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KNUHUYECKUN CNYYAN C KPATKUM OB30POM JIUTEPATYPbI
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HaunoHanbHbIN MeANLMHCKUI NCCIie[oBaTeNIbCKUI LeHTP SHAOKPUHoNorum, Mocksa, Poccua

BbonesHb NueHko-KywnHra — 310 peikoe MynbTUCUCTEMHOE 3aboneBaHre, XxapakTepusyloweeca Hannmumem SHLOreHHOro
LileHTpanbHoro runepkoptmumnsma scneactame AKTI-cekpeTupytoLuei onyxonm ronoBHoro mo3sra. Yactota 6onesHu yeHko-
KywmnHra Bo B3pocnom BospacTe coctaBnsaeT 0,7-2,4 Ha 1 MnH HaceneHua, n nuwb 10% Bcex cnyyaeB NPUXOAUTCA Ha AeT-
CKUI Bo3pacT. Bo3pacT gebiota 3aboneBaHmns y geteli cocTaBnsAet B cpegHemM Ha 12,0-14,8 neT. TUNNUYHbIM NpoABIEHNEM
3aboneBaHuVA y fieTein, HapALy C OXMPEHNEM 1 apTepuanbHO rMnepTeH3nen, ABNAETCA CHUKEHME TEMNOB POCTa. 30/10TbIM
CTaHAAPTOM AMArHOCTUKK LIEHTPaNIbHOro runepkopTruymama cnyxmt MPT ronoBHoro mosra, ogHako 3¢pekTBHOCTb AaH-
HOro meTofa y aeTen coctasnaeTt Nnwb 50%. OCHOBHbIM METOAOM NeYeHnA ABNAETCA HeMPOXMPYypruyeckoe TpaHCHasanb-
Hoe TpaHccheHomanbHoe yaaneHve SHOOCENNAPHON ageHoMbl rmnodursa, No3sonsaloLlee JOCTMYb peMmuccum bonee yem
B 65% cnyyaeB. B faHHO cTaTbe onmcaH KNMHU4Yecknin cnyyan 6onesHn NueHko-KywunHra y pebeHka 6,5 net c oxxmpeHuem,
apTepuvanbHOW rmnepTeH3neit, HETUMNYHO «BbICOKMM» POCTOM, CPEAHUMUN TeMNaMU POCTa Y HEBU3Yanu3npyemom KopTu-
KOTPOMMHOMO. B cTaTbe NpeacTaBieHbl 3Tanbl AUAarHOCTUYECKOro MOUCKA, CIOXHOCTM AnddepeHUnanbHON ANarHoCTUKN
XVIPYPruyecKkoro neyeHus, pesynbTaTbl AUHaMUYECKOro HabnogeHns nocsie NPOBeAEHHOrO NeUYeHNs, a Takxke NpeacTaBneH
KpaTKuii 0630p nutepatypbl.

KJTKOYEBBIE CJIOBA: 2unepkopmuyu3sm; 6one3Hb NyeHko-KywuHza; manas dekcamemasoHosas npoba; 60/bluas 0ekcamemasoHo8as npoba;
ceslekmugHblIli 3a60p KPOBU U3 HUXHUX KAMEHUCMbIX CUHYCO8.

A CLINICAL CASE AND BRIEF LITERATURE REVIEW OF ICENKO-CUSHING’'S DISEASE
IN A PEDIATRIC PATIENT WITH ATYPICAL ONSET OF THE DISEASE

© Mikhail A. Tiulpakov*, Olga B. Bezlepkina, Elena V. Nagaeva, Vilen N. Azizian, Anastasia M. Lapshina

Endocrinology Research Center, Moscow, Russia

Itsenko—Cushing’s disease is a rare, multisystem disease characterized by the presence of endogenous central hypercortisolism
due to an ACTH-secreting brain tumor. The frequency of Itsenko-Cushing’s disease in adulthood is 0.7-2.4 per 1 million popu-
lation, and only 10% of all cases occur in childhood. The age of onset of the disease in children is on average 12.0-14.8 years.
A typical manifestation of the disease in children, along with obesity and arterial hypertension, is a decrease in growth rates.
The gold standard for diagnosing central hypercortisolism is MRI of the brain, however, the effectiveness of this method in
children is only 50%. The main method of treatment is neurosurgical transnasal transsphenoidal removal of endosellar pituitary
adenoma, which makes it possible to achieve remission in more than 65% of cases. This article describes a clinical case of Itsen-
ko—-Cushing’s disease in a 6.5-year-old child with obesity, arterial hypertension, atypically «<high» stature, average velocity and
non-visualizable corticotropinoma. The article presents the stages of diagnostic search, the complexity of differential diagnosis
and surgical treatment, the results of follow-up after the treatment and a brief review of the literature.

