C/eonepaunoHHblil  yposeHb TP 1 npogomkuTesns-
HOCTb nepmoja OT Havana 3abonesaHWs [0 ero Auar-
HOCTMKM [13]. Takum 06pa3oM, MOXKUIOW BO3pacT na-
LUMEHTOB, 60/bLUas MNPOAOHKUTENIBHOCTb  CKPbITOFO
nepuoga axkpoMeraMv HeratTMBHO B/IMAIOT KaK Ha
NPOAO/IHKUTENbHOCTb MPEACTOSALLEN XU3HU BO0JbHbIX,
TaK 1 Ha ee KayecTBoO.

M3 XapakTepHbIX OCMOXHEHW akpomeraiiu cre-
[OyeT BblAeNsATb KaK JIOKa/lbHble, OOYC/MOB/EHHbIE ar-
PeccrBHbIM POCTOM OMYyXO0/IX, TaK U CUCTEMHbIE, Xa-
paKTepu3yoLMecs MosMopraHHoM natonoruein. Jlo-
KaJlbHble OC/IOXHEHUSA, MPexae BCero, MposBAsA0TCA
BO3JENCTBMEM OLICTPO M UHBA3MBHO PacTyLLel OnyxXo-
N Tunomsa Ha OKpyXKaloLLme CTPYKTYpbl, YTO Mpu-
BOAMT K PasBUTUIO TPOMHOW HELOCTATOYHOCTU, 3pu-
TeNbHbIX W HEBPONOrMYECKNUX HapyLueHuid. CTeneHb
BbIPXXEHHOCTW aHHbIX OC/TOXXHEHWI HENOCPEeACTBEH-
HO 3aBMCUT OT aKTUBHOCTW 1 HaMpas/IEHHOCTU OMyXo-
JIeBOro pocra.

K CUCTeMHbIM OC/TOXXHEHUSAM aKpoMerasimn OTHO-
CATCS KapAMOBACKYNSAPHbIE, pecrnmpaTopHble, CycTaB-
Hble, 0OMeHHble HapyLLeHWs, a TakKXke Heornactuye-
CKue npoueccbl. Mo AaHHbIM Pa3NYHbIX aBTOPOB,
cpefv Hambornee YacTo BCTpeYvaroLuXcs NPUUnNH cMmep-
TN 60NbHbIX akpomeranvein B 30—62% cnyvaeB Bblje-
NAKT KapamosackynsapHble, B 14—25% — pecnupa-
TOpHble HapyLlueHud, B 11—50% cnyyaeB — OHKOJIO-
rmyeckue npoteccsl [7, 19].

Y 78% o06cnegoBaHHbIX HAMW NALWEHTOB BbISIB/IEHA
Pas/IMYHOM CTeNeHW BbIPXEHHOCTU Kapamonartus,
NPOSABAOLLAACA KOHLEHTPUYECKOW runepTpoduei
JIEBOTO WM MpPaBOro >esyfoyvykoB, pasBUTMEM K/ianaH-
HOW HefOCTaTOYHOCTW, MNPWU3HaKaMu WULLEMUUN MUO-
Kapfa ¢ HapyLleHWeM puTma 1 nNpoBoAMMOCTU. B oc-
HOBE pPasBUTUA KapAanoMMONaTUM NEXUT MPOLO/IKU-
TesibHaa runepcekpeums NP n MIP®-1, npmBoadaLLasn K
YBENIMYEHUIO pPasMepPoB M 4mucna KapaMoMUOLMUTOB C
nocnefyrowmm X UHTEPCTULUAIbHBIM (PUOPO30M B
pesynbTare ycuneHHoro anonrtosa [11].

Mpy MeXrpynmnosoM CpaBHEHUN OblI0 OTMeYeHo,
YTO MHAEKC MaccCbl NIEBOr0 >KenyAoyka 3HauuTeslbHO
MoBbILLIAETCA Y NaLMeHTOB 60/1ee CTapLUNX BO3PACTHbIX
rpynn ¢ 6o0nblueid NpPOAOC/KUTENBHOCTLIO 3aboneBa-
HUA. Y 60% 60/IbHbIX OGHapYXXeH aTepocKiepoTuye-
CKMIA KapAMOCKIepos ¢ gunatauneli cepgevHbix Kamep
1 pasBUTMEM OTHOCUTENBHOW KNanaHHOW HeoCTaTou-
HOCTW. T1OCKOJ/IbKY BbIPaXXEHHOCTb MOPaXKeHUsA Kiia-
NMaHHOro annapara cepaua nonoXKUTelbHO Koppenvpy-
€T C NPOAO/IHKNTENIbHOCTbIO aKTUBHOM cTaammn 3aborne-
BaHUA [8], TO HeyAMBUTENbHO, YTO 3TU W3MEHEHUS
Hanbonee u4acto HabnogaloTcas Yy OO0MbHbIX  3-i
rpynneoil.

