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CUHAPOM HEAbCOHA

Cunapom Henbcona xapakrepusyeTcs HaJMdueM
KOPTUKOTPOIIMHOMBI C BBICOKOI CeKpenMeil aJpeHOKOop-
TuKOoTponHoro ropmona (AKTI), runmepnurmentanuei
KOXKH U CJIM3UCTbIX. HekoTopble aBTOPbI TOMOHSIOT Xa-
pakTepuCTUKY cuHapoMa HenbcoHa 1abUIbHBIM T€UEHU-
eM HaAIo4YeYHUKOBOI HemocraTouHOCTH. OH BO3HHKAET
y YacTu 0OJIbHBIX C TSKeJbIM TeueHuem Oose3nn Nuen-
Ko — Kymmura (BHK), KkoTopbiM npoBoauiach JAByCTO-
POHHSSA AAPEHAIIKTOMMS.

B 1958 . Bnepseie 1. HenbcoHOM ¢ KosieraMu Obu1o
COOOIIIEHO O pa3BUTUU XpOMO(POOHOI aneHOMbI TUIOhU3a
Yy XEHILIMHbI 33 JIeT, KOTOPOil YeThIpbMSI TOAaMU PaHbIIIE
Obl1a MPOU3BeIeHa IBYCTOPOHHSISI aIPEHATIKTOMUSI IO MO~
Bony BUK. Hapsiny ¢ aneHomoii ruriopuza y Hee HaGmona-
JIMCh HapYIIEHUsI 3peHYsI, TUTIEPITUTMEHTAIINS W BHICOKUI
yposeHb AKTT. M3yunB aHamHe3 OOJIbHOI M pe3ysibTaThl
HCCIeA0BaHUIM, MX TMHAMMKY TTOCIIE YIATEHMS OTTYXOJIM TH-
nodusa, aBTOPBI 3aKITIOUMIIM, YTO OITyXOJIb CEKPETUPOBAIa
aBroHoMHO AKTI. B pmanpHeiiiieM OHU IIPeATIONIOXKIIIN,
4TO TOTaJbHAsl aIPEHATIKTOMUSI CTUMYJIUPYET TUIIEPIPO-
nykiuio AKTI u pazButHe ageHOMbI TUnopusa.

C pa3BUTHEM IUArHOCTUYECKON TEXHUKU (KOMITbIO-
tepHoii (KT) M MarHMUTHO-pe30HAHCHOI ToMorpahuun
(MPT), 4yBCTBUTENIBHBIX METOJOB TOPMOHAJIBHOTO aHa-
Ji3a), IMAPOKUM BHEIPEHUEM B KIIMHUYECKYIO MPAKTUKY
MMKPOXUPYPTMUECKUX OIepalnii Ha Tunoduse TpaHC-
Ha3aJbHBIM JOCTYIIOM, COBEPIICHCTBOBAHUEM METOJOB
PaIMoOXUPYPTUU U pa3pabOTKON 3(GHEKTUBHBIX JeKapCT-
BEHHBIX IIpernaparoB 3a 0osiee yem 50 JIeT, IPOIIEAIINX C
MepBOro onvcaHusi cuHapoma HenbcoHa, Kazauiock, 4To
TOTaJIbHasl aipeHaIdKTOMMSI Kak meton JedeHus bUK yii-
JIeT B TIPOLIUIOE, a 32 Hell MCUYE3HET U aKTyaJbHOCTb MPO-
o6aembl cuHapoma HenbcoHa. Tem He MeHee K HacTosille-
My BpPeMEHU CKJIaabIBaeTcs cieayrolnas kaptuaa. Y 70 %
MaIllMEHTOB C DHIOTEHHBIM TUIEPKOPTUILIM3MOM JIUATHO-
crupytor BUK (runepkopTtuiin3M LIEHTPaJIbHOTO TeHe3a)
(Utiger R.D., 1997). Y GonblIMHCTBA HAXOAST OIMYyXOJb
runodusa (4yaiie MUKpPOAIeHOMY), KOTOpask MOXeT ObITh

BBISIBJIEHa COBPEMEHHBIMU METOAMU BU3yaIu3aun. DTh
OITYXOJI TIPEACTaBJIeHbI KOPTUKOTPpOMDaMu U B OOTBIIMH-
CTBE CJIy4aeB MOHOKJIOHAIbHBI. Y YacTU OOJbHBIX HAPSIILY
C OMyXOJIbI0 MMeEEeTCSl W TUIepIia3us KOPTUKOTPOGOB,
a y HeKoTophIX (o 10 %) HaxomsT TOJIBKO TMIECPILIa3nIo
KOPTUKOTPO(OB 0e3 MUKpoaneHOMBI. [IpenmnonoxeHus,
yto BUK MoXeT ObITh 00ycI0BIeHA WIIK IO KpaifHeil Mepe
WHULIMAPOBAaHA M30BITOYHON TPOMYKIIMEH TUIMOTaJaMU-
YecKuX (akTopoB, He IOIYyYMIIM JTOKA3aTeJbCTB, B TOM
YUcae M O MaTOJIOTUYECKONW CeKPEeIMU TaKUX M3BECTHBIX
TUTIOTATAMUYECKUX CTUMYJISITOPOB, KaK KOPTUKOTPOITMH-
pwiusuHr-ropmon (KPI') u BazompeccuH. B mocienHue
20 et 60abMHCTBO 001bHBIX ¢ BMK nmonBepraioTcs orne-
pauuu Ha runoduse TpaHcCHeHOUIATbHBIM JOCTYIIOM, B
nporiecce KoTopoit y 80—85 % manmeHToB HaXOMsT aleHO-
My. [To JaHHBIM pa3HBIX aBTOPOB, 10 25 % GOJLHBIX ITOCTEe
OIepaTUBHBIX BMEIIATEIbCTB Ha TMIOMU3E MPOIOJIKAIOT
CTpamaTh OT TUIEPKOPTHIIM3MA TIO CIAEAYIOIIUM MPUIr-
HaM: He HaliJieHa afieHoMa, He TIOJTHOCTBIO yaajieHa U/ Wn
HACTyIaeT pelUIuB 3a00JIeBaHUSA Yepe3 HEeCKOJBKO JIET.
CornacHo pesyiasratam N. Sonino m coast. (1996), y 79
nauveHToB ¢ BUK mocne ycmenHoro TpaHcHa3aJIbHOTO
yIaJIeHUs MUKPOAIEHOMBI peMUCCHUs 3a00JieBaHUSI CO-
xpaHsitach 2 roga y 93,7 % GonbHbIX, 5 et — y 80,6 %,
7ner —vy 78,5 % u 10 ner — y 74,1 %. JIpyruie BO3MOXHBIE
meTonbl JeueHust bBUK — mydyeBast Tepanust U ToTajabHast
afpeHaIsKToMus. PeMuccus roce ydeBoiil Tepanuu 10-
cturaetcst y 60—80 % GONBHBIX, TTPU KOMOMHMPOBAHHOM
JledeHUn (JTydeBas Teparusi B COYeTaHUU C OTHOCTOPOH-
Hell anpeHaJIdKTOMUEH 1/Uu GJI0KATOPhl CTEPOUIOTEHE-
3a) BBI3MOPABIMBAIOT 0KOJIO 85—90 % GombHbIX. HecMo-
Tpsl Ha 3HAYUTEJbHBIE YCTIEXW B paHHEW NTUarHOCTUKE U
JIeYeHUN 1EHTPaJIbHOTO rurepkoptuumnsma, 10 % manm-
eHToB ¢ BMK n1bo nmeloT KpaiiHe Tsxkenoe TeueHue 3a-
OoJieBaHUSI, KOTIA TOTaAbHAsl aApEeHATIKTOMUS SIBJSIETCS
METOJIOM BbIOOpa IIJIsI CHACEeHUs XKU3HU OOJBHOrO, JIMOO
BBbILLICTIEPEYMCIICHHBIC METO/IbI JICUEHUS He NatoT 3 dekra
WA HaOJTIOMAIOTCST PeIMAMBHI 3a00JIeBaHMsI, U TOTAJIbHASI
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AAPCHAJISKTOMUA ABJIACTCA 3aBEpIIAOIIMM 3TaIllOM Jie-
yenus. Takum oopaszom, 10 10 % 0G0JbHBIX HIOr€HHBIM
THIEPKOPTHIM3MOM LEHTPAJIBHOIO IreHe3a HyKIAITCS B
BbINOJHEHNH TOTAJILHOM AJPCHAJIIKTOMHUH, A Y YACTH U3
HUX MOXKeT pa3BuThesi cunapom Henbcona.

AnmaeMmnoaormyeckKkme AaHHbIe

ITo maHHBIM pa3HBIX AaBTOPOB, Y MAIIMEHTOB ITOCJIE JIBY-
CTOPOHHE anmpeHaTdKToMUU cuHApoM HenbcoHa pa3BuBa-
etcst ot 10 10 80 % ciyyaeB. [1py U TETbHBIX HAOTIONEHUSIX
3a TMalMEeHTaMU, MEePEeHeCIIMMM TOTAJIbHYIO aipeHaIdKTO-
MUI0, coobIraeTcs, 9To y 15 % (u3 58 6onbHbIX), 25 % (13
16), 28 % (13 63), 30 % (13 48) pa3BuBaetcst cuHapoM Heb-
coHa. Tak, N. Sonino 1 coaBT. BbIsIBIIsSLIA cuHApOoM Henbco-
Ha uepe3 2 roja Iocjie TOTaabHOM anpeHaniskromun y 13 %
60JbHBIX, Yepe3 7 1eT — y 21 %, uepe3 10 et — y 29 %.
B psime pabot nmokaszaHo, uro cuHapoM HenbcoHa pa3BuBa-
erca y 20—25 % B3pocnbix 1y 50 % nerteit, MOABEPTIIMXCS
TOTaJIbHOU aapeHanskToMuu mno nosoay BUK 6e3 BbIsIB-
JIEHHOH aneHOMbI runodusa. 3HAaUUTEIbHO Pexke CUHIPOM
HenbcoHa BeTpeuyaeTcs mocjie MeAMKaMeHTO3HOM aapeHal-
9KTOMUN MUTOTaHOM (Jiu3oapeHoM). CTerneHb pucka pas-
BUTHSI 3TOTO CUHIPOMA 3aBUCUT OT BO3pacTa MallMeHTOB Ha
MOMEHT TIPOBEIEHUSI aIpeHAISKTOMUM, PUCK BBICOKHUIA 1O
20 net u oueHb HU3KMI Trocsie 40 JeT.