KEYWORDS: hypercorticism; Itsenko-Cushing’s disease; low-dose dexamethasone suppression test; high-dose dexamethasone suppression
test; inferior petrosal sinus sampling.

BBEJEHUE

CrvHgpom MueHKo-KylinHra — pegkoe sHAOKPUHHOE 3a-
6oneBaHue y feTein (2-5 ciyyaeB Ha 1 MITH IETCKOTO Hacerne-
HMA). YacToTa BO3HMKHOBEHUA HOBbIX C/lyyaeB 3aboneBaHus
coctasnsaet 0,7-2,4 Ha 1 MnH HaceneHus, nnwb 10% 13 HUX
npuxoamTca Ha bonesHb MueHko-KywmHra ¢ gebiotom B fet-
CKOM BO3pacTe — 3aboneBaHue, MPUYMHOI KOTOPOTro SBAS-
etca AKTT-cekpeTrpytoLlas ageHoma runodusa (KopTKoTpo-
nMHoMma), obycnaBnMBaloLWas rMNEPCEKPELMIO KOPTM30/a
Ny4yKOBOM 30HOW KOpPbl HAAMOYeYHMKOB. YacToTa BCTpeyae-
MOCTM Y fieTenn coctansaeT 0,12-0,24 cnyyad Ha 1 mnH [1-4].

Kak B neguaTtpuyeckon, Tak 1 B TepaneBTUYeCcKon npak-
THKe KOPTUKOTPOMMHOMA ABAAETCA CaMOW YacTON NPUYMHON
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SHAOreHHoro runepkoptnumama (75-80% cnydaes), aebioT
3ab0neBaHNA, Kak MPaBUIIo, NPUXOAUTCS Ha BO3pPacT CcTapLue
6 nert [5, 6]. Cpean ropMoHasnbHO-aKTUBHbIX aA€HOM rmnodu-
33 KOPTUKOTPONMHOMbI COCTaBNAT 4—-8% [7]. MaumeHTbl € rn-
NEPKOPTULIM3MOM OObIYHO VIMEIOT XaPaKTEPHbIA BHELUHWUIA
BWA Y MHOTOUYMCIIEHHDBIE KITMHUYECKME NPOSABIEHUS], HECMO-
TPA Ha 3TO, AMArHO3 YacTo ObIBAET YCTAHOBJIEH MMLLUb CMYCTH
MEeCSALbl UNIN ia>Ke rofibl MOCJIE NePBOro 0bpaLleHs K Bpayy:
OT NOABNEHUS NEePBbIX NPU3HAKOB 60NE3HN OO NMOCTaHOBKM
JnarHosa B cpefgHem npoxoaut 2,5+1,7 roga [8]. Hanbonee
YacTbIMM >Kanobamu y fieTel C rMnepKopTULIM3MOM ABAIOTCS
3aflepKKa pocTa 1 NporpeccupyoLwmii HAbop Macchl Tena.
MNpuBoguM KANMHWYECKUI Ccllyyal — omnucaHne pe-
6eHKa C OTCYTCTBMEM «KJIACCMYECKNX» MPU3HAKOB runep-
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Mokasatenb Pesynbrar Pe¢depeHcHble nHTepBanbl

TTI, MME/Mn 0,987 0,51-4,82

c.T, nMmonb/n 12,53 11,2-18,6

NOP-1, Hr/mn 311,8 17-347

Or3A-C, mkmonb/n 2,69 0,08-2,31
MponaktnH, MEQ/n 309,5 78-380

WHcynuH, MKE/mn 38,58 2,6-249

yTpo Beuep yTpo Beuep

ARTL ne/wan 7:’7'?64 17212"55 7,2-63,3 2,0-25,5
KopTur3on B KpoBUW, HMOJb/N gzgé Z;gé 77,0-630,0 64,0-327,0
KopTtun3on B ctoHe, HMOMb/N 14,56 0,5-9,65

CB. KOPTM301 B CyTOUHOW MOYE, HMOJIb/ 1 1093,5 100,0-379,0
Mpumeyanne. AKTI — afpeHOKOPTUKOTPOMHbIN FOPMOH; TTI — TMPeOoTPONHbIiA FOPMOH; CB.T, — CBO60AHbIN TMPOKCMH; DP-1 — MHCYNHONOAO6HDI

dakTop pocta 1 Tnna; Ar3A-C — pernaposanmaHgpocTepoH-cybodar.