Y 65% 60nbHbIX 3-1 rpynnbl BbisiBneHa AlT, KOTO-
pas, Kak U3BeCTHO, CYLLECTBEHHO BINAET Ha pasBuTue
rMnepTpocmn NeBoro Xenygoyka. py aToM Hepeko
OTMEYaoCh MOBbILLEHWE AUACTOIMYECKOTO AaB/IEHNS,
KOTOpPOE cuMTaeTcs MPeguKTOpoOM KapAuasibHOl Tu-
neptpocpum [19].
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JlokasaHo, 4TO (akT [A/INTEeNIbHOro MOBbILLEHNS
YPOBHEWN COMaTOTPOMHOro ropMoHa n VP®-1 asnset-
CA CaMOCTOATe/IbHbIM (PAKTOPOM, BVAIOLLMM Ha pas-
BUTWE KapAuaibHOWM runepTpodun, LONOMHUTENBHO K
Al n caxapHomy pamabety. CorsacHoO pesysbTaram
(hpaMMHIreMcKOro Kapamosnormyeckoro uccrefoBaHus,
rMnepTpodna NIEBOIO XenyLouKka ABseTca NpeanKro-
POM BbICOKOIO pMCKa pasBUTUA CepbesHbIX Kapaunaib-
HbIX HapyLUeHWIA, BKIKOYaA BHe3anHyt cmeptb. CooT-
HOLLEHNe MeXAy peaslbHOM U 0Xugaemol CMepTHO-
CTbHO Y NleYeHbIX 60/bHbIX B 1,2—1,3 pa3a npeBbIllaeT
TaKoBYIO B cpefHeM B nonynauuu. pegukropamu
CHWKEHWNS BbDKMBAEMOCTU ABMAIOTCH MPOLO/MKUTE b-
HOCTb aKTVBHOW (pa3bl akpomeranuuv, ypoBeHb [P
(ocobeHHo nocne OFTT) n cogepxxaHne VPdD-1. Ts-
XKECTb CUTyaumn ycyry6nstT MoXunon Bo3pacT, Bbl-
COKOe AMacTO/IMYECKOe U MyJ/IbCOBOE AaBfieHne, Kype-
HWe, caxapHbllii AnabeT, OXMpeHve, rmnepaMnuaeMms
[6, 9.

Y 50,7% 60/bHbIX BbISIB/IEHbI Pa3INYHOM CTeneHu
BbIPAXKEHHOCTU pecnmpaTopHble HapyLLeHWs, MposB-
NAKLWMECA XPOHUYECKOW TMNOBEHTUNAUVE 1 passu-
TMeM O6CTPYKTUBHOIO arHo3 BO CHe. Bo3HuKaroLasa B
pesynbTaTe 3TUX MPOLLECCOB XPOHWYECKass TMMOKCUSA
ABNAETCA [OMOSHUTE/IbHbIM  (PAKTOPOM, CMOCO6CT-
BYIOLWMM noggdepxaHuto Al 1 nporpeccrupoBaHuio
Kapauonatun. Y 64,5% naumeHToOB O6GHapy>XeH Aud-
(Dy3HbIA MK y3N10BOM 306. AKpOMErasilongHas apTpo-
natusa, npossnsalwasca gedopmaumsMmy  CycTaBoB,
CHVDKEHMEM X MOABMXKHOCTU W apTpasiIrusiMn, OTMme-
yeHa y 93% 60sbHbIX. Y 30% 06cnefoBaHHbIX UMeET
MECTO HapyLleHWe TOJIePaHTHOCTU K T/IHOKO3e WU Ma-
HU(ECTHbIV caxapHblii AnabeT. HapyLieHns nMAngHo-
ro o6MeHa C BbICOKUM KO3((PULMEHTOM aTeporeHHo-
CTM CbIBOPOTKU 3ahrKcmpoBaHbl y 43% 60/bHbIX C aK-
TVMBHOW akpoMeranner, 6osee BblpaXXeHbl OHW NpY CO-
MYyTCTBYIOLLEM HapyLUEHWUWN YT/IEBOLHOINO 0O6MeHa.