B ximuauke DHII PAMH (r. MockBa) o HaOI101eHI-
eM HaxomuTcs 46 MalMeHTOB Mocje ABYCTOPOHHE! aape-
HaJ’KTOMMHU CO CpoKoM HaOmoaeHus oT 3 mo 30 set, y
35 % u3 HUX nuarHocTupyercst cuHapom Henbcona. Crosib
pas3anyHas 4yacTtoTa pa3BUTHUsI cuHapoMa HeiabcoHa MoxeT
OBITh 00YCJIOBJICHA PSIIOM TIpUYKH. VIHTepripeTalius iuar-
HOCTMYECKMX KpuTepueB cuHapoMa HenbcoHa pasHbIMU
HUCCIeN0oBaTe/ISIMU HEOJHO3HAYHA: PsiZl aBTOPOB CUMUTAIOT
JMOCTATOYHBIM JIJISI TMAarHO3a BbIPAXKEHHOW MUTMEHTAlMU
u noBeieHue yposHst AKTI, mpyrue — rumepnurmMeHTa-
1IMIO B COYETAHUU C HaJMIueM hakTa afieHOMbI TUTO(hH-
3a, TPETbU — TUIEPIUTMEHTALINIO, aleHOMY Tunodu3a 1
3pUTEJIbHBIE PACCTPOMCTBA M PE3KO MOBBIIIEHHBINA ypO-
BeHb AKTI B kpoBu. [Ipy Haauyuu rumnepnurMeHTaluu
B YCTaHOBJIEHMM JuarHoda cuHapoma HenbcoHa Takke
MMeeT 3HaYeHWEe M JUIMTENIbHOCTh HabmoaeHuit. Tak, B
HacTosilee BpeMsl, UCIIOJIb3Ysl TaHHbIE KOMITBIOTEPHOU 1
MarHUTHO-PE30HAHCHON ToMorpaduu, y OOJbIIMHCTBA
GOJILHBIX TIOCJIE JBYCTOPOHHEW aJpeHaTIdKTOMUM Haxo-
ISIT MUKpOaIeHOMY Turodusa. ¥ malueHTOB, Oepupo-
BaHHBIX 20 1 GoJjiee JIeT Ha3all, TPYAHO OINPENETUTh, UMe-
JIach JIM MUKPOaZeHOMa J0 OTiepalli WJIK OHa TIOSIBUJIACh
BcaencTBre cuHapoMa HenbcoHa, Tak Kak 3TUM OOJTbHBIM
B ®I'Y DHLU B Te roast KT 1 MPT He BBITOIHSINCD.

¢GKTOpr pUcKd BOSHUKHOBEHUA
CUHAPOMA HeAbCOHA

Ilo MHEHMI0O HEKOTOPBIX HCCIEeNOBaTeNei, pa3BUTHE
cuHapoMa HenbcoHa B 3HAYMTETHHOI MEPE CBSI3aHO C BbI-
COKOJ MPOAYKLIMEN KOPTU30J1a HAAMOYEYHUKAMMU J0 Jieue-
HUS U HaJIMYMEeM ajeHoMbl Tunogusa. [peniectByronias
onepauusi Ha ruroduse, gaxe Hed(hGhEKTUBHasI, MOXKET
OBITh 3AIIUTHBIM (DAKTOPOM B OTHOILIEHWU PA3BUTUSI CUH-
npoMa. Mmerorcst ykaszanus, yto peuunnB bMK mocie

TpaHCcC(hEeHOUIAbHOM aleHOMAKTOMUU WIM JIy4eBOW Te-
panuu MOXET WUrpaTh pojib B BOBHMKHOBEHUWU CUHIpOMa
Henwcona. C gpyroit ctoponsl, mo maHHBEIM L. Kemink
U COABT., TJIaBHBIM (PAKTOPOM pUCKA Pa3BUTHS CUHAPOMA
HenbcoHa mociie TOTaJbHOUM aJipeHATIIKTOMUM SIBJISIETCS
MOJIOZON BO3pacT IMAlMEHTOB K MOMEHTY orepauun (26
JIeT B TpyIIe ¢ cuHapomoM HebcoHa u 36 jer y mamm-
€HTOB MOCJIe TOTAIBHOU aJpEeHAIIKTOMUU 03 CUHAPOMA
Henbcona — mo HabmomeHUo 3Toro aBropa). He ObL1o
BBISIBJICHO 3HAUMMBIX PA3IM4YWii MEXIY 3TUMU TpyIrnamMu
(no nauvana neyeHus: 6osesun BMK) B ypoBHe KopTu3o-
sna u AKTT, B pe3ynbraTtax TECTOB TO/aBJI€HUs] KOPTU30-
Jla TeKCaMeTa30HOM WJIM OTBEeTa KOPTM30Jia B Xoje Mpod
¢ KPT, Tuponmubepunom win nonnbepuHoM. 1o gqaHHBIM
K. Horky, mpu HaGmogeHnn 3a 66 maireHTaMu oCje TO-
TaJbHOW aJPEHAIIKTOMUU HU Y OAHOro OOJILHOTO cTap-
me 40 jier K MOMEHTY OIlepaliii He pa3BUJICS CUHAPOM
Henbcona, B To BpeMs Kak OH ObLT BbISIBJIEH y 15 manu-
€HTOB, OINEPUPOBAHHBIX B JIETCTBE M MOJIOJOM BO3pacTe.
Pesynbratel JI.A. PoXXMHCKOU M COaBT. CBUAETEIbCTBYIOT
0 TOM, YTO B IpyrMIie MalueHToB ¢ cuHApoMoM HenbcoHa
CpeIHMI BO3pacT K MOMEHTY TOTaJIbHOM afpeHaIdKTOMUU
TakKe ObLT JOCTOBEpHO HIKe (26,4 roga), ueM y GOJIbHBIX
6e3 pasButus cuHapoma (38,6 rona). Takum 06pa3om, MO-
nonoit Bo3pact namueHToB ¢ BUK (mo 30 net Kk MOMeHTY
JIBYCTOPOHHE! aipeHaI3KTOMMU) SIBIsIeTCS (DAKTOPOM pH-
CKa BOBHUKHOBEHUS cuHapoma HesnbcoHa.

Narodpusnonornyeckne mMexaHm3msl
pPA3BUTUS CUHAPOMA HeAbCOHA

CocrosiHne runoTaaamMo-runogu3apHo-HaNOYeYHNKO-
Boii ocu mpu runepcekpemnu AKTT. BUK xapakrepusyercst
HapylIeHMeM MeXaHU3MOB DEryJslMU TUIOTAIaMO-TUIIO-
(buzapHO-HAAMOYEUHUKOBON CHUCTEMBI: UMCUYe3aeT CyTOu-
Hblii put™ cekpeti KPI' — AKTT — kopTtuson, nepecraer
JIeiCTBOBATh MPUHIIMIT 0OPAaTHOM CBSI3U C OMHOBPEMEHHBIM
noBeieHreM ypoBHI AKTI n KopTr3ona; OTCyTCTBYET pe-
aKIIMsI Ha CTpecC — TOBBIIICHME YPOBHST KOPTU30J1a B OTBET
Ha WHCYJIMHOBYIO TMTIONIMKeMMIO. TakKe UMEIOTCST JTaHHbIe
0 CHIDKeHMM T0(HaMUHOBON aKTMBHOCTH, OTBETCTBEHHOM 3a
Topmo3siee BausgHue Ha cekpennio KPI' u AKTI, u moBbI-
IIEHUH TOHYCa CEPOTOHUHEPTMUYECKON CHCTEMBI.

IMocne momanvroii adpenanskmomuy BHIKIIIOUEHUE (DYH-
KIIMU KOPbI HAATMOYEYHNKOB CO3Ia€eT YCIOBUSI 15 Oojee TTy-
OOKMX HapyllIeHU B TUMOTAIaMO-TUITO(MU3APHOI CUCTEME,
TaK KaK OTCYTCTBYET OpraH-MullieHb 1151 Bo3aeicTBus AKTIT
u KPI. ¥Yposens AKTI mocie nBycTopoHHE! agpeHaIsKTO-
MUHM, KaK TIpaBuIo, Beiiile, yeM npu bUK, a npu cunapome
Henbcona — 3naunTenpHO BhIe, yeM rmpu bBUK.

Vposenb AKTT B rma3me KpoBH, IO MHEHUIO OOJIBIIH-
CTBa MCCJIeNoBaTeeii, Konebnercs mpu cunapome Henbcona
ot 800 nir/mit (175 nMob/J1) U MOXET TOCTUraTh 3HAUCHUI
cBbiie 25 000 rir/m (5500 mosb/n). Hekotopbie aBTOpbI
cumtatoT, 4yto KoHueHTpaust AKTI cBbie 200 rir/mut ipu
Hopme B 8 yacoB ytpa ot 20 10 80 rir/mi (4,4 mo 18 mMosib/7)
MOXET OBITh HAIEXKHBIM KPUTEPHUEM TS TMarHo3a CUHAPOMa
Henbcona. Psn uccnenopareneit cuutatot, uto ripu bBUK u
cuHapoMe HeslbcoHa cyIiecTByeT eMMHBIN TaToJOTMIeCKHiA
TIpoliece B rModu3e, HO C Pa3IMIHBIMU CTAIUSIMU U CTeTIe-
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HSIMU HapyIIEHUI B TUIIOTAJaMO-TMIO(U3apHOl cucTteme.
IIporpeccuBHoe yBenmuenre AKTT moce ToTanbHOI aape-
HaJISKTOMUU MOXET CBU/IETEJILCTBOBATh O PA3BUTUU TUTIEP-
TJIACTUYECKOTO Tpoliecca B Turnoduse ¢ hopMUPOBAHUEM
MMKpPO- WM MakpoKopTukorporHoM. [lokazaHo, uTto pe-
LIETITOPbI KOPTUKOTPOITMHOM TEPSIIOT CBOIO CIIELM(PUIHOCTD,
ux (YHKUMUA HE aBTOHOMHbBI M 3aBUCST OT I'MIOTajlaMuye-
CKOI1 WIM LIEHTPaJIbHOM peryysiuuu. Jpyrve aBTopbl cuuTa-
10T, 4YTO cuHApoM HesnbcoHa pa3BUBaeTcsl MpU MOSIBICHUU
asroHomuu cexkpeunn AKTT. [IpotruBopeunBbie TaHHBIE CY-
LLIECTBYIOT B OTHOIIICHUH ITOCJIEIOBATEIbBHOCTH COOBITHI TTPU
cuHapoMe HenbcoHa: omyxosib runodusa pazBuBaeTcst nociie
aIpEHAJIPKTOMUU B YCIIOBUSIX pe3koit runepcekperiuu AKTT
uu cuHapoM HenbcoHa pa3BuBaeTcst 1mociie ynajaeHus Hajl-
TMOYEYHUKOB TTPU HATMYMH TIPEAILIECTBYIOIIEH MUKPOAJIEHO-
Mol runoduza. [lo muenmio A. Kasperlik-Zaluska u coaBr.,,
[JIaBHBIM (haKTOPOM, CTUMYJIMPYIOLIUM POCT aIECHOMbI TIPU
cuHapoMe HesnbcoHa, siBsgeTCsi UCUYE3HOBEHUE TUIIEPKOP-
TU30JIEMUU TIOCTIE AIPEHAISKTOMUN MPU COXPAHEHUU MeXa-
HU3Ma 00paTHO# cBs3u. OMHAKO U Ipyrue (haKTOPbI TOKHBI
YUUTBIBAThCS, TAK KaK HE Y BCEX MallMEHTOB MOC/Ie TOTAIbHOM
apeHaJIPKTOMUY pa3BuBaeTcst cuHapoM Hembcona. Moxker
MMEeThb 3HaYCHUE U HealleKBaTHAsI 3aMECTUTEJIbHAST Teparivsl.
Cy1iiecTByeT MHEHUE, UYTO 3aMeCTUTeIbHAs Tepanusi (puzno-
JIOTUYECKUMMU JI03aMU [IIOKOKOPTUKOWIOB MOCIIE TOTAIbHOMN
afapeHaIsKToMun HemocTarouHa i ronasiaeHus AKTI mo
MOPUHLMIY OTPULIATEIbHOM OOpaTHOI CBSI3U M HECIocoOHa
3aTOPMO3UTh Pa3BUTHE alieHOMbI Tumodusa. OnucaHbl ciy-
yau pa3BUTHUsI cMHIpoMa HesbcoHa mociie 6epeMeHHOCTH.