KOPTMLUM3Ma, HOPMasibHbIMK MOKa3aTensaAMM pocTa 1 He BU-
3yanu3npyemoi KOPTUKOTPONMHOMON runodrisa Ha MOMEHT
OVArHoOCTMKM 3aboneBaHus.

MauneHT M., 6,5 neT, Bnepsble obcnenoaH B by «HMUL|
SHAOKpuHonornm» MwuH3gpasa Poccun (ganee — LleHTp)
B BO3pacTe 6 NeT 6 MecALEeB C Xarobamu Ha N30bITOYHYIO Mac-
Cy Tena, 3N1304bl NOBbILWEHWA apTepranbHOro aasneHus (AL).

AHAMHEe3 XU3HU: MafbuyuK OT 2-O HOPMASIbHO NPOTEKaB-
Wwen 6epemMeHHOCTH, CPOYHbIX POLOB. PaHHUI nocTHaTasnb-
Hbl Neprog — 6e3 ocobeHHocTel. Pe6EHOK OT BbICOKUX pO-
avtenen (ueneson poct 192,5+10,0 cm, SDS ueneBoro pocTta
+2,2), HacneACTBEHHOCTb MO MAaTEPUHCKOW TMHWW OTATOLLEHA
no caxapHomy AnabeTy 2-oro Tuna — y 6abyLiku.

AHamHe3 3a6osesaHus: ¢ 4,5 net y pebeHka oTMevanacb
n36bITOYHAA NprbaBKa MAcChl TeNa, MO MECTY >KUTENbCTBA
OMarHOCTMPOBAHO 3K30reHHO-KOHCTUTYLMOHANbHOE OXKU-
peHne 2-01 CTeneHu, AaHbl PeKOMeHZAuunM No MUTAHUIO.
B TeueHue nocneayowmnx nonyTopa fieT y Manbyrika Habnio-
Janca nporpeccupyiowimin Habop mMaccol Tena (okono 1-2 Kr
B mMecsu), 3a 17 mecsiueB npubaBKa Macchbl Tena B obLen
CNOXHOCTW nNpeBbicuna 20 Kr.

PebeHok BnepBble CTaLMOHAPHO 06C/IeloBaH MO MeCTy
XKNUTENbCTBA B BO3pacTe 6 net 4 mecaues: pocT 121,5 cm,
SDS pocTta +1,09; macca Tena 49 kr, SDS nHgekca macchbl
Tena (MMT) +5,12; rMUKUpoOBaHHbIN remornobuH 6,0%.
«KOCTHbIN BO3pacT» onepekasn XPOHONOrMyeckmii Ha 6 me-
cAues. 1o faHHbIM CYTOYHOIrO MOHUTOPUPOBAHMA apTepu-
anbHoro paenenus (CMAJ) otMeuyanucb nosbiieHna ALl
0o 145/80 mm pr.cT. Mpu npoegeHnt MPT ronoBHOro mos-
ra 3anopo3peHa MUKpoageHomMa runodursa, B CBA3U C Yem

6bI0 pekomeHaoBaHO obcnenoBaHne B OIbY «HMUL sH-
JOKPUHONOrnMn».