Y >KeHWMH Muoma MaTKu, (prbpo3HO-KUCTO3Has
MacTonaTtusi, pakK MOJIOYHbIX >Kefe3 3aperncTpupoBsa-
Hbl B 40; 31 n 4,6% cny4aeB cOOTBETCTBEHHO. B 11,4%
CNyYyaeB BbISIB/IEHbl MMOJIUMbI TOJICTOMO KULLEYHUKA.
OTMedeHa NpsamMas Koppenaums Mexzay YMC/IOM N CTe-
MEHbIO BbIPKEHHOCTU MPeACTaB/IEHHbIX OC/IOXKHe-
HWI, NPOAO/IKUTENBHOCTBIO aKTUBHOWM (hasbl akpoMe-
ranmm n cogepxxaHvem P n VIP®-1 B kposun. Bbipa-
YKEHHOCTb CUCTEMHbIX OC/IOXHEHWI nog4vac ObiBaeTt
HaCTONIbKO BEfIMKA, YTO JaXKe AOCTUDKEHUe GUOXMMU-
YeCKOl PeMUCCUN He rapaHTUPYET OXKMAAeMOoro MoBbl-
LLIEHMA BbDKMBaemMocTu [6, 16].

Vicxogsa mn3 Toro, 4to Befywmmu haktopamu B na-
TOreHe3e CUCTEMHbIX OCMIOXHEHUIA MpY akpoMerainu
ABNAOTCA MPOAO/IKUTENIbHOCTL TMMNepcoMaToTPONnu-
HEMUM W BbIPKEHHOCTb CEKPETOPHOM aKTMBHOCTMU,
MOXHO CAeflaTb BbIBOA, YTO BK/Iaf KaXoro u3 aTmx
MaToNOrMYecKnX (PakTopoB MEHSETCA B 3aBUCUMOCTU
0T BO3pacTa 60/1bHOrO.

Mpwu fe6toTe 3a6oneBaHVA y NaumeHToB Monoxe 30
NeT BefylMM B MaToreHese fABNSAETCHA MOBbILLEHHAA
ropMoHasibHas akTMBHOCTb, CMOCO6CTBYIOLWAA TMpo-
rPECCMBHOMY YBE/IMYEHNIO KIETOYHOM MacChl TKaHerl
C pasBUTMEM BbIP&KEHHbIX CKeNeTHbIX AedopmManid,
OpraHHbIX U MeTabonnyecknx MaMeHeHwui. Ans gaH-
HOrO CLeHapusi pa3BUTUA COObITUI XapaKTepHbIM SB-
nsieTcs ObICTPOE yBeNM4YeHWe ob6bema Onyxonau rmno-
(hn3a ¢ 3KCNaHCUBHbLIM U MHBA3VBHbLIM POCTOM, C Bbl-
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XOZ0M 3a npejesnbl TYPeLKoro cefna v pasButruemM 3pu-
Te/IbHbIX M HEBPOJIOrMYECKNX HapyLueHwui. C ofHOA
CTOPOHbI, CTPeMUTENbHOE pa3BepPTbIBaHME KAMHUYe-
CKOW KapTUHbI aKpOMerasimm ¢ XapakTepHbiM M3MeHe-
HMEM BHELUHEero 06/iMKa cnoco6CcTBYeT 60s1ee GbICTPOl
[MarHocTuke 3aboneBaHns, ¢ ApYroin — arpeccuBHbIM
XapakTep pa3BUTUSA OMyXO0/IeBOr0 MpoLecca CyLlecT-
BEHHO CHWKAeT MPOLEHT AOCTMXKEHMUSA K/IMHUKO-61O0-
XMMWNYECKOWN pemMuccum npu NpoBefeHun Xupyprude-
CKOrO WU JTy4eBOrO SIeYEHUS.

Kak nokasanm Hawm gaHHble, B 1-ii n 2-ii rpynnax
BbISIB/IEHO 60see 3HauMTeNlbHOe MoBbieHe [P u
MNP®-1 no cpaBHeHUIO ¢ 3- FPyNMoi, 4TO MOJIOXKU-
TeNbHO KOPPEeNMpoBasio ¢ 60/ee BbICOKUM YAe/lbHbIM
BECOM MaKpOoaZeHOM runogusa n pasBuTmemM HeBPO-
NIOTNYECKMX OCMOXKHEHWI y 60n1ee MOOAbIX NaLMeH-
TOB.