B paboTtax mociaeqHux JieT 00CyKIatoTcsl TeHETUIECKIe
acrneKkThl 3Toi MpobjeMbl. OOHApPYKEHbI MyTallMU B T€HE
TJIFOKOKOPTUKOUIHBIX PELIENITOPOB U B TTIOKOKOPTUKOM/I -
HOM OeJiKe, KOTOpbIe, KaK IMpeAroiaraloT aBTopbl, UTPAIOT
poJb B TIaTOTEHE3€ JIEMKeMUU, HACENCTBEHHON TIIOKO-
KOPTUKOUIHON PE3UCTEHTHOCTU M cuHApoMa HenbcoHa.
M. Karl u coaBT. cunutaiot, yTo BeicoKuii ypoBeHb AKTI
B KPOBM U arp€CCUBHBIN OIYXOJIEBBIA POCT IPU CUHAPOME
HenbcoHa MOXHO 00BSICHUTL OTCYTCTBMEM CBOMCTBEHHOM
OpraHu3My OTpULIATEeIbHOM OOpaTHOM CBSI3U TJIIOKOKOP-
tukonnoB 1 AKTT u3-3a nedekra rIroKOKOPTUKOUTHOTO
CUTHaJIa TpaHCAYKIMU. YTOOBI U3YUYUTh TE€H TITIFOKOKOPTH -
KOMHOTO pelienTopa nmpu cuHapoMme HenbcoHa, aBTOpBI
akcrparupoBasin JIHK 13 runoduzapHbix ageHoM U Jeii-
KOLUTOB OT 4 OOJbHBIX C 3TUM 3a00JIEBaHUEM U TIPOBEJIN
MIpPSIMOIL MOC/IenOBaTeIbHBIN aHaIn3. B omHOI M3 omyxo-
JIeil ObUTa HaliieHa TeTeporeHHass MyTallksl, HaXOmsIasicst
B MecTe BcTaBiaeHus tumuHa mexay JHK Hykieorumamu
1188 u 1189. Dta MyTauust BeaeT K MpeXaeBpeMEHHOMY
3aBEPUIEHUI0 KOAWPOBAHUSI aMMHOKHUCJIOTHOTO OCTaTKa
366, MCKITIOYAIOIIEMY 3KCIPECCUI0 (DYHKIIMOHUPYIOIIETO
pelenTopHoro 0enKa U3 AeeKTHOM ayuienn. Myranus He
OTIpeielisiach B TeHE TTIOKOKOPTUKOMIHOTO pelienTopa B
JHK neiikouutoB 00C/ieI0BaHHBIX TAIMEHTOB, YTO yKa-
3bIBAET HA €€ coMaThyeckoe rnpoucxoxaeHue. biaaromnapst
CHUKEHMIO KOJTMYECTBA PELIENITOPOB B OIyXOJIEBBIX KJIET-
Kax 3TOT Ae(eKT MOXET 00YCIOBUTh MECTHYIO PE3UCTEeH-
THOCTb K OTpUIIATEIbHOM TJTIIOKOKOPTUKOUIHOM 00paTHOM
CBSI3U, MOJOOHO TOMY MEXaHWU3MY, KOTOPBIN SIBJISIETCS
MPUYMHOI Pa3BUTHUSI TeHEPaIM30BaHHOTO CUHIpOMa TJII0-

KOKOPTUKOMIHOMW PEe3UCTEHTHOCTU. TaknuM 0o0Opa3oM, aB-
TOPBI TIPEANOJIAratoT, YTo Ae(eKT MIFOKOKOPTUKOUIHBIX
pelenTopoB, OOYCIOBJIEHHbIN MyTallMeil, MOXET UTpaTh
naToGU3MOJOTUIECKYIO POJIb B TYMOPOTEHE3€ KOPTUKO-
TPOMIMHOMBI Ipu cuHApoMe HenbcoHa.

Buenagnoueunukosbie 3¢dektei AKTI npu cun-
npome Henbcona. M36b1Tok AKTT BbI3BIBaCT TMITEPITUT-
MEHTALIMIO KOXHW M CIM3UCTBIX obosiouek. JleiicTBue Ha
MEJIAHOLIUTBI OOBSICHSIETCSI TIPUCYTCTBUEM aMUHOKMCIIOT-
HbIX ocTtaTKoB B Mousiekyne AKTI, mocnemoBaTenbHOCTh
KOTOpBIX sIBJIsIeTcs o01ieit Kak mist Mojiekynsl AKTT, Tak
u 111 MoseKyianl o.-MCI. Kpome criocoOHOCTH BIMAThH Ha
nurmeHTauuo, AKTT obGranaer TMNnoauTuIecKoin akTUuB-
HOCTBIO, TUIOTJIMKEeMHYecKUM 3ddekTom (BCaencTsue
MOBBILLIEHUsI CEKPELMU UHCYJINHA). [MMOorMKeMuyecKuii
s ekt AKTT MoxkeT pean3oBaTbCs B OTCYTCTBUE CEKPe-
LIMM KOPTU30J1a HAATIOYEYHUKAMU.

V 3nopoBbix AKTI yckopsieT MmeTaboiM3mM KOopTu3oJa,
aJIbIOCTEPOHA U J€30KCUKOPTUKOCTEpOHA. Y MallMeHTOB
¢ cunagpomom Henbcona AKTIT yMeHblIaeT cBsi3bIBaHUE
KOPTHU30JIa U €ro MeTabOJUTOB, YCKOPSIET Mepuoj TOJy-
pacrnana KOpTUKOCTEPOUIIOB M Yy4acTBYET B Iepepacripe-
JIEJICHUM CTEPOUIOB B OpraHu3Me. YCKOPEeHHBIN MO/ BO3-
neiictBueM n30bTouHoro KonndectBa AKTIT metabommsm
[JIIOKO- M MUHEPaJTOKOPTUKOUIOB MOXET OObSICHUTH
MOBBIILIEHHYIO MOTPEOHOCTh Yy OOJBHBIX C CUHIPOMOM
HenbcoHa B 3TMX TOpMOHAX, Ha3HAYaeMbIX C LIEJIbIO 3aMe-
CTUTEJIbHOW Tepanuu, a TakKe YacTo JaOUIbHOE TeYeHUE
HaJIMMOYEYHNKOBOI HEIOCTATOYHOCTH Y 3TUX MallMEHTOB.

JmmtensHblii 130bITOK AKTIT B opranusme MoxkeT
OKa3blBaTh CTUMYJMPYIOLIMT 3(GhEKT Ha CcTepouIceKpe-
TUPYIOIIME KJIETKU TIOJIOBBIX XeJjie3. B nuteparype ume-
FOTCSI COOOIIEHUS O PA3BUTUHU Y TIAIIMEHTOB C CUHIPOMOM
Henbcona mapaoBapuaibHBIX OIMYXOJieil, MPOAYLUPYIO-
IIMX AHJIPOTEHbI, WU TapaTeCTUKYJSIPHBIX OITyXOJIEH.
IIpu pa3BuTUM MapaoBapUaJbHBIX OMYXOJE KIMHUYECKU
BBISIBJISIIACh BUPUIM3alLUs, OOYCJIOBJIIEHHAsl THUIIEpPIPO-
yKLIMEH TeCTOCTEPOHA, KOTOPHIN TMOAABISICS MPUEMOM
JleKCaMeTa30Ha, 4TO MOATBEPXKIAI0 3aBUCUMOCTh CEKpe-
mun TectoctepoHa oT AKTI. CtuMynsius M30BITOYHBIM
konuectBoM AKTI mapaTecTukynasipHbIX OTyxoyieil y
MYXYMH TOATBEPXKIAET TMITOTE3Y O CYIIECTBOBAHUU T10-
JIMTIOTEHTHBIX KJIETOK B SIMYKaX, KOTOPbIE MOTYT TOABEP-
rHYThCs AuddepeHunanmm He ToJIbKO MOPGhOIOTUIECKH,
nono0Ho kieTkam Jleiinura, HO Tak:ke B COOTBETCTBUU C
(YHKIMOHAIBHBIMU OCOOEHHOCTSIMU 3TUX KJIETOK.

MopdoArornga KOPTUKOTPONUHOM
npu cMuHpApome HeAbCoHa

Ilpu cunnpome HenbcoHa B OOJIBIIMHCTBE ClydaeB
00HapykuBaloT XpoModoOHYI0 ageHoMy Tunodusza, Ko-
Topass Majio OTJIMYAeTCs MO CBOEMY CTPOEHUIO OT OITy-
xojeit mpu BUK. W. Saeger 1 coaBT. mpoaHam3npoBaImn
pe3yabTaThl MUKPOCKOTTMU Y MMMYHOTHCTOJOTUYECKOTO
ucciaenoBanus runogusa 'y 137 nmanuenton ¢ BUK u cun-
npoMoM HenbcoHa. OCHOBHBIE OTJIMYMS aI€HOM IIPU TUX
3a00JIeBaHUSIX OBUIM CIIEAYIONIME: aAeHOMbI TTPU CUHIPO-
Me HenbcoHa B OosibllieM KOJMYECTBE M Yallle ComepxKaT
MHOTOSIIEPHBIE KJIETKU; B YJIBTPACTPYKTYpE aleHOM IpU
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BUK HaxonmgaT 0ojblie HIUTODUIAMEHTOB; TP CUHAPOME
Henbcona B ageHornmoduse oTCyTCTBYIOT KiaeTku Kpy-
ka, xapakrtepHbie 1151 BUK. E Robert u J. Hardy uzyunimn
47 xoptukoTponmHoM y mmanueHToB ¢ BUK, 10 agenom y
00JIbHBIX ¢ cuHApoMOoM HenbcoHa u 4 aneHOMBI Y 9yKOp-
TUKOMJIHBIX JIMIL, WCMOJIb3YSl CBETOBYIO MUKPOCKOTIMIO,
WMMYHOTIEPOKCUIa3HbIIA METOM U BJIEKTPOHHYIO MMKPO-
ckomnuio. 79 % Bcex aneHoM U 70 % aneHOM IIpU CUHAPOME
Henbcona 6b111 MukpoaaeHoMaMu. CBETOBast MUKPOCKO-
MUsI BBISIBUJIA, YTO KJIETKHU aIeHOM ObLIY 6a30(DMIJIBHBI K CO-
nepxaiu PAS-nonoxutenbHbie rpaHyibl. [paHyabl OKpa-
MIWBAJIUCh TOJIOXKUTETBHO ¢ aHTUChIBOpOoTKOil K AKTT, k
0OeTa-TUIMOTPOITHOMY TOPMOHY M OeTa-sHaopduHy. [Ipu
cuHapoMme HenbcoHa OOMBITMHCTBO KOPTUKOTPOTTMHOM
MOOpOKAvYeCTBEHHbBIE, OJIHAKO UMEIOTCS OMUCAHUS U 3710-
Ka4eCTBEHHbIX KOpTUKOTpornuHoM. MWMccienoBatenu us3
naboparopuu KiuHuku Moaiio (CHIA) coobuuau o6 u3-
y4eHUU MOpPGOJIOTUYECKUX 0coOeHHOCTel 11 ropMoHab-
HO aKTUBHBIX KaplMHOM Turnodusa. YHUKaJIbHONU 0CO-
6eHHocThi0o AKTT-npoayunpyronmx KOpTUKOTPOTTUHOM
ObLIO MPUCYTCTBUE B PA3JIMUHBIX COOTHOIIEHUSIX IJIaJIKOTO
9HJOIMIA3MATUYECKOTO PETUKYJIyMa C MPOMEXYTOUHBIMU
(IMTOKEPATO3HBIMU) (pUTAMEHTAMMU.