Bnepsblie obcnegoBaH B OIBY «HMWL, sHgokpuHono-
rmm» B Bo3pacTe 6 net 6 mecAues. [pu nocTynneHnn cocto-
AHNe pebeHKa OblI0 OTHOCUTENIbHO YAOBIETBOPUTENBHOE,
pocT Bbiwe cpepHero (poct 123,8 c¢m, SDS pocta +1,10),
OTMEYanocb Bblpa)keHHOe OXupeHue (Macca Tena 53,3 kr,
SDS UMT +4,93) ¢ paBHOMEepHbIM pacnpefeneHnem nog-
KOXKHOXKMPOBOW KJIeTYaTKW, HanmuMem YepHOro akaHTo-
3a B 06N1acT! MOAMBILIEYHbIX BMAfMWH, JIOKTEBbIX CYCTaBOB
N CKNagok wewm, otcytcTBuem ctpun. Al 140/80 mm pr.cT,
nynbc 100 B MUHYTY. B cBA3M C BbipaxeHHOW npubaBKom
Macchbl Tena, HanMuMem MUKpoafeHoOMbl rmnodmrsa B aHam-
He3e 6blsa 3anofo3peHa 6onesHb MueHko-KylwimHra.

BbasanbHble ypoOBHY rOPMOHOB NpefCcTaBieHbl B Tabnvue 1.

O6patanu Ha cebs BHUMaHNE YMEPEHHO MOBbILLEHHbIE
yTpeHHUe ypoBHU KopTusona n AKTT (B3ATble B pa3Hble AHK),
OQHOKPATHO BbIABNEHHOE HapyLleHne UMpPKagHOro putma
cekpeumun AKTT 1 KopTrnsona. B cBA3M C NOBbIWEHHbIM YPOB-
HeM UHCYNMHA pebeHKy OblT MPoBefieH OpPabHbIN MKO30-
TOJIEPaHTHbIN TECT, BbIABUBLUNA NHCYTMHOPE3UCTEHTHOCTb
(nHgekc HOMA 3,86, nHaekc Caro 0,19) n HOPMOFIKEMUIO.

YuuTbiBasA nosbileHHble H6a3anbHble yposHU AKTT 1 Kop-
TU30a, HapyLleHne UMpKagHOro putMa CeKpeumm 3Tux rop-
MOHOB, BbICOKWI ypOBEHb CBOOOAHOIO KOPTN30/1a B CYyTOUHOM
MOUYe, BbIPa>KEHHOE OXKMPEHWE U Hannune apTepuanbHOW r-
nepTeH3uu, 6bi 3aNoA03PeEH SHAOTEHHDBIV TMMEPKOPTULIA3M,
KOTOpPbI NPeACTOANO NOATBEPANTD UM ONPOBEPTHYTh.

Mpw npoBefeHM Manon JeKCaMeTa3oHOBOW Npo6bl 3Ha-
YMMOro nofasnieHna ypoBHsa KopTusona n AKTI nonyuyeHo

Tabnuua 2. Pesynbratbl npoBeAeHUsA GyHKLMOHaNbHBIX NPO6 y NalyMeHTa B Bo3pacTe 6,5 net

KopTuson, KpoBb, CB060AHDII KOPTU3ON B

Moka3atenb AKTT, kpoBb, nr/mn .
HMonb/n CYTOUHOI1 MOYe, HMonb/N
73,04 673,4
ba3anbHble ypoBHM 476 6452 1093,5
Manan gekcameTasoHoBas npoba 11,45 430,1 40,0
bosnbliasa nekcameTaszoHoBas Npoba 25,7 84,8 31,2
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PI/ICyHOK 1. ®eHoTUNMYECKME OCOOEHHOCTM NauueHTa B 6,5 neT: nepepacnpegeneHve NOAKOXKHOKNPOBOW KeTHaTKN, Hannume Knnmaktepmuyeckoro
r0p6|/|Ka, rmnepnnurMmeHTayma KOXHbIX CKlafgok.

He ObIfIo, YTO CBMAETENbCTBOBANIO B MOMb3y CUHAPOMA
WNueHko — KywuHra (1abn. 2).

CnepytoLiymM 3Tanom nowvcka ¢ uesnbio audpdepeHumans-
HOW AUArHOCTUKU MeXAY LIeHTPaNbHbIM 1 nepridepryeckum
rMnepKopTMLU3MOM Bbifio NpoBeAeHME HONbLLON feKcame-
Ta3oHOBOW Npo6bl (Tabn. 2). Pe3ynbraThl TecTa CBMAETENb-
CTBOBaNIM O LieHTpasibHOM reHese 3aboneBaHuA: Habnoga-
NOCb 3HAYMMOE CHUXKEHUE YPOBHA CBOHOAHOrO KOpTU3ona
B CYTOYHOW MOYe 1 KOPTU30J1a B KPOBU.