Takum 06pasom, pa3BuTue 60/1e3HM B BO3pacTe OT
30 po 50 neT npefcTaBnseTcs Hambosiee Apamaruy-
HbIM, MOCKO/IbKY TOrAa Hanbosee rnosiHO pacKpbIBaroT-
CA HeraTuMBHble MOTEHLMa/bl MOBbLILEHHOW TFOpPMO-
Ha/IbHOW aKTMBHOCTU U MPOAO/KUTENIbHOM TUnepco-
MaTOTPONMUHEMUN; NMO3TOMY TeyeHue 3ab01eBaHnA OcC-
JNIOXKHAETCH KaK HEBPOJIONMYECKMMWN HapyLLUEHUAMMU,
BbI3BaHHbIMM 3KCTPaceNApHbIM PacnpoCcTpaHeHEeM
OMyX0JIEBOr0 MpoLecca, Tak U aKTUBHBLIM PasBUTUEM
OpraHHbIX N 0BMEHHbIX HapyLlleHuA. B Hawem peru-
CTpe 3TO Hambosiee MHOrouuc/ieHHas rpynna 60bHbIX
C HaMbOoNbLUMM YAeNbHbIM BECOM MaKpoageHoM (57%).
Monaraem, 4To faHHasA KaTeropus 60MbHbIX BYAeT HYy-
XKOATbCA B CPOUYHOM KOMIIEKCHOM XUPYPrUYeCKoM,
MeAUKaMeHTO3HOM 1 (Mpy Heo6XOAMMOCTU) paanoso-
FMYECKOM fleHeHUU.

Mpn pebroTe 3aboneBaHns B Gonee MO34HEM BO3-
pacte (ctapiue 50 neT) AOMUHUPYOLWMM (DaKTOPOM B
CLIeHapun pa3BUTUA NMaToNOrMYeCcKMX CobbITUIA CTaHO-
BUTCS MPOAO/KUTENBHOCTb aKTUBHOW (ha3bl akpome-
rainm, Kotopass U BHOCUT CBOWM HeraTuBHbIV BKIas B
pa3BUTME CUCTEMHbIX U OpPraHHbIX OC/I0XXHEHWUH, Npo-
ABNAIOLLMXCSH TUNEPTEH3MOHHbLIMU, KapAMOBacKysp-
HbIMW, TMNOBEHTUNALMOHHBLIMUW, CYyCTaBHbIMU, O06-
MEHHbIMW, HEOMNACTUYECKUMU U T. [. HapyLUEeHUS-
MW. B JaHHOM c/lyyae MOXKHO cocnatbCs Ha paboTy
I. M. Kabarro [15], cBMAeTeNbCTBYIOLIEro, 4YTO Y Ma-
uMeHTOB cTaplue 50 neT naTeHTHbIV Nepuog oT Havana
3a6051€BaHNS 40 ero AMarHOCTUKMW, Kak npasuio, B 2
pasa NpoAo/HKUTENbHEE MO CPaBHEHWUIO ¢ 30-NeTHUMMU
60/IbHBIMU 1 COCTaB/IAeT COOTBETCTBEHHO 12,3 1 6,0
roga. NMOHATHO, YTO YeM BblllEe MPOLO/HKUTENBHOCTb
CKPbITOro nepuoga 3abonesaHns, Tem 60/bLLIe OCNOX-
HeHWI BbISIBNSETCSA NPY ero AnarHocTuke. Kak cnegy-
€T 13 NpVBeAeHHbIX HAMW JaHHbIX, HECMOTPS Ha Cpas-
HUTeNbHO HebosbLLOe yBennyeHne yposHsa TP B cTap-
Lleil BO3pacTHOW rpynne, cogepxxaHue VIP®-1 cyule-
CTBEHHO MPEBbLILLANO (PU3NONOTUYECKYHO BO3PaCTHYHO
HOpPMY, 4YTO COOGCTBEHHO W SIBASNOCH OCHOBHOW Mpwi-
YMHOW MOCTYNaTeNbHOro PasBuUTUA MOPMOGYHKLMO-
Ha/IbHbIX HapyLUEeHWA.