AMNArHoCTMKA CUHAPOMA HeAbCOHO

KAnHnyeckue nposiBAeHus!

HawnbGonee paHHUiT 1 XapaKTepHBI MPU3HAK CUHAPOMA
HenbcoHa — rumepnurMeHTams KOKHBIX TIOKPOBOB M CJTH -
3UCTBIX, KOTOpast SIBJISIETCS TIPOSIBICHUEM TUTIEPCEKPEITIN
AKTT. Yacto BbIpaXk€HHOCTb TUIIEPIUIMEHTAIIMA KOppe-
JpyeT co cteneHblo nosbineHus ypoBHs AKTI. Kak mpa-
BUJIO, OYEHb TEMHasl OKpacka KOXH OTKPBITBIX YacTeii Tefa,
CKJIQJIOK KOXHU Y MECT TPEHUST KOXU C OAEXKI0I U TEMHBIE C
(b1OJIETOBBIM OTTEHKOM CJIM3UCThIC HAOJTIONAIOTCS PY KOH-
neHtpaimu AKTIT B kposu 6onee 1000 nir/mi. YMepeHHast
menaHoaepmus ripu ypoHe AKTT mo 500 nir/ma Moxker
3HAYUTEJTLHO YMEHBIIAThCS TIPW TOCTHKEHUM aJeKBat-
HOI 3aMECTUTETLHOM TepaIliy, 1036l KOTOPOI y GOJbHBIX
¢ cuaapoMoM HenbcoHa B OOJIBIIMHCTBE CIyyaeB BHIIIIE,
YeM y TIallMeHTOB T0C/ie TBYCTOPOHHEN aapeHaTdKTOMUU
0e3 pa3BuTus cuHApoMa HenbcoHa M y Jull ¢ MepBUY-
HOM XPOHUYECKOW HAAMOYEYHUKOBOW HEIOCTAaTOYHO-
cthlo. [ToBblllIeHHAs! MTOTPEOHOCTh B TJIIOKO- U MUHepa-
JIOKOPTUKOUJAX JJIsI KOMIIEHCAIlMM HaAIoOYeYHUKOBOM
HEJIOCTaTOYHOCTH TIpu cuHApoMe HenbcoHa oOycioBiieHa
YCKOPEHHOU nerpagalueil MpuHUMaeMbIX TJIOKOKOPTH-
KOMIHBIX TOPMOHOB B ycioBusix runepcekpeunu AKTIL
OTUM Xe MOXET OBITh OOBSICHEeHa JIAOWJIHLHOCTh TeUe-
HUSI HAATNOYEUHUKOBOW HEIOCTATOYHOCTH Y TAIlMEeHTOB
¢ cunapoMmoMm HenbcoHa, yactoe pa3BuTue 0e3 BUIMMBIX
MPUYUH aIAUCOHUYECKHUX KPU30B. YCIOBHO MOXKHO BbI-
NeJUTh Majible U 6oJblive Kpu3bl. [lepBble XapakTepusy-
JOTCSl HapacTalouei ciabocTblo, YXyALIEeHUEM amleTuTa,
TOILIHOTOM, OOJISIMU B KOCTSIX U CyCTaBaX, CHUXKEHUEM ap-
TepUaJIbHOTO JaBjeHUsI. BTopble yacTo pa3BUBalOTCS BHE-
3aITHO: TOSIBJISIIOTCSI TOITHOTA, PBOTA, KUIKUN CTYJI, 00N
B XXMBOTe, pe3Kasl c1abocTb, OOJIM B MBIIIIIAX W CYCTaBax;
XapaKTepHO Pe3Koe CHUXKEeHUE apTepruaTbHOTO NaBIeHNS,

MOXKET MOBBIIIATHCS TeMIlepaTypa Teja, BIJIOTh A0 JUXO-
panku (39—40 °C).

Hanuuue abooMUHaIbHOIO CUHApPOMA Y TaKuX OOJb-
HBIX HE JIOJDKHO TMPUBOJAUTH K JTMATHOCTUYECKHUM OIINO-
KaM U HeomnpapAaHHON Janaporomuu. [Ipexnae Bcero y
3TUX TAIIMEHTOB HEOOXOAMMO HOOUThCS KOMIIEHCAIIUU
HAJIMOYEYHNKOBOW HEIOCTAaTOYHOCTU IyTeM TapeHTe-
pPaJbHOTO BBEIEHMS TJIOKOKOPTUKOUIOB (JTy4llie BOAOpa-
CTBOPUMMOTIO THUAPOKOPTU30HA), MUHEPATIOKOPTUKOUIOB,
KanejbHO — (DU3MOIOTMYECKOTo pacTBopa, 5% TIIOKO3HI,
aCKOpPOMHOBOI KUCJIOTHI, 3aT€M paccMaTpUBAETCsl BOTIPOC
0 XMPYPruyecKoM BMeEIIaTeIbCTBE.

HeBponoruueckue n opTaabMoJIOrM4eCKre CUMITOMBI
CBSI3aHBI C HaJlM4MeM KOPTUKOTPOIMHOMBI, €e pa3mepa-
MM 1 XapaKTepOM M HarpaBJIeHUEM pocTa. Xra3MalbHbIi
CUHPOM MOXET TPOSIBISATbCS OWUTEMMOPATbHOW TeMU-
aHoOTICUel, TIePBUYHOI aTpodueil 3puTeTbHbIX HEPBOB
pPa3IMYHON CTEeTNeHU BbIpAXXEHHOCTU. B pesynbrate aTMx
M3MEHEHUI CHMXKAeTCs] OCTpOTa 3pEHMUSI, BBIMAAalOT 00-
KOBbIE TIOJISI 3pEHUSI, MOXET Pa3BUThCS CJIENOTa Ha OJAUH
win oba riaza. HeBponoruueckue cUMIITOMBI 3a00JieBa-
HUSI TAKXKE 3aBUCST OT HAMPaBJICHUS POCTAa OMYXOJU: MPU
AHTECEJUISIPHOM PaclpOCTPAHEHUM OOHAPYXUBAKOTCS Ha-
pYLLIEHUST OOOHSHUS U TICUXUKU, TIPU TTapaceuIIpHOM poO-
cTe BO3HUKAIOT cuMnToMbl mopaxenus 111, 1V, V u VI nap
YepeIrHO-MO3TOBbIX HEPBOB; TIPU CYMpace/IIPHOM pOCTE
OITyXOJIW, TIpopacTaHuy Wiu caasiaeHuu odnaactu 11 xemy-
JTOYKA TTOSIBJISIIOTCS] OOIIIEMO3TOBBIE CUMITTOMBI.

[NcuxoHeBposornueckre pacCTporcTBa, BCTpEUaoIe-
cs npu cuHapome HenbcoHa, CBSI3aHbI KaK C COCTOSTHUEM
KOMIIEHCAIIMM HAANOYEYHUKOBOM HEIOCTATOYHOCTHU, TaK
u ¢ noBbilieHHbIM yYpoBHeM AKTI, a Takke ¢ BeJIMUMHOM,
POCTOM U JIOKaJu3aluyei omyxonau runocdusa. B ncuxones-
POJIOTMUECKOM cTaTyce Y O0JIbHBIX ¢ cuHApoMoM HenbcoHa
MpY CPAaBHEHUU C TIALIMEHTAMM MOCJIe IBYyCTOPOHHEN ajipe-
HaJI9KTOMMU O€3 TaKOBOro OOHAPY:KMBAETCsl HapacTaHUe
acTeHO(OOMYECKOTO 1 aCTEHOAETPECCUBHOTO CUHIPOMOB,
TMOSIBJIEHUE HEBPOTUUYECKOTO CUHAPOMA, SMOLIMOHAIBHON
HEYCTOMYMBOCTHU, TPEBOXKHOCTU, MHUTEJTbHOCTH.

B penxux caydasx npu cuHapoMme HenbcoHa BO3MOX-
Hbl CIIOHTAHHBbIE KPOBOU3JIMSIHMS B OMYXOJb TUNodusa,
KOTOpbI€ KIIMHUYECKHU MPOSIBIISIIOTCS PE3KO BbIPAXKEHHBIMU
TOJIOBHBIMU OOJISIMU, Pa3HOOOPA3HON HEBPOJIOTMYECKON
CHMITOMATUKOI W MOSIBJICHUEM TTPU3HAKOB TapIMaIbHOTO
WM TOTAJIbHOTO TMIonuTyuTapu3Ma. [1o 1aHHbIM IuTepa-
TYpbl, TAKME COCTOSTHUSI MOTYT pa3BMBAThCSI KaK OCTPO, TaK
U TIPOTEKATh OTpe/IeJICHHOE BpeMsl CYOKITMHUUECKU.

J.W. Findling n coaBT. onmcaiy MOJIOYIO KCHIIWHY, Y
KOTOPOI1 TOCJIe ABYCTOPOHHEH aIpeHaT9KTOMUM Pa3BUIUCh
WHTEPMUTTUPYIOIIIME TOJOBHbIE 00K, TpOrpeccupoBaia
runepnurMeHTanus, yposeHb AKTI kone6ancs ot 4750 mo
7340 nir/mn. Tocne oyepeHOro MPUCTYIIa TOJIOBHbBIX 0OJIei
ypoBeHb AKTT cHuswicst no 475—575 nr/ma. IMauuveHTke
Obula TpoBeleHa TpaHCChEHOMAATbHASI aleHOMAKTOMMSI:
Obula ynaieHa xpoModoOHasi aeHOMa Pa3MeEpPoOM 5 MM, B
KOTOpOI OOHapyxkeH remopparuueckuii Hekpo3. B mocie-
onepauoHHoM Tiepuroze yposeHb AKTI BepHyscst K HOp-
MaibHOMY (51 ir/MiT), @ PyHKLMS riepeqHe nonu runodusa
OCTaBajIaCh HOPMAJILHOM TIPU MOCJIENYIOIIEM HAOIOIEHU M.
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S. Baumann u coaBT. cOOOIIWIN O BOBHUKHOBEHUM CUH-
npoma HenbcoHa y 23-71eTHel XKeHITUHEI Yepe3 2 roja mo-
cJie IBYCTOPOHHEH alpeHaI9KTOMUU, TI0 TTOBOLy KOTOPOTO
TpaHCHa3aJIbHO ObLJIa yaajieHa afieHoMa TUTTohu3a, 4To a0
He3HauuTeJabHOe yiaydlieHne. Yepes nBa roma HaOIIOmAIN
PEUMINB OTYXOJU C Pa3BUTUEM BITOCJEICTBUM TOJOBHBIX
Oosieil, mapajuya IJla30IBUraTeIbHOro Hepsa. bbuia mpo-
u3BeaeHa BTOpasi TpaHccheHOMIANbHas orepalus, yaa-
JieHa OMyXOJb ¢ KPOBOUZIMUSIHEM, TIOCTIE€ Yero HacTYyIuIO
KJIMHUYECKOe yiydlleHue. Yepes mocieayroliye asa roia
BHOBb TMOSIBUJIMCh MPU3HAKU ITIPOTPECCUPYIOIIETO pocTa
OITyXOJIM: TUTIEPIIUTMEHTALIMSI, TOJIOBHBIE OO0JIM, HEBPOJIO-
ruJecKyre MpU3HaKy MeHeTpaluy OMyX0oJu B KaBepHO3HBIC
cuHychl. BombHast oneprpoBaHa TpaHcCHEHOMTATHLHBIM J10-
CTYTIOM, HO OITyXOJIb OblJIa yiajieHa yacTuaHo. B rmocreorre-
PaALMOHHOM TIepUO/Ie MOTPeOOBaTach KPaHUOTOMMUS B CBS3U
C MOMO3PEHUEM Ha Cy0apaxHOUAAIbHOE KPOBOMBIUSIHUE U
U yoajeHusl ocTaBlieiicst omyxonu. OmHako uyepe3 Tpu
JTHSI TTAIIMeHTKa MOruoJ/1a OT MHEBMOKOKKOBOTO MEHUHTHUTA,
KOTOPBIiA pa3BUJICS TTOCIIE TPEThEl onepaluu Ha Tunoduse.