Mpn nosTopHOM npoBegeHun MPT ronoBHOro mosra
ybenmTenbHbIX JaHHbIX 3@ Hanuuyve ageHoMmbl runodusa no-
NyYyeHo He 6bif1o, OiHAKO NPY KOHTPACTHOM YCUIIEHMM OTME-
Yanoch SIOKaNbHOE CHUKEHME KOHTPACTUPOBAHUSA B NPaBon
yact runodmsa. YumtbiBas OTCYTCTBME YETKO BM3Yyanusu-
pyemoro o6pa3oBaHUs B XvMa3MalibHO-CEMNAPHO 06M1acTy,
C Lesiblo BO3MOXHOro Hanuuma AKTI-3KTonnpoBaHHOIo 06-
pa3oBaHusa Obina NpoBeAeHa MyNbTUCIVPANbHAA KOMIbiO-
TepHasa Tomorpadus rpygHon 1 GPIOLWHON NONOCTU: HOBOO-
6pa3oBaHusA He BbISBNIEHDI.

Taknum 06pa3om, y pebeHKa, UMeoWero HopMasbHble
TEMMbl POCTa, B pe3ynbTaTe KOMIMIEKCHOrO nabopatop-
HO-UHCTPYMEHTaNIbHOro  00C/fieloBaHNA  UCTOYHUK -
nepkopTMuusMa obHapyxeH He Obin. Bo3Hukna runotesa
O HanUuMM Pe3UCTEHTHOCTU K FIOKOKOPTMKOCTEPOVAAM,
B CBA3M C YeM B3AT Obpaszel, KpoBU AN MOUCKa MyTaLui
B reHe NRC31, kogupytoLem 6enoK roKoOKOPTUKOULHOIO
peuenTopa. Ha Bpems oxugaHmsa pesynbTaToB reHeTUYecKo-
ro UCCNefoBaHUA ManbuMKy Oblla Ha3HauyeHa aHTUruMnep-
TEH3MBHasA Tepanus, 1 OH Obin BbINUCAH NoA HabnwaeHve
nepuaTtpa 1 4EeTCKOro SHAOKPUHOJIOra.

MNMoBTOpHas rocnuTanM3auus ocyllecTsieHa Yepes 4 me-
CALa, K 9TOMY BPeMeH OblS1 FTOTOB MOJNIEKYNIAPHO-TeHeTnYe-

CKW/A aHanu3, OQHAKO MaTOreHHbIX, BEPOATHO MaTOreHHbIX
1 BapVAHTOB HeonpeneneHHoON KNMHUYECKOW 3HAUYMMOCTU
B reHe NRC31 obHapyxeHo He 6bino. Mpy ocmoTpe obpa-
Ao Ha cebs BHUMaHUE N3MEHEHNE BHELIHOCTUN pebeHKa,
npowusollejlee C MOMEHTa NpeablayLwer rocnuTanusaunm
(puc. 1), noABneHne nepepacnpeneneHna XnMpoBomn Kiet-
yaTKu (M306bITOUHOE ee OTNOXKeHue B 06NacTu WeK U BO3-
HUKHOBEHUWE KIMMaKTepUyeckoro ropbuika) npu KpanHe
He3HauuTenbHou NpubdaBke maccol Tena (200 r 3a 4 mecaua),
Hannuyre akHe Ha nuue, a raBHOe — MOABJIEHNE CHKEHMA
TEMMOB POCTa: 3a 4 MecALa Bblipoc Ha 0,8 cm (pocT 124,6 cm),
SDS ckopoctu pocTa -2,3.

YuntbiBaa oTcyTcTBMe MyTauum B reHe NRC31, cHu-
KEeHne TeMNOB pOCTa, NOABMIEHME NepepacnpeneneHns
XUPOBOW TKaHM, ObIIO MPUHATO peLUeHnEe O MOBTOPHOM
NnpoBefeHUN AeTanbHOro 006CefoBaHMA No Nosogdy ru-
nepkopTuymsma.

O6Hapy»eHrie NOBbILEHHbIX KOHLEHTPALUWIA KOPTM30na
n AKTT B KpoBW, KOPTM305a B C/IIOHE, CBOBOLHOIO KOPTH30-
Na B CYTOYHOWM MOYe, a TakXKe HapyLLIeHNA LMPKaJHOro put-
Ma Cekpeuuun 3TX ropMOHOB NOATBEPAWAN Hannune y pe-
6eHKa runepkopTiumamMa (tabn. 3).