MpeacTaBneHHble AaHHbIE COrNacyloTcs C BbIBOAA-
MU KIVHUKO-3MNAEMUOSIOrMYECKOr0 UCCef0BaHus,
npoeegeHHoro E. A. HaligeHoBbIM, B KOTOPOM YroO-
MMHaIOTCS BO3PaCTHble OCOBEHHOCTU K/IMHWUYECKOTO
TEeUeHMs aKpoMerasmm B 3aBUCUMOCTU OT TOro, Korga
(Monoxke nnu ctaple 45 net) HacTynun ge6broT 3abo-
neBaHus. OTMeYaeTcs, 4YTO B OT/INUME OT CKOPOro pas-



BUTUA MATOMOMMYECKOro npougecca y MosofbIxX nuvy, ¢
NOBbILLEHHOW FOPMOH&/IbHOM aKTMBHOCTbIO U MpeBa-
NINPOBaHMEM MaKpoadeHOM, TeyeHVe akpoMeraivm C
HayasioM B MOXXWJIOM BO3pacTe XapaktepusyeTcs mMes-
NIeHHbIM  pa3BUTMEM, OTCYTCTBMEM BbIPaXKEHHOCTU
KIMHWYECKMX NMPU3HAKOB aKTUBHOCTMW MpoLiecca 1 He-
60/bLUNM YBENIMYEHEM pPa3MepPoB TYPELKOro cepsla
3]
[ ]I/IsseCTHo, 4YTO MNPV aKTUBHOW akpoMeramm puUck
KapAVOBaCKY/IAPHbIX HapyLLUEHUA CYLLECTBEHHO MO-
BbilLaeTca npu AlL, caxapHOM AnabeTte, aucnunuie-
MWW, OXUPEHUN, UHCYNUHope3sucteTHocTu [17]. Oo-
KasaHo, 4To HopManusaums cogepxkaHuns N P®-1 crno-
COOCTBYET YMEHbLUEHWNIO TUMEPTPON XenyaoUKOB
cepaua, CHYDKEHUIO BEIMYUHBI 4MaCcTOIMYECKOro AaBs-
NIeHVA M YMEHbLUEHUNIO PUCKa pasBUTUA daTasibHbIX
KapAavanbHbIX HapylleHuii [6, 18]. B cBf3n c aTum
Hanbonee aKTya/lbHOM K/IMHMYECKO Npo6reMoii Ha
CEroAHALWHNI AeHb ABNASeTCA 0TpaboTKa nevebHbIX
aIrOpMTMOB, 06ecnevMBaoLMX OCTVXKEHNE CTOKOM
HOpMasIM3aunn UMEeRLLMXCA TOPMOHa/IbHBIX HapyLue-
HWlA, KaK HEernpeMeHHOro YCMoBUs MNpPO(PUIaKTUKN
MPOrpeccupoBaHns CUCTEMHBIX M OPraHHbIX OC/IOXKHe-
HWA.

MNpumMeHWTENbHO K MauueHTam ¢ No34HUM [e6io-
TOM 3a00/1eBaHVA crefyeT OTMeTUTb, YTO MPeBa/IMpo-
BaHWe [0/ MUKPOALEHOM runogmsa ¢ OTCYTCTBUEM
3KCTpaceN/IAPHOro pacnpocTpaHeHus, CpaBHUTENIbHO
He6onbLMe ypoBHU TP n IP®d-1 co3patoT 6onee 6na-
rONpUATHbIE YCNOBUS AN1A PafUKa/IbHOro Xupypruye-
CKOrO JleYeHus.

OfHaKo Hannume B 3TOM BO3pacTe COYeTaHHbIX OC-
NOXHEHWIA, B NEPBYIO 0Yepesb MPU3HAKOB CEpPAEYHON
N obixaTelbHOM HeOCTAaTOYHOCTW, HEPeAKO CTaHOBMT-
CA MPOTMBOMOKAa3aHNEM /19 MPOBefeHUs OrnepaTuB-
HOro BMeLUAaTeNbCTBA AaXe MNpu Hanbonee Lwafsiiem
TpaHcceHouJasTbHOM JocTyne. SP{PeKTUBHOCTb UC-
No/Ib30BaHWs Iy4eBOro fleYeHWs B 3TOM BO3PacTHOW
rpynne Takxke MpeacTaB/seTcs COMHUTENbHOM BBUAY
[OCTaTOYHO MPOAO/IHKUTENIbHOTO Mepuoda OXXuaaHuA
NOSIHOM PEMUCCUN, OOCTVDKEHME KOTOPOro npu cpas-
HUTENbHO HU3KOW BbDKMBAEMOCTU AAHHOW KaTeropum
60/1bHbIX, CTAHOBUTCA HEpeaslbHbIM.