Gazioglu 1 coaBT. onucanu 38-JIeTHIOK XEHIIMHY, Y KO-
TOPOIi Yepe3 7 JIeT 1Mocsie IBYCTOPOHHEN TOTAIbHOM alpeHa-
9KTOMUM BHE3AITHO TMOSIBUJIMCH CWJIbHBIE TOJIOBHBIE OOJIH,
TOIITHOTA, PBOTA, ITOTEPSI OPUEHTAIINH, COHJTMBOCTD, CITyTaH-
Hoe cosHaHue. KT 1 MPT BbIgBMIM HErOMOTeHHOE, 3HAYM-
TeJIbHBIX pa3MepOB 00pa30oBaHNe B TUIO(GU3E ¢ KPOBOUIIHUSI-
HMEM B XHa3My, MEXTIONyIapHYIO0, OKOJIoMe3eHIIe(aTbHYIO
1 MO3KEUKOBYIO IIUCTEPHBI U TEMaTOMYy B Ipeesax JOOHOI
JIOJIM. ABTOpBI TPEIIONIOXUIN, YTO CyOapaXxHOUTAIbHOE
KPOBOM3JIMSIHME W WHTpalepeOpaibHasi remMatoMa ObUIA
CBsI3aHbI C arorviekcrueid B ageHoMy rurnodusa. YpoBeHb
AKTI — 450 nr/mn. [eMopparuyeckue Macchl ¢ cyrpaces-
JISPHBIM pacrnpocTpaHeHueM ObUTW yrasieHbl. [ucronornye-
CKOe HCcclIeqoBaHue BBIIBIIIO HekpormuecKyio AKTI-ce-
KpeTupyoliyio ageHoMmy. OCOOeHHOCTb JAHHOTO CITyJasi — B
COYeTaHUU KPOBOMBIMSIHUS B TUIIO(PU3 ¢ cydapaxHoudallb-
HBIM KPOBOMBJIMSIHUEM M MHTpalepeOpaibHOM reMaTOMON,
KOTOpbIe 00pa30BaIMCh BCASICTBYE allOIUIEKCUHY TUodu3a.

JlabopaTopHass M MHCTPYMEHTAJIbHAS JAMATHOCTHKA
cuHApoMa HenbcoHa OoCHOBBIBaeTCsS Ha pesysibTaTax MC-
cieqoBanus ypoBHsT AKTI m moarBepkmeHUsT HaTUIMS
MUMKPO- WJIX MaKpoaJeHOMbI TUTIO(U3a, XapaKTePUCTUKU
ee pocTa M OLeHK! TUHAMUKK POCTa aIeHOMBI B CpaBHE-
HUU C TIEPUOIOM TIOCJIE IBYCTOPOHHEW aapeHaTdKTOMUM
10 pa3BuUTHs cuHIpoMa HenmbcoHa.

J1J1s1 KOPTUKOTPOITMHOMBI B YCIOBUSIX YIAJIEHHBIX Ha-
MOYEYHMKOB xapakTepHo noBbieHue ypoBHsI AKTI 6omee
200 nr/mMu1 ¥ OTCYTCTBUE LIMPKAIUAHHOTO PUTMA CEKPELIUU.
Kak npaBuno, BenmmurHa AKTI oTpaxkaeT akTUBHOCTB afie-
HOMBI U COOTBETCTBYET BBIPa)KEHHOCTH TUIMEPITMIMEHTa-
muu. [Ipu ObICTPO pacTylux ameHoMax ¢ MHGUIBTPaTUB-
HBIM POCTOM WM PE3KO BBIPAXKEHHON TUIIePITUTMEHTAIINN
yposeHb AKTT moxet gocturars 3000 rir/ma u 6oee.

Kpaiine BaXHbIM SIBISIETCSI BbISIBIEHHE AJ€HOMbI TH-
no(uza, oleHKa HampaBJeHHs ee pocTa. Yacrora oOHapy-
JKeHUs1 aneHoM rurodusa npu cuHapome HenbcoHa yBe-
JIMYMBAETCSl MO Mepe TOSIBJIEHUST U COBEPILIEHCTBOBAHMS
BBICOKOpA3pelIaolX METOIOB BU3yalIu3allud TUnodusa,
Ttakux Kak KT ¢ koHTpacTHbIM yeuiieHreM 1 M PT, nockosb-

Ky yYaille BCTpevaroTcss MUKpoaneHoMbl Turodusa. [To maH-
HbeiM Kasperlik-Zaluska u coaBrt., 10 1992 1. BbISIBISIEMOCTD
MMKpPOAJIeHOM Tipu cuHApoMme HenbcoHa Obuia 3HaYUTEIbHO
HMXeE, Koraa ucrosib3oBaiv Tosibko KT. ABTOpsI 0TMEYaioT,
4yTo cpenu 13 mammeHTOB, HAOMIOMABIIMXCS OT 5 mo 29 jer
IOC/Ie IBYCTOPOHHEH aapeHaIdKTOMUH, ¥ 6 U3 HUX IPH-
meHeHre KT u MPT He BBIIBUIO U3MEHEHUI B TUMIOGU3E.
W3 octaBimxcst 7 60abHbIX ¢ noMolblo KT obHapykeHa
MuKpoaneHoma y 3. B manpHeiiiem npumenenue MPT ¢
KOHTpAcTUPOBaHUEM ISl WCCIIeNOoBaHUs Trurnodusa Ioi-
TBEPIWJIO HAJTMYME MUKPOAIEHOMBI Y TpeX MalleHTOB OC/Ie
BbIsiBJIeHUsT TTocaenHeil Ha KT 1 BbISIBUIIO MUKPOAIeHOMBI y
OCTaJIbHBIX 4 0OJBHBIX. Te e aBTOpPbI, aHATTU3UPYSI PE3YJIb-
TaThl 00CIe10BaHMs 33 MalKMeHToB ¢ cuHApoMoM HenbcoHa,
YTBEpKIaloT, 4T0o BhicOKMii ypoBeHb AKTT B KpoBu sIBIISIET-
cs1 ©oJiee TO3THUM TposiBIeHrueM cuHapoma HenbcoHa, yem
paHo BbIsIBJIeHHAs ¢ TToMoIibio MPT ¢ KoHTpacTHBIM ycuiie-
HUEM MUKpOaJeHOMa TrIodusa, CBOEBPEMEHHOE YIaJIeHNE
KOTOPOi1 TpaHCHA3aJIbHBIM JJOCTYTIOM MOXET MPEAOTBPATUTh
pasinyHble, B TOM yucie obTaIbMOJOIMYECKUe U HEBPO-
Jloruyeckue, ociiokHeHus1 cuHapoma Henbcona. Mimerorcst
COOOIIIeHUST 00 YCIIEITHOM BBISIBJICHUN ¢ TloMolibio MPT
WHBAa3MU aIeHOMbI TUTIOhU3a, 00YCIOBIMBAIOIICH CUHIPOM
HenbcoHa, B OCHOBHYIO KOCTb, a TakKXe KPOBOM3JIUSIHUS B
OIYXOJIb B KABEPHO3HOM CHHYCE.

B mmarHoctuke cunapoma HenbcoHa u ero oclioxk-
HeHHWii 0oJIblIoe 3HAYEHHE WMMeeT o(TaibMoJIorHYecKoe
o0cyieioBaHMe: OOHApYXEHME BMCOYHBIX CKOTOM, M3Me-
HEHUI1 IIa3HOro JHA, CHUXXEHUE OCTPOTHI 3pEHUSI, TTO3
BepxHero Beka. Moiogoit Bo3pact namueHToB ¢ bUK mo-
cJie IBYCTOPOHHEN aJipeHAIPKTOMUM SIBJISIETCS] (haKTOPOM
pucka pa3BuTusi cuHApoMma HenbcoHa, KOTOpBIN y Bcex
STUX OOJBHBIX MTPOSIBIISIICS THTIEPITMTMEHTAIEe, B 62,5 %
ciyyaeB — TOJIOBHBIMU 00JisiMM, B 37 % ciiydaeB — Hapy-
IeHUSIMU 3peHnst Uy 93 % malueHTOB BBISIBIISJIACH Ma-
KpO- WIM MUKpOaaeHoMa Turodusa.

IToMuMO paHHEro BBISIBIEHUSI MUKPOAIEHOMbBI TH-
nouza, OLUEHKN HEBPOJOTUYECKOTO CTaTyca COCTOSIHUS
3puTebHON (yHKIMKU U ompeneseHust ypoHs AKTI y
MalueHToB ¢ CMHAPOMOM HenbcoHa BaXKHa OLEHKA JpY-
TMX TPOITHBIX TOPMOHOB TUMNOMU3a, (GPYHKIIMU TTOJTOBBIX U
Ipyrux repudepruyecKux kKejie3 BHYTPEHHEH CeKpeluu,
COCTOSTHUSI KOCTHOM CUCTEMBI.

OOpamaer Ha cebsg BHUMaHHe, 4yTo ypoBeHb AKTIT
npakTudecku oguHakoB npu BUK u y manmeHToB mocie
JIBYCTOPOHHEU apeHaIsKTOMUU 0e3 pa3BUTUSI CUHIpOMaA
HenbcoHa, HO OH JOCTOBEPHO BhILLIE B 23 yaca, 4eM y 310~
POBBIX JIM1I, ¥ 3HAYUTEJIHO HUXE, YeM y OOJIbHBIX C CUH-
npomoM Henbcona. bazanbHblii ypoBeHb CTT u mpomak-
THHA Y TTALIMEHTOB TI0CJIE IBYCTOPOHHEH alpeHaI3KTOMUM
Kak ¢ cuHapoMoM HesbcoHa, Tak v 6€3 HEero B LEJIOM 0
rpynIaM He OTJIMYaeTcsl OT 3M0POBbBIX JIULL, XOTS Y OTJAE/b-
HbIX OOJIBHBIX ¢ cuHApoMoM HenbcoHa MMeeT MecTo TH-
MepIpoJaKTUHEMUsT, MakcuMabHast 1o 1354 MEx/m.