C uenbo anddepeHUManbHOW [MArHOCTUKN  MeXay
bYHKUMOHANBHBIM 1 NMaTONIONMYECKUM TMNePKOPTULM3MOM
NMOBTOPHO ObUIM MPOBefAeHbl Manas U Gonblas geKkcame-
Ta3oHOBble NMpobbl. [0 pe3ynbrataMm Manon fekcameTaso-
HOBOW MPOObI OTCYTCTBOBANO MOAABIIEHNE YPOBHEN KOp-
Tm3ona u AKTI KpoBu, cBO6OAHOrO KOPTM30/1a B CYTOUYHOM
Moue, YTo, 6e3yC/IOBHO, MOATBEPXKAANIO HanMume y pebeHka
NaToONOrMYeckoro runepkopTMumama. JlaHHble 60JbLIoWN
[eKcameTa3oHOBOM npobbl nogreepgunu  AKTI-3aBucu-
MbI XapaKTep rmnepkopTMuM3ma: OTMeYanocb 3Haunmoe
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Ta6nuua 3. basanbHble ypOBHY FTOPMOHOB NPV NOBTOPHOM 06CIeA0BaHNM BO3pacTe 6 feT 9 mecsaues

MokasaTtenb Pesynbrar Pe¢depeHcHble nHTepBanbl
AKTT, i/ yTpo Beuep yTpoO Beuep
51,1 63,3 7,2-63,3 2,0-25,5
KopTun3on B KpoBu, HMOsb/N 412,4 479,4 77,0-630,0 64,0-327,0
KopTuson B cfitoHe, HMONb/N), 10,8 0,5-9,65
CB. KOPTM301 B CyTOYHOW MOYE, HMOJb/ N 1093,5 100,0-379,0

Tabnuua 4. PesynbTaTbl MOBTOPHOTO NpoBeAeHUA GpyHKLMOHaNbHBIX MPo6 y NaumeHTa B Bo3pacTe 6 neT 9 mecsLies

KopTuson, KpoBb, Ceo6opaHbli1 KOpTHU3ON

Moka3sarenb AKTT, kpoBb, nr/mn B CYTOYHOW Moue,
HMonb/n
HMonb/n
ba3anbHble ypoBHM 51,1 412,4 1117,5
Manas gekcameTasoHoBas Npoba 48,1 268,1 47,7
bonblas gekcameTasoHoBas npooba 12,9 21,7 47,6

nogaeneHue ypoBHei koptnsona n AKTI B KpoBu, cBoboa-
HOro KOpPTM30J1a — B CYTOYHOU MoYe (Tabn. 4).

MPT ronoBHOro mo3ra, Kak u B npeblgyLwnin pas, Bbis-
BU/IA JIOKa/lbHOE CHUXEHMEe KOHTPACTUPOBAaHMA B NpaBou
yacty afeHorunodurza, OAHAKO YbeauTeNbHbIX [aHHbIX
3a Hanmume afeHoMbl rMnodu3sa BHOBb MOYyYEHO He ObIIO,
No CpaBHeHUIO C uccnegosaHmem ot 2020 r. cylecTBeHHOMN
ONHaMKKKN He OTMeYanoch (puc. 2).

Takium 06pa3oM, yuuTbiBas 3HAUUMMOE CHIDKEHVE TeM-
noe pocta (SDS pocTa -2,3), nossneHre peHOTUNNYECKUX
NPU3HaKOB, XapaKTepHbIX ANA rMnepKopTuLmnsma (nepepac-
npefeneHne XNpoBoK KNeTyaTky, NOABNEHUE aKHe), Hapy-
WeHne UMpKagHOro putma cekpeumn Koptmsona n AKTT,
HeCMOTpPA Ha OTCYTCTBUE ABHbIX MPU3HAKOB afeHOMbI FMno-
¢u3a, gnarHos AKTI-3aBUCUMBIV SHAOTEHHBIN TMNEePKOPTU-
LM3M He BbI3blBasl COMHEHMWN. [IpUHATO pelueHne O npose-
[eHVV TPaHCHA3abHOro, TPaHCCcheHONAANbHOO yaaneHus

PucyHok 2. MPT ronosHoro mosra B 6 neT 9 mecaues. [TyHKTUPHON NnHKeln

BbljeNieH aAeHorunodus, CTPENKOWM YKa3aHO JIOKallbHOE CHUXKEHWe

KOHTPacTMpoBaHWA B MpaBoW 4YacTh apeHorunodusa, ybeanTenbHbIX
[aHHbIX 33 HanMume aieHoMbl TMnodusa HeT.

ajeHoMbl rMnodusa C NPUMEHEHUEM SHOOCKOMMYECKOro
acCcMCTMPOBAHNA Cnpaga.