UTto kacaetca npumeHeHuns A/l B KauecTse Kak Mo-
HOoTepanuu, Tak U KOMOGVHWPOBAHHOIO JleYeHns, TO,
KakK MoKasa/n HallM AaHHble, LenecoobpasHoCcTb KX
NCMONb30BaHUSA MNpPeaCTaBNsSeTCA COMHWUTENbHOM, 3a
NCK/TIOYEHNEM Tex PefKnX Crly4vaeB, Korga ectb yoeau-
Te/lbHble OCHOBaHWA MpegnonaraTtb Hainyve y 60/b-
HbIX CMELUAaHHbIX afeHOM (COMaTOMpPONaKTUHOM).
MopTBepXkAeHNEM 3TOro hakTa ABMAKTCHA COYETaHHOe
¢ 'P noBbILLIeHNE YPOBHS MPOsakKTUHA 1 NapafoKcasib-
Hasa peakuus Ha BHYTPVBEHHOE BBefeHue TUponmnbe-
pyHa (LOCTOBEPHbI CEKPETOPHBLIN Bbibpoc 'P) n npu-
eM napnogena (¢ Hopmanmsaumein yposHsa P B cbiBO-
poTke kposwu) [1].

[ns paHHOM KaTeropumn 60/bHbIX Hanbosee noka-
3aHHbLIM NPeACTaBAETCA LUMPOKOE WCMOoMb30BaHMe
CUHTETUYECKMX aHasIOroB COMaToCTaTUHA (OKTPeoTua,
naHpeoTtna). [ponoHrMpoBaHHbIe Mpenapatbl 3TOM
rpynrbl XOPOLLO 3apeKoMeHAoBaM cebs Kak adyhek-
TVMBHOE CpPefCcTBO, O6ecrneymBaroLLee He TO/IbKO CTOW-
KYI KIVHUKO-OMOXUMUNYECKYO PEMUCCUIO, HO U 06-
paTHOe pa3BUTKE OMyXxoJsIeBOro npouecca. B yacTHo-
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CTW, MCMNOJ/Ib30BaHMe HaMW A5l /le4eHnst 60/IbHbIX C
COXPaHAILLENCSH aKTUBHOCTbIO akpoMeraimm rnpena-
pata "CaHpocTaTuH Jlap" B OO/SbLUMHCTBE C/lyyaeB
NPUBOAWIO K CTOMKOM HOpMa/iM3auum CoAep>KaHus
P n NP®-1, ytOo COMPOBOXAAOCH 3HAYUNTE/IbHbLIM
YAYULLIEHNEM K/TMHUYECKOWN CUMMTOMATUKN [2]. XoTe-
nocb 6bl OTMETUTb, YTO 3(PheKTUBHAA f03a npenapara
HENOCPEeACTBEHHO 3aBUCUT OT CEKPETOPHOW aKTUBHO-
CTM W NOTOMY [O/DKHA OblTb TeM BbiLle, YEM MeHbLLE
BO3pacT naumeHTa. Ecnv gns 60MbHbIX Monoxe 45 net
cpefHAs TeparneBTMYecKas [03a npenapara [o/DKHa
cocTtasniATb 20—30 Mr 1 60see, TO 4118 60/1ee MOXU/bIX
rnauueHToB Ao3a 10 Mr MOXKeT SIBNSAITbCSI AOCTATOYHOA
Ana noaaepXkaHnsi BUOXMMUYECKOW PEMUCCUN.

Monaraem, 4UTO BO3pacT MauuvieHTa NMpu Havane 3a-
60s1eBaHNSA MOXKET CNY>XUTb [AOMOSIHUTE/IbHbIM MPO-
FTHOCTUYECKUM (PAKTOPOM, B/IUSIOLLMM Ha MOC/efyto-
LLYHO 1le4eBHYH CTpaTernto, MNOCKO/IbKY KOCBEHHO CBU-
[eTeNnbCTBYeT 06 MHTEHCUBHOCTU FOPMOHa/IbHOM aK-
TUBHOCTW 1 BO3MOXXHOM XapaKTepe pasBUTUsS MnaTosio-
rMyeckoro npouecca.