A. Kasperlik-Zaluska 1 coaBT. cOOOIIMIN O TALIMEHTKE,
y KOTOpOI1 yepe3 3 ronia rocjie IByCTOPOHHEN aapeHaIdKTO-
MUU, MPOBEICHHON M3-3a OTCYTCTBUS dhdekTa B JedeHuu
BUK d4epe3 roa mocie TpaHCHA3aIbHOTO YAAJIEHUSI MUKPO-
aJICHOMbI, BO3HMK DPELUIUB OIMYXOJU TUAMETPOM 25 MM C
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KJIMHUKOW aMEHOpPEU-JTaKTOPEer, BBICOKUM YPOBHEM IIpO-
naktrHa (80 Hr/ma) u AKTT (5000 rir/mut). bonbHo# Gblia
BBITIOJIHEHA TIOBTOPHO TPaHCHA3aJIbHAsI aIEHOMIKTOMMUSI, HO
13-3a THOWIBTPAITIH OITyXOJIBIO TBEPIOIf MO3TOBOI 000104~
KU M KOCTHBIX CTPYKTYp yaaJieHre He ObLTO TOTHBIM. Brio-
clIencTBUM ObLIa IIpOBeeHa JTydeBas Tepanus B go3e 50,8 Ip
Ha CeJUISIPHYIO U Mapace/UIIpHYI0 001aCTh C IPUMEHEHUEM
PaguoakTHBHOIO KobajbTa. [MCcTonornyecku oImyxoib oKa-
3aJ1ach XpOMO(MOOHOI CMeIlIaHHOK aJeHOMOI C WHBA3UB-
HbIM pocToM. [locsie mpoBeaeHHOTO JieUeHUs MpeKpaTuiach
JIAKTOpEesI, BOCCTAaHOBWJIMCh MEHCTpYalluy, HOpMaJIM30BaJICs
YPOBEHb MPOJIAKTHHA, HO OCTaBajlaCh yMEpEHHasl TUTIePITNT-
meHTanus ipu yposHe AKTT ot 540 no 1200 nr/mn. Janb-
Helilliee HaOTIOICHNE B TeUeHUE 4 JIET He BBISIBUIIO peITUIBa
OTYXOJIV U YXYIIIIEHHS COCTOSTHUST OOJTbHOMA.

JIMCKYCCHOHHBIM JI0 CHX IOP OCTA€eTCs BOIPOC 00 0CTa-
TOYHOI CeKpeuur KOPTH30J1a U KOPTHMKOCTEPOHA MOCJie
yAa/ieHus1 000MX HA/INOYE€YHUKOB, 4 TAKXKE COCTOSIHUE Ce-
Kpeluu KaTexoJaaMUHOB. [IpakTryecku Bce O0JIbHBIE ITOCTe
JIBYCTOPOHHE! aJIpEeHaT3KTOMUM HYXIAIOTCSI B 3aMECTU-
TEJIbHOM Tepanuu rII0KO- 1 MUHEPAIIOKOPTUKOUIAMU.

T'unodusapHo-ronagHas cuctema. M3BecTHO, 4TO J0-
damuHepruyeckasi cuctema Mmonayiupyer cekperio AKTT
M TIPOJIAKTUHA U CEKPELIsT KaXKI0TO M3 3TUX TOPMOHOB MO-
JKET UMETh O0IIMe MeXaHU3MBbI peryasaiuu. [Tpu cuHapome
Henbcona, xak u ipu 6one3nu Menko — Kymmnra, nume-
€TCS1 HECOCTOSATEIbHOCTh MEXaHU3MOB, KOHTPOJIUPYIOIINX
JIornmaMUHepruyeckuii myThb perysiuuu cekpeunu AKTT.

HccaenoBanue KOCTHOM CUCTEMbI Y TTAIIMEHTOB 00EHX
TPYMIT C TIOMOIIBIO JIBYX3HEPreTUYECKONW PEHTTeHOBCKOM
a0COpOLIMOMETPUM TOKA3aJI0 CHUXKEHUE MUHEpaJIbHOM
TUIOTHOCTU KOCTH Y 92 % G0/IbHBIX. YCTpaHeHUe TUIIEPKOp-
TULIM3MA TIOCJIe JBYCTOPOHHEN aJipeHAIDKTOMUM, HECMO-
TPsT Ha 3aMECTUTEJIBHYIO TepaInio TIIIOKOKOPTUKOUIAMH,
OCTaHABJIMBAET MTPOTPECCUPOBAHNE OCTEOTIOPO3a, a B PsIe
ciydaeB (y MOJIOJBIX TTAIIMEHTOB) UMEETCST YaCTUIHOE BOC-
CTaHOBJIEHUE KOCTHOM CTpyKTypbl. OHAKO MPU HACTYII-
JIEHUM MEHOIMay3bl Y 3THUX MalMEeHTOK WU OTCYTCTBUU
BOCCTAaHOBJIEHUSI MEHCTPYalbHOM (DYHKIMU DPUCK MPO-
TPECCUPOBAHMSI OCTEOMNOpPO3a UM BO3HUKHOBEHMSI HOBBIX
MepeIOMOB KOCTEl BbIIIE, YeM B MOIYJISILIIUN.

/\eyeHne n HabAIoAeHne NnaLuueHToB
C CUHAPOMOM HenbCOHQ

I_[enb}o NATOr€HETUYECKUX METOAOB JICUCHU SABJIACTCS
cHmxeHune cekpermn AKTI, BoccTaHOBIEHUE HOpPMaJb-
HOI ceKpellMy TPOIHBIX TOPMOHOB Trunodumsa, a Takxke
MpeaoTBpallleHNe JaJIbHEHIIEro pocTa OIyXoau Turnodu-
3a U KOMIIEHCall s HaI[HOqG'{HPIKOBOﬁ HEAOCTATOYHOCTMU.
,Z[J'IH PEUICHUA 3TUX 3aaa4 UCITOJIb3YIOTCA XUPYPTUYECKUCEC,
JIY4EBBIC 1 MEAUMKAMCHTO3HBIC METOIbI.

Xupypruyeckoe AevyeHne CUHAPOMA HeabCoHa
B Hactosmiee Bpemst 3a pyoexkoM TpearodTeHue OT-
JaeTcsl MUKPOXHMPYPrHYECKMM ONepamnmsM To yIaJIeHUIo
MUKpOaIeHOM runodusa TpPaHCC(EHOMTATbHbIM 10-
crynoMm. [lo naHHBIM pasHbIX aBTOPOB, 3(GHEKTUBHOCTD
TPaHCHA3aJILHOTO yAaJIeHUs] KOPTUKOTPOITMHOM MPU CUH-
npome Hembcora — ot 70 mo 80 %, B OCTaIBHBIX CITyJasx

HaOIOJAINCh PelUAUBBl ajeHoM Tumnodusa. Tak, Bing
M COaBT. COOOIIAIOT O 23 oIepalnsax 0 YIaJIeHUIO KOp-
TUKOTPOTIMHOM Y TIAlIMEHTOB ¢ CUHApoMoM HembcoHa; y
21 — MUKpOXUpyprudeckoe ynajeHue TpaHccheHOnaalb-
HBIM JIOCTYIIOM, Y 2 — TpaHC(pOHTaJIbHAsI KPAHUOTOMMUSI.
Cpoku HabmoaeHusT — oT 6 Mec. 10 9 jet. B pesynbrate
omnepalvii y Bcex MaleHTOB Mcye31a TuIeprnurMeHTalus,
AKTT nHopmanuzoBaiics y 10 60JIbHBIX, CIeTKa MOBBILIEH-
HbIM Habmomascst y 6, ypoBeHb AKTT kone6aincst ot 100
1o 500 nir/mi. Y 8 GOJIbHBIX CO 3pUTEIbHBIMU PACCTPOii-
CcTBaMU HaOJIofaiach JUKBUAALMS 3TUX cuMITOMOB. [lo
COBOKYITHOCTH KIIMHUYECKUX, TOPMOHATBHBIX UCCIIETOBA-
Huit 1 gaHHBIX MPT BeI3MOpOBIEHUE OTMEUEHO Y 56,5 % 1
pemuccus y 26,1 % manmeHToB. PeriuanB KOPTUKOTPOITH-
HOMBI Habmoganu y 3 maruenTtos (14,2 %) mocie TpaHc-
cheHoraaaIbHON aleHOMIKTOMUM, B CpeaHeM uepes 1 rof.

Kemink 1 coaBT. HaGM0HaIM 15 MALIMEHTOB C CUHAPO-
MoMm Henbcona. Pemuccuio 3abojieBaHUsI yCTaHABIMBA-
J nipu cHukeHuu ypoBHst AKTT menee 200 nr/mu (1o-
cJie TiepepbiBa B IpUeMe TJTIOKOKOPTUKOUIOB 24 Yaca) U
YMEHbIIIEHUHU pa3Mepa OITyXoJid Turodu3a 10 pazmepa Me-
Hee 10 MM B mmameTpe. Y 8 13 15 IManiMeHTOB 10 TOTAJIBHOM
aJIpeHAI9KTOMUHY ObLIa BBHITTOTHEHA TpaHCHA3abHas aJie-
HOMBKTOMUS, He nmpuBenmas K pemuccuu bUK. 1o man-
HBIM aBTOPOB, 00beM omyxojau U ypoBeHb AKTI mmenu
MOJIOXKUTEIbHYIO KOPPEJISIIUI0 K MOMEHTY YCTaHOBJIEHUS
nuartHosa cuHapoma HenbcoHa. Xupypruueckoe jedeHue
aneHoM runodusa npu cuHapome HenbcoHa 6oee yenen-
HO MPU HAJTUIUU MUKPOATEHOM, YeM MaKpOaJeHOM; OTle-
panuio 1eaecoodpa3Ho MPOBOAUTH A0 SKCTPACEIISIPHOTO
pacrnpocTpaHeHusl Onyxoyu runodusa; nocjaeonepauuoH-
Hoe 00JydeHue rumnodusa JOKHO BBITIONHSITHCS Y BCEX
MalMEeHTOB C OCTATOYHOM OITyXOJIeBOI TKaHBIO.

B patore Kelly u coaBt. n3 BeaukoOputanum coobiia-
€TCsI, UTO cpeau 24 mauneHToB ¢ cuHapoMoM Henbcona 13
HYXXIaJTMCh B XUpypruueckoM JeueHnu. MIx cpenHmii Bo3pact
K MOMEHTY XMPYpruyecKoro BMellaTeabcTBa Obul 35 Jet, 5
JieT nocne anpeHanskromun (ot 10 mec. go 25 aer). Cpen-
HSIST JUIMTEJIBHOCTD HAOIOCHUS TIOCTIe YIaleHUs] KOPTUKO-
TporiuHOM — 17 jieT. B pesysbrate MUKpOXUPYPrUUECKOTro
JieueHUsl y OOJTbIIIMHCTBA MAlIUEHTOB KcYe3J1a TUIepIurMeH-
tarmst. Yposenb AKTT cHmswiicst ¢ 664 o 73 nr/mit, oobeM
rUIIOU3apHOM OITyXOJIM CYILIECTBEHHO YMEHBIIWICS Yy 12
nanueHToB. He ObUTO ciTydaeB moceonepaoHHOM JIeTalb-
HOCTU W 3PUTETbHBIX PACCTPONCTB BCIEACTBUE OIEpalIvu.
OpnHako OIMH MalMEeHT C KapLIMHOMOI Thrnodusa ¢ apTepu-
aJbHON MHBa3Meil B OpOMTHI U KaBEPHO3HbIE CUHYCHI YMEP
BITOCJIC/ICTBUM OT METACTa30B OITyXOJIM B JIETKUE U TEYECHb
MpU SIBJICHUSIX cericuca. Y Apyroro mauveHTa HaOmromaics
B JaJIbHEMIIIEM arpeCCUBHBII POCT OIMYXOJIM B HaIlpaBJIeHUU
repeKpecTa 3pUTesIbHbIX HEPBOB, JiaTepaJibHOM MHBa3Meil B
KaBePHO3HBIE CHHYCHI, & TAKXKE PACITPOCTPAHEHUEM OITyXOJIH
BIIEpe/I ¢ BEIPasKeHHBIM 1T030M. CMepTh NaliMeHTa HaCcTyTTH -
Jla OT MACCHUBHOTO KPOBOTEUEHUSI B OITyX0Jb. [Ipr3HaKu He-
JIOCTAaTOYHOCTH TOPMOHOB TIepeaHel 101 runodusa ObLIu
BBISIBJICHBI Y 7 TIALIMEHTOB, a MEPCUCTUPYIOIIMI HecaxapHbIi
nuaber — y 7. ABTOpHI IeialoT 3aKioueHne 00 3 deKTrB-
HOCTH TpaHCC(PEHOUIATLHOI aIeHOMBKTOMUHU TTPU CUHIIPO-
Me HenbcoHa Ha OCHOBE JITUTEIBHBIX MTOC/IEONePAllMOHHBIX
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HaOJONIEHUI, OTMeuasi HeOOJbIIIOe YMCIO OCIOXHEHUN U
MoOOYHBIX 3¢h(PEKTOB ITOro METOIA.