K coxaneHuto, onepaTviBHOE BMeLLATEIbCTBO HE YBEH-
Yyanocb ycrnexom: B MNOC/eONepauvoHHOM Mepuoge co-
XpaHANCA runepkoptTuumusm (B 1-e CyTKM nocsie onepa-
umn: AKTIT — 87,57 nr/mn, koptuson — 1888 Hmonb/n,
2-e: AKTT — 113,1 nr/mn, koptnzon — 1179 mmonb/n).
[aHHble rMCTONOrMYeckoro ucciefqoBaHWA nocneonepa-
LIMOHHOrO MaTepurana runodursa He NOLTBEPAUIN Hannumne
afleHOMbI, Ha JOMOJSIHUTENbHbIX Cpe3ax C UMMperHaumen
cepebpom obHapykeHbl pparmeHTbl ageHornnopusa c co-
XPaHHOW CETbI0 PETUKYTMHOBBIX BOJTOKOH.

YuntbiBas He3dGHEKTUBHOCTb MPOBEAEHHOINO Henpo-
XMPYPrmyeckoro BMeLLaTeNbCTBa, C LeNblo YTOYHEHUA No-
Kanm3auun KOPTUKOTPOMMHOMbI ObifIo MPUHATO peLleHne
O MNPOBEAEHNMN CENEKTMBHOro 3abopa 06pa3LoB KpPOBU
13 HUPKHUX KaMEHMCTbIX CUHYCOB AN1A NCCIe[OBaHNA B HUX
ypoBHen AKTT. MocnegoBatenbHO 6blIM BbIMOHEHbI CENEK-
TUBHblEe 3ab0pPbl KPOBU 13 HMXKHUX KAaMEHWCTbIX CMHYCOB
JO 1 nocne CTUMynAUUU [eCMOMNpPecCMHOM B Ao3e 4 MKr
(yepes 3, 5 n 10 MuH Nocne cTUMynALMN), pe3ynbraTbl Npea-
CTaBNeHbl B Tabnuie 5.

BbisiBNieH 3HaUUTENbHbIN (6onee 3) rpagneHT KOHLUEHTPa-
uun AKTT B neBOM CUHYce 1 nepudepuryeckor BeHe. YUnTbl-
Bas pe3ynbTaTbl CENEKTUBHOMO 3abopa KPOBM, OQHO3HAUYHO
noareepgatowmne Hannume runepnpogykumn AKTT nesown
nonv ageHorunodursa, yepes 7 fHel nocne nepeoi onepa-
Lum 6b1710 NPOBEAEHO MOBTOPHOE TPAHCHa3aNIbHOE, TPAHCC-
dbeHompanbHoe yaaneHme SHOOCENNAPHON afeHOMbI FMMo-
du3a c NnpUMeHeHNeM SHAOCKOMNYECKOro aCCUCTUPOBAHNA.

lmcTonornyeckoe nccnegoBaHme nNociaeonepaLoHHOro
MaTepuvana noaTsepaunsio Hannyme afieHoMbl B yaaneHHbIX
TKaHAX (puc. 3).