B 3ak/t0ueHne XoTenocb Obl MOAYEPKHYTh, YTO, He-
3aBUCUMO OT OCOGEHHOCTEl K/IMHUYECKOro TeyeHus
3aboneBaHus, BeAyLWUM MPUHLMNOM JleHeHUs akKpo-
Meranmmn SiBNseTcs CBOEBPEMEHHAs U CTOWKas NIMKBU-
Jaunsa akTUBHOCTM NAaTo/I0rMyYeckoro npotwecca. ToJsb-
KO AnnTesibHas GUOXUMUYEcKas PeMUCCUSA SBSETCA
OCHOBOV Ans NPOMIAKTUKM Creungruyecknx cuc-
TEMHbIX M OPraHHbIX HapyLeHWA 1 BHE3arnHOW cMmep-
TW, CMOCO6GCTBYS TOMY, 4TOObI MPOAOC/IHKUTENBLHOCTb
NPeACTOSALLEN XKN3HU OOMbHBIX HE OT/iMYyanachk OT Ta-
KOBOW B 06Ler nonynsumn [6].

BbiBOoabl

1. OTmeyaeTca HM3Kasa a(heKTUBHOCTb UCMO/Ib3Yye-
MbIX METOZOB JSIeHeHNs1 aKpOMEerasiun, B pesynbTaTe ye-
ro 6onbLUasn YacTb NauneHToB (68,8%) ANUTENbHO MNpe-
6blBaeT B aKTMBHOW CTaguy akpomeraivu, YTO Hera-
TUBHO BJ/IMSIET Ha UX BbDKMBAEMOCTbL. B CBA3W C 3aTUM
TpebyeTcs paauKa/bHbIA NepecMoTp f1eHebHOM KOH-
uenummn.

2. Hanbonee ahheKTUBHbIM METOAOM NleveHUs ak-
poMerasiun AB/SeTCA CeNeKTUBHasA afeHOM3KTOMUS,
NnpoBefieHHaa Ha paHHeM 3Tarne pasBuUTUA 3aboriesa-
HUS.

3. lMpepcTaBnseTcs HelelecoobpasHbIM LLUNPOKOE
NCNonb30BaHVe B SIeYeHUN aroHUCTOB AodhamuHa 6e3
npeaBapuUTeNbHOrO MNPOBefeHNA TecTa Ha YyBCTBU-
TeNIbHOCTb K MpernapaTy.

4. bonee akTUBHOE KJ/IMHMYECKOE MpPUMEHEHNE
CUHTETMYECKMX aHa/loroB comartocTaTvHa ro3BoNseT
[OCTNYb BMOXMMUNYECKOlM peMMCCUM Y NOAABASIOLLLENO
ymcna 60/bHbIX C aKpoMeraamen.

5. Bo3pacTHble 0COGEHHOCTM pa3BUTUA 3aboneBa-
HUA crefyeT yuuTbiBaTh Mpu paspaboTke AMarHoCcTu-
YeCcKOM 1 1e4ebHO cTpaTeruu.
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MocTtynuna 20.12.05

N. K. A3epaHoBa, E. H. TuHuaTynamHa, \A. A. Muwynuw, W. C. Aposas, A. H. Tronbnakos
BOMIE3Hb MLEHKO—KYLUVHIA HA ®OHE CUHAPOMA TECTUKY/NAPHOW

PEMNHNIALINN

'Y OHOOKPUHOMOMMYECKNIA HayuYHbI LeHTp (aup. — akag. PAH n PAMH WN. W. Oepnos) PAMH, Mocksa

CuHApOM TecTUKyNnsipHoi deMuHmsaumm — CTO
(CUHOHUMBI: TeCTUKYNAPHaA heMuHn3aumsa, CUHAPOM
HeuyyBCTBUTE/ILHOCTN K aHAporeHam, androgen insen-
sitivity syndrome — AIS, cuHgpom Moppuca) npeg-
CTaB/nsieT co60l NOMHYK MAW YAaCTUYHYH HEYYyBCTBU-
TENbHOCTb TKaHel K aHAporeHam Mnpu XOpOLUeid 4yB-
CTBUTENBbHOCTU K 3CTPOreHam, 06YC/NOB/IEHHYHO Hapy-
LLeHVeM CBA3bIBaKOLLEN CNOCOBHOCTU peuenTopa aHA-
poreHoB. CUHAPOM Hacnefyetca no X-cuensieHHoOMY
peueccusHomy Tuny [4, 7, 11, 15, 16].

CuHppom BriepBble onucadH B 1817 r., a B 1953 .
Moppuc npegnoxun tepmuH CT® [2].