Heo6xonnumMo OTMETUTD, YTO B psilie CIyyaeB TpaHCHA-
3aIbHOE yHaJeHNe KOPTUKOTPOITMHOMBI Y TTAIIUEHTOB C
cuHapoMoM HenbcoHa sBIsSETCS MMOBTOPHBIM XUPYPIH-
YeCKUM BMEIIaTebCTBOM Ha TMIo(dur3e, Tak KakK mepBast
onepalus npooauaack 1is jeuyeHust bBUK, Oblna Head-
(GeKTHUBHOIA, MOCe Yero BBIMOJHSIACH ABYCTOPOHHSIS
agpeHanoktomus. [Ipu MakpoageHomax runodusa c
WHBA3MBHBIM Tapa-, cyrnpa- Wiu MHPpace JIsspHbIM pO-
CTOM MPUMEHSIIOT KPaHUOTOMUIO ¢ TPaHC(HPOHTAIBHBIM
JMOCTYTIOM, a TIpM HEBO3MOXHOCTH TOJIHOTO YAaJeHUs
aJIeHOMbI TUTTO(MU3a TOTOJTHUTETbHO MTPOBOST JTyYEBYIO
Tepanuio (paHbllle — AUCTAHIIMOHHAS raMMa-Teparus,
peaKo — TPOTOHHOE OOJydyeHHue Turodusa, B MOCTeI-
HUE Toabl — ramMma-Hox). Cpean HaOJIOgaeMbIX HAMU
0OJIbHBIX ¢ cuHIApoMoM HenbcoHa y ABYX MallMEHTOK C
MPOrPECCUPYIOLIUM POCTOM OTYXOJHU, PE3KO BbIpaXKeH-
HOM rurnepnurMeHTanyeil, HapyleHussMU 3peHus ObLIO
BBITIOJIHEHO TaKoe JIeueHue ¢ XopolnM 3¢ dekTom (rme-
puon HaGwoaeHust — 7 u 10 ner).

JlyueBas tepanusa. O6iydeHre Tunodusa cCIYUTaCTCS
Haubosee 3(hGEKTUBHBIM METOIOM ISl TIPEIYTIPeXxKIe-
HUS pa3BUTHS cuHApoMa HenbcoHa y MmalyeHTOB, Tie-
peHecIIX OuIaTepaJbHYIO aapeHaJIdKTOMMIO. Tak, TIpu
aHaaM3e KaramHe3a 55 MalMeHTOB ¢ MeAUKaMEHTO3HOM
WA XUPYPTUYECKOU TOTAJIBHOM aIpeHAIIKTOMMER CO-
00111aeTcsl, YTO TOJbKO 3 TalMeHTa He MOIBEepPIJINCH Jy-
YeBOW Tepamuu OO0 WIM cpa3y Mocjie aapeHaJIIKTOMUHU.
Cunapom HenbcoHa pasBuiicst TOJbKO Y 1 U3 Tpex He-
00JIydeHHBIX TTallMeHTOB. TakuMm 00pa3oM, JydeBasi Tepa-
Musi MOXET TpeJoTBpalliaTh BOSHUKHOBEHUE CHUHApOMaA
HenbcoHa, ogHaKo MPOTEKTOPHOE JeHCTBUE OOIyYeHMUSI
runodusa oOHApYXUBAETCS HE Y BCeX MAllUeHTOB IOCTe
OuIaTepaabHOM aIPEeHATIKTOMUM.

JlyueBasg Tepanusl (AuMCTaHLIMOHHAs raMMa-Teparnus,
00JydeHue MPOTOHHBIM MYYKOM, raMMa-HOX, 00JyYeHue
¢ moMolbto uHeitHoro yckopureisi LINAC) moxeT ObITh
KOHKYPUPYIOIIUM METOAOM JIeYeHUS] KOPTUKOTPOIUHOM
npu cuHapome HesbcoHa Mo OTHOIIIEHUIO K TpaHccde-
HOUIAJIbHOMY YIQJIEHUI0 MUKPOaaeHOM. Tak, 1o JaHHBIM
E.N. MapoBoii, 60sibHBIM ¢ cuHApOMOM HesibcoHa mpoBo-
nuiaach raMMa-tepanus B no3e 45—50 Ip. Uepes 4—8 mec.
y 23 malMeHTOB OOHAPYKEHO YMEHBIIICHUE TUTIEPITUTMEH-
TalM¥ KOXKHBIX TIOKPOBOB, Y 3 MeJTaHOAepMUS ucuesna. Y
BCEX OTUX MalMeHToB oTMevanoch cHikeHne AKTT, 6omee
CTAOMJIBHBIM CTAJI0 TeYeHWEe HAIMOYeYHUKOBOW HeaocTa-
TOYHOCTU. Y 3 O0JIbHBIX He ObLIO 3(deKkTa OT JydyeBoit
Teparnuu, OTMeyascsl MPOrpecCUpyrolInii pocT OMyXOJu.
T.A. Hawlett u coaBT. TpUBOAST Pe3yJIbTAThI JIyYeBOI Te-
panuu y 15 nmauueHToB ¢ cuHapoMoM HenbcoHa u nocre-
nytoliero HabmoaeHust 3a HuMu ot 1,5 1o 17,5 roga (Me-
muaHa — 9,6 rona). Y 14 u3 15 6onpHbIX ypoBeHb AKTT
CHU3WJICSA B cpenHeM Ha 15,5 %, 4TO COMpPOBOXIAIOCH
YMEHBIIIEHUEM TUIIePIUTMeHTaluKu. Y 7 OOJbHBIX, KOTO-
pbIM ObLIa IpOBedeHa KOMIIbIOTEpHAsi ToMorpadus ru-
nodusa, BBISIBIEHO YACTUYHO IYCTOE TYPEIKOEe CEeIo.
DyHKIMS nepenHeit foau runodusa Obu1a HOpMaIbHOM Y
13 u3 14 nauMeHToB, U TOJILKO Y OIHOI O0JIbHOM pa3BUICs

BTOPUYHBIN TUIIOTUPEO3 U TUIIOTOHAJIOTPOMHBIN TUITOTO-
HaaM3M. 3a BpeMsi HaOtoneHusl 4 TallueHTOB yMepJu OT
MPUYXH, HE CBSI3aHHBIX ¢ cUHApoMoM HenbcoHa (pak Mo-
JIOUHOM XeJe3bl, MHGapKT MUOKap/a, MHCYJILT, TOPOKHO-
TPaHCIIOPTHOE IMPOUCIIECTBUE). Y ONHOI O0JbHOM 13 15,y
koTopoit ypoBeHb AKTT cHusuicsa Ha 7 % nociie o6yde-
HHUsI, 4epe3 6 JIeT pa3BUIICS PELIMINB OIyXOJIM TUIodu3a,
a yepe3 11 Jyier mocie JiyueBoi Tepanyu OHa ymepia Ipu
SIBJICHUSIX TIPOTPECCUPOBAHMSI POCTA OIYXOJIN.

B mocinenHue rombl MNOSBWIMCH IyOIvMKaluuud 006
YCHEUTHOM TIPUMEHEHUN CTePeoTaKCUYECKON palloXu-
pypruu (B TOM 4ucJie U TaMMa-HOXa) B JICUCHUU Tally-
E€HTOB TIOCJIe IBYCTOPOHHE! anpeHanskTomuu. B padote
Pollock u coaBt. aHanu3upyorcs 11 ciygaeB mpuMeHe-
HUST CTePEOTAaKCUIECKOM PamuoOXUPypruu y MalrMeHTOB C
cuHapomoM Henbcona, nposeaeHHbIX ¢ 1990 o 1999 .
V 5 U3 3TUX MallMeHTOB HAOJIOAAJICS POCT OIYyXOJIr, He-
CMOTpSI Ha Ipeablayllee HpakMOHHOE O0IyYeH e B CyM-
MapHoii 1o3e B cpeaHeM 50 Ip, 2 maimeHTa noaBeprajiuch
npoduIaKTUIECKON JIydeBO# Tepanuu B Ipeaenax 1 me-
csla OT TOTAJbHON aApPeHATIKTOMUU (CPOK HAOIIONEHUS
3a HUMM — oKoJio 37 mec.). B pe3ynbraTe mpoBeneHHOTo
JedeHus y 9 manuneHToB (82 %) ynanoch MpeKpaTUTh pOCT
aJieHoM, y 2 COXpaHsUICS TIPOIOJIKEHHBIN POCT OTYXOJIN
nocie paguoxupypruu. YposeHb AKTI ymeHbmmiacs Ha
66 %, y yeTbipex 0OJbHBIX OH HOpMaIu3oBaics. OCiox-
HEHMSI, CBSI3aHHBIE C 00JydeHUEeM, HaOIIOAaINCh Y 3 ma-
LIMEHTOB: auIuionusi (2), OMHOCTOPOHHEE JaTepaibHOE
BbINageHue nosei 3penus (1), neduut ropmoHa pocra u
TectocTepoHa (1), acuMNTOMaTUYECKUIA JTy4eBOil HEKPO3
BucouyHoii nonu (1). Heo6xonumo oTMeTUTh, YTO BCe Ma-
LIMEHTBI, UMEBIIIE OCOXHEHNS, paHblIIe MoJyJaau Tpa-
TUIIMOHHYIO JIydeBYIO Tepanuio. B murepaType umerorcs u
0osee paHHHE PabOTHI 00 3((HEKTUBHOCTU PaINOXUPYP-
rum (ramMmma-Hox). HemaBHO omyOaMKOBaHBI pe3yJIbTaThl
npumeHeHus1 LINAC npu KOpTUKOTPOIIMHOMAaX BCAEACT-
Bue cuHapoma Henbcona. CHukenue ypoBHst AKTT Ha-
omonanock y 8 u3 10 manmeHToB. [Mnmonutyutapusm ObUT
JMUarHOCTUPOBAH y 6 MalueHToB (Y 3 U3 HUX OH OBUT J0
obayuyeHust). HecMoTpsi Ha Masioe 4yuMciio HAOIIONEHUIA,
MOXHO cJieJIaTh BbIBOM 00 3(P(HeKTUBHOCTU 3TOTO METO/1A
JIeYeHUsl y MallMeHTOB ¢ cuHaApoMoM HesbcoHa.

MenukamenTo3noe JedeHne cuHapoma Hesabcona.
MOXHO BBIIEIWUTH Ba acleKTa: ONTUMAaJIbHBIN IMOI00p
MpernaparoB M WX 103 JUISI 3aMECTUTETbHOUN Teparnuu U
cpencta wist cHukeHus cekpeunu AKTT.

3amecTuTebHAA Tepanus HAANOYEYHHMKOBOW HemO0-
CTATOYHOCTHU MPOBOIUTCS Y BCeX OOJIbHBIX MOCIE IBYCTO-
POHHEN aApeHaJISKTOMUU IO TeM Ke MPUHIUIAM, YTO U
npu 6osne3Hu AnnucoHa. [IpeanoyrurenbHee coueTaHue
MMHEPaJTOKOPTUKOUIOB B YTPEHHME Yachl U TIFOKOKOP-
TUKOUJOB B APOOHBIX J03aX B TeueHue aHs. Cpeau Tiio-
KOKOPTUKOUIOB Haubosee Ieiecoo0pa3Ho MpUMEHEHHe
TMIPOKOPTU30HA (KopTeda), KOPTU30HA aleraTa U Mpe-
HM30JI0HA, HO He MperapaToB, aHATOTUIHBIX TPUAMITUHO-
JIOHY MJu AekcaMeTazoHy. Mcronb3yloTes nBa pexuma B
3aBUCUMOCTU OT MHIMBUAYAJIbHBIX MOTPEOHOCTEH Malu-
eHTa: 1) B 6—7 yTpa — MUHEPaJIOKOPTUKOMI, TTOCTIC 3aBTpa-
Ka — MPEIHU30JIOH, THEM — KOPTHU30H (TUAPOKOPTU30H)
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U TIpU HEOOXOAMMOCTH MUHEPAJTOKOPTUKOW]I, BEYEPOM —
KOPTHU30H; 2) MUHEPaJIOKOPTUKOUI — PaHO YTPOM U MPU
HEoOXOIMMOCTH [HeM, KOpPTU30H (KopTed) — ApoOHO
YTPOM, THEM U Be4epoM, TIPETHU30J0H — Ha HoYb. [1pn
MOCJIeTHEM PEXMME 103a MPETHNU30I0HA, KaK TTPaBUIIO, HE
Oozee 2,5—5 Mr, cyMMapHas 103a KopTuzoHa — 10 50 ML
HexoTopble 9HIOKPUHOJIOTH MPEANOYUTAIOT HA HOUb WJIN
B BeuepHee BpeMsl HazHayaThb JIeKcaMeTa3oH IS MOIaB-
JieHust n3obsiTouHoi cekpeumn AKTI B HOYHOe U paHHee
YTpEeHHee BpeMmsl.

Tepanus, HampaBjieHHasi Ha CHIDKEHME CeKpeluu
AKTT. IIpumeHeHMe MpenapaToB ISl CHUKEHUS CEKpe-
1 AKTT ocHOBaHO Ha BO3/I€ICTBUM MX HA TUTTOTAIAMU -
geckue pakTopsl, Biussiomue Ha cekpenuio AKTI. C aToit
1LIEJTBIO TIPUMEHSTIOTCST LIUTIPOTENTaauH (TEPUTOJ) — CEPOo-
TOHUHOBBIN 0JI0KATOp, OPOMKPUNTHUH (TTapjIOAea) — CTU-
MyJISITOp 10(aMUHOBOIM CEKpeLMU W BaJbIIpoaT HaTpHUs
(KOHBYJIEKC) — CTUMYJISITOP CMHTE3a raMMa-aMUHOMAaC/IsI-
Hoit kucnotel (TAMK) B runoranamyce. MHeHust 00 3¢-
(EeKTUBHOCTU MEIMKAMEHTO3HOM Teparu Mpyu CUHIPOME
HenbcoHa KpaiiHe pOTUBOPEUYMBHI.

Bosbiie Bcero paboT TMOCBSILIEHO MCMOJIb30BAHUIO
Basiblipoara Hatrpus. [lpeamosaraercsi, 4TO BajblpoaT
HaTpus BausgeT Ha cekpeumio AKTI mytem ymeHbIeHMs
BeicBoOOXneHns1 KPI' B runmoTanamyce mpu yBeImueHUN B
rooBHoM Mo3ry TAMK. A. Dornhorst 1 coaBT. coo0IIMIN
0 MOJOXUTEIbHOM 3 deKkTe BanbIipoaTa HaTpus y 10 ma-
L1eHTOB ¢ cuHapomoM Hemnbcona (600—1200 Mr B IeHb) B
teueHue 5—32 Henenb. [1pu aTrom ypoBeHb AKTI cHusmi-
cs1 ¢ 2460 + 1870 ar/n mo 480 + 330 Hr/J1, y IBYX TTAIIUEHTOB
BOCCTaHOBWJICS LIMpKaauaHHbI put™M cekpeun AKTT, a
y 6 MallMeHTOB YMEHbBIIUIACh TUIIepTUrMeHTanus. [Toce
OKOHYaHMS JieueHUus1 CHUXeHHbI ypoBeHb AKTI coxpa-
HSUICS 10 3 HeleTb ¥ TIOMHUMAJICS 1O MCXOTHBIX 3HAUSHMIA
3a 5—12 Henmenb. B padore Kasperelik-Zaluska 1 coaBT. co-
00111aeTCs O TTONABJISIONIEM IEMCTBUM BaJIbITpoaTa MarHust
Ha ypoBeHb AKTT y 8 mauunenToB ¢ cunapomom Henbcona
B exxenHeBHoi no3e 1200 Mr. ImMeroTcst eaMHUYHbIE CO00-
LEeHUsI 00 YMEHbIIEHUU Pa3MepoB aJeHOMbI runodusa y
MalyeHTOB ¢ CUHApoMOM HenbcoHa mon BauUsHUEM Jie-
yeHus1 BajblipoaToM Hatpus. [locie 4-mecsuyHoro Kypca
JIEYeHUs] OTMEYAJIOCh TOCTOBEPHOE YMEHbILIEHUE pa3Me-
poB ageHoMbI TuIto¢u3a 1mo janueiM KT u 2-kpaTtHOe cHU-
xkenne ypoBHs AKTI. Uepes Mecsi mocie mpekpaleHust
neueHus: ypoBeHb AKTIT 1 o0beM rumogusa ocTaBalnch
6e3 usmeHeHus. Ho yepes 6 Mec. mocjie OTMEHBI BaJIbITPO-
ata HaTpYs BHOBb OTMEUaJICsl POCT aJieHOMBI, OOHapyXe-
HO ee cyIpace/UIsIpHOe paclpocTpaHeHHe, KOTOpoe He
Habonanock 1o jgeyeHus. [locie moBTOpHOroO Kypca Jie-
YEHUST OTYyXO0JIb TMIIO(MU3a 3HAYUTEIBHO YMEHBIIUIACh OT
00bEMHOr0 00pa3oBaHUsl C CyMpace/UISIPHbIM POCTOM 10
YACTUYHO MYCTOro Typeukoro cenia. C Apyroit CTOpoHHbI,
UMEETCS psifl MyOJIMKalnii, He ToaATBepxkaaux ahdeKT
Banbiipoara Hatpusa npu AKTI-cexperupyromux ageHO-
Max rurnogusa.

Mmerorcs nybaukauuum o0 uHrubupyoieMm 3¢gdekre
Ha AKTT nunporenragrHa 1 GpOMKpUIITUHA, UX BIUSIHUU
Ha 6azanbHblil ypoBeHb AKTI u ctumynupoBannbiii KPT.
OnHako 3¢G@EKTUBHOCTh [UTUTEIBHOIO, XPOHUYECKOTO

MpPUMEHEHHUS 3TUX TIpernapaToB Mpu cuHapoMe HenbcoHa
B KaueCTBe MOHOTEpAITMU TOJIBEPraeTcs COMHEHMUIO.

B nocnennue roapl mossBUIMCh Myoaukamuu od ad-
(bexkTuBHOCTH JedeHUsT cuHapoMa HenbcoHa aHamorom
coMaTocTaTUHa — OKTpeoTuaoM. L. Pertini u coasT. co-
OOIIMIN O pe3yJbTaTaxX IBYXJIETHETO JIeUeHUsI OKTPEOTH -
nom 300 MKr B AeHb IauueHTa ¢ cuHapoMoM Henbco-
Ha, Y KOTOPOTO cyliecTBeHHO cHU3uics yposeHb AKTTI,
3HAYUTEbHO YMEHBIIWIACH TUIEPNUTMEHTAlUs, Ha-
0J1I0JaJ1I0Ch YMEHbIIEHWEe pa3MepoB omnyxouu Ha 10 %.
F. Kelestimur coob1uiun 06 a3pheKTMBHOM MPUMEHEHU N
100 MKr oKTpeoTuaa TpU pa3a B JEHb Yy MAlMEHTKU C
cuHapomoM HenbcoHa: yepe3 7 JaHel JedeHUsT YPOBEHb
AKTT cHmswmiics Ha 54 %, 3ateM HaOJII0MAIOCh YMEHb-
IIEHUE Pa3MePOB OTTYXOJIH.

CumnroMaTHyeckoe JedyeHue cuHapoma Heabcona
MpearnosiaraeT KOppeKIlnio HapyleHUi MEeHCTPyaTbHOTO
LMKJIA Y KEHIIWH W MOJOBOM DYHKIIMU Y MYXKUUH, Jieue-
HUE WIK MTPOGUIAKTUKY OCTEONOpO3a, OKUPEHMS U TTOCT-
JlydeBOM 3HIedalonaTuu, ecilyd yKa3aHHble HapylIeHUs
MMEIOTCS Y KOHKPETHBIX MallueHTOB.

[1POrHo3 1 NPoPUAQKTUKA CUHAPOMA HeAbCOHa

[TporHos cunapoma HenbcoHa 3aBUCUT OT IMHAMUKU
pocra afeHoMbl TUodu3a, HarpaBJIeHUs ee pacrpocTpa-
HEHMSI, BBIPAXKEHHOCTU METAa0OJIMYECKUX HapylIeHU U
CTETNeHN KOMIIEHCAIIMU HAAOYEeYHUKOBOM HEIOCTaTOU-
Hoctu. [lpw cTaGMILHOM TEUYEHWU HAAOYEYHMKOBOM
HEIOCTAaTOYHOCTU M OTCYTCTBUM TEHIEHIIMU K POCTY aje-
HOMBI ITPOTHO3 OJIATOTIPUSITHBII, XOTS TPYIOCITOCOOHOCTh
GOJIbHBIX OrpaHMyeHa M okosio 70 % OGONbHBIX UMEIOT
II rpynny uHBanuaHocTU. JucnaHcepHoe HabJroAeHUe
3a TalMeHTaMU Tocje IBYCTOPOHHEN aapeHaJIdKTOMUU
MpejroJaraet HabIoaeHUe SHA0KpUHoJora 1 pa3 B 3 Me-
csua, oKynucta — | pa3 B 6 MecsileB, HeBpOIaTojiora u
ruHekoJiora (st XeHmuH) — 1 pa3 B rog. Heobxonumo
uccienoBath 1 pas B 6 MecsitieB ypoBeHb AKTT, anekTpo-
JINTHL, TATAIBI U KpEaTUHUH B KpoBHU, 1 pa3 Brom — MPT
nnn KT rosoBHOTO MO3ra (KeIaTebHO, ¢ KOHTPACTHBIM
YCUJIEHUEM), a TaKKe U3MepeHre MUHEPaIbHOM TIOTHO-
CTU KOCTHOW TKaHU.

[Ipodunaktuka cuHapoma HenbcoHa cBOIMTCS K TIA-
TeJbHOMY NHCIIAHCEPHOMY HAOJIONEHUIO 32 OOJIbHBIMU,
MepeHECIIMMHU IBYCTOPOHHIOIO aApeHAIIKTOMUIO, TIPOBE-
JIEHUIO JIy4eBOM Tepanuu (MpearnoYTuTesIbHee POTOHHOE
o0yueHne ruriousa), ecJii OHA He BBITIOIHSIACH B TIPO-
necce neueHuss BUK, u anekBaTHOI KOMITIEHCAIIMM HAAIIO-
YEUHUKOBOI HETOCTATOUHOCTH.
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