MatoreHe3 CT® ob6ycnoBneH AeheKTOM reHa pe-
uenTopa K aHApOreHam, pacriofioXXeHHOro Ha KopoT-
KOM niede X-XpOMOCOMbI. B npouecce ambpuoreHesa
y 60/bHbIX C 3TUM CUHAPOMOM MNOZ BAUAHUEM Y -XPO-
MOCOMbI TOHaAbl AUPNEPEHLMPYIOTCA KaK SUYKMU,
CEKPETUPYIOLLIME TECTOCTEPOH U aHTUMIO/IEPOBbIi
(hakTOp, NPUBOAALLNI K PErPeccum MIJIepPoBbIX NpPo-
n3BOAHbIX. OfHAKO U3-3a AedieKTa reHa aHApPOreHHbIX
peuentopoB (AR) OTCYTCTBYeT 4yBCTBUTE/NIbHOCTb K
TECTOCTEPOHY W AUTNMAPOTECTOCTEPOHY, OTBETCTBEH-
HbIX 3a (DOPMUPOBAHME MYXKCKOro heHoTmna (Myx-
CKOW YypeTpbl, MpeACTaTeNlbHOM >Kenesbl, M0JI0BOro
yfieHa M MOLLOHKM). Takum 06pa3oM, 3aKOHOMepPHO
thopmMupyeTca >KEHCKWUIA (PeHOTUN npu  OTCYTCTBUK
NPOWN3BOAHbLIX MIIEPOBLIX MPOTOKOB  (MATOYHbIX
Tpy6, MaTKM W BepxHel TpeTu Bnaranmwia). Bcem
60/1bHbIM C MOJSIHOW (POPMOI CUHAPOMA TECTUKYNAP-
HOW (heMUHM3ALMN MPUCBANBAETCA C POXKAEHUSA YKeH-
CKUI rpaxkgaHckmii non [1].
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PaHee gmarHoctnka CTd OCHOBbIBalacb Ha pe-
3ynbTaTax KAMHUKO-TeHeaslormyeckoro, LUTOreHeTu-
4YecKOro 1 ropMoHasnibHOro uccrefgoBanuii [3, 5]. B Ha-
CTosLLee BPeMS LUMPOKO WMCMOJb3YTCA METoAbl MO-
NeKyNAPHO-TEHETUYECKOrO aHa/n3a.

MoneKynsapHO-reHeTUYECKNA  aHann3 reHa Al
MMeeT BaXXHOe MpakKTU4yeckKoe 3HayeHue. VaeHTundu-
Kaums MyTauui reHa npy HaiM4mm xapakTepHOW Ku-
HMYECKOIM KapTWHbI NoagTBepXaaeT anarHos CTd ¢ Be-
pOATHOCTLIO, 6M3Kol K 100%. Kpome Toro, uccnego-
BaHve reHa Afl MOXEeT 6biTb MCMO/b30BAHO ANsi NPO-
BeAEHUSI MpeHaTasbHOW AMarHOCTUKM W BbISIBIEHUA
reTepo3nroTHOro HOCUTE/IbCTBA B CEMbAX, OTArOLLEeH-
HbiX CT® [13].

Bb1genstoT MonHy 1 HemnosHyr (opMbl CUHAPO-
ma. [Mpu nonHon thopme CUHAPOMA HapyXHble FeHu-
Ta/ MM UMEKOT MPaBU/IbHOE >XEHCKOe CTPOeHue, Mnpu
HEeNosHoM hopmMe — OT MHTepPCeKCyaslbHOro A0 rpa-
BW/IbHOTO MY>XCKOTO.

[na nonHol hopMbl XapaKTepHO OTCYTCTBME BO-
JIOCAHOro MNOKpOBa Ha /I00Ke U B MOAMbILLEYHbIX
BNaguvHax, TUMMYHOE >XEHCKOE TeslI0C/I0XKeHue, XO-
pollee pa3BUTHE MOJIOYHbIX Xefe3, HapYXHbIX XKeH-
CKMX MOJOBbLIX OpraHos. Bnaranuwe HopmanbHoe
NN YKOPOYEHHOE, 3aKaHUMBAaEeTCA CJleno; ANYKU
yalle BCero pacnosiararoTcs y BbIXO4a M3 MaxoBbIX
KaHa/l0oB wiM B "60MbLUMX MNOMOBbLIX ryb6ax" — pac-
LienseHHon MoLloHKe. [MpununHol obpalleHns K
Bpayy ABASeTCA OTCYTCTBME MEHCTpyauuii, npu
3TOM MauMeHTbl HE COMHEBAKOTCA B CBOEW MpuHag-
NEXXHOCTU K XXEHCKOMY MoJly. B HEKOTOPbLIX cyyaax
OHW BbIHY>XXJeHbl 00pallaTbCa K Bpavy U3-3a He-