Mpn rMCTOXMMUYECKOM MCCNIEfOBaHMM CPe30B (umnper-
HaumA cepebpoMm) BbisiBlIeHa pa3pyLleHHas CETb PETUKY-
JINHOBbLIX BOJIOKOH B OMYXO/N M COXPaHHaA Ce€Tb — B TKaHU
nepegHein gonv runodmsa. Mpr MMMYyHOTMCTOXMMUYECKOM
MCCNefoBaHUN OBHAPYKEHO BbIPAXXEHHOE OKpalUMBaHUe
LMTOMa3Mbl MPAKTMYECKN BCEX OMYXOJIEBbIX KNETOK C aHTU-
Tenamu K AKTI 1 CAM 5.2. Skcnpeccus Ki-67 He obHapy»keHa.
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Ta6bnuua 5. Pe3yanaTb| CeNeKkTUBHOro 3a6opa KPOBU U3 HUXKHUX KaMEHUCTbIX CUHYCOB Ha d)OHe cTumynaunn gecmonpeccuHom

YpoBeHb AKTI
MakcuManbHbIN MakcumanbHbIin
rpagvieHT Mexay rpafueHT mexay
Bpemn MpaBbin Nepudepnueckasn SleBbii cunyc LeHTpoM " ) npasbiMm 1
CUHYC BeHa nepudepuyeckoin NeBbIM CUHYcCaMu
BEeHOW A0 1 nocne A0 1 nocne
CTlllmyﬂill.lllllll CTIIIMVHHLWIIII
-5 MUH 191,7 125,4 1137 9,06 5,93
0 MuH 139 116,4 725,6 6,23 52
+3 MUH 1544 130,2 1475 11,3 9,55
+5 MUH 184.4 139,5 1813 12,9 9,83
+10 MUH 206,9 154,5 1047 6,78 5,06
YpoBeHb NPONaKTMHa
-5 MUH 687,5 164,9 1454 8,81 2,11

PI/leHOK 3. ucTonornyeckoe nccnegoBaHve y,qaneHHoﬁ afeHOMbI rmno¢w3a.

A — Bblpa)keHHOe OKpalUMBaHMe LUTOMNNa3Mbl BCEX OMYXOneBblX KNeTok ¢ aHTutenamm K AKTI n CAM 5.2 (MOHOKNOHasbHble aHTUTeNa K LutokepaTuHam
CAM 5.2). Skcnpeccun Ki-67 He obHapy»eHa. b — pa3pylieHHan ceTb PETUKYNMHOBbBIX BOSIOKOH B OMYXONW 1N COXPaHHaA CeTb B TKaHW nepefHen fonu
rmnodusa (MMnperHauuns cepebpom).

Ha cnepylowme cyTkn nocne onepauun y manbuymka Ha-
6nopganocb cHmkeHue yposHa AKTI go 8,94 nr/mn, Koptu-
3oma — Ao 13.52 Hmonb/n. Takum obpa3om, B pesynbrate
MOBTOPHOIO HEMPOXMPYPrMyeckoro BMeLUaTeNbCcTBa Lesb
6b|ﬂa OOCTUTHYTa: yaaneH NCTOYHUK TMNnepKopTULM3Ma, KPo-
Me TOro, Pa3BUICA BTOPUYHBINA FTMNOTUPEO3: KOHLEHTpaUumA
c8.T, — 9,5 nmonb/n. PebeHok Gbin BbINMCaH OMOW Ha 3ame-
CTUTENNbHOU Tepanun npenapataMmn rmapoKopTU30Ha 1 neBo-
TUPOKCUHA HaTpwuA, no pesynstatam CMAJ] HeobxoarmMocTu
B MPOLOJIPKEHUN aHTUTNEPTEH3VBHOW Tepanuu He Gblo.

Mpu KOHTPONbHOW rocnuTanM3auny Yepes 6 Mmec B BO3-
pacte 7 net 3 mecsiueB y pebeHka Habnoganacb Hopmanu-
3auusa TeMnoB pocTa: pocT 129,9 (SDS pocTa +1,3, SDS cko-
pocTtu pocTa +4,37) (puc. 4).

O6pawanu Ha ceba BHUMaHNE BbIPA’KEHHOE CHUXKEHUE
Maccbl Tena (MuHyc 5,3 Kr 3a 6 mec, A SDS VIMT -0,83), pas-
HOMepHOe pacnpeaeneHne NoaKOXKHOXKNPOBOW KNeT4aTKy,
ncyesHOBeHME KNMMaKTepnyeckoro rop6v|Ka, dKHe Ha nuue,
a TaKXe Bblpa*XeHHOe CHXeHne NHTEHCUBHOCTW aKaHTO3a
(pnc. 5).

YTpeHHune ypoBHn AKTI mn Koptm3ona cocTaBunu
15,35 nr/mn n 5,64 HMONb/N COOTBETCTBEHHO. Manbunk
6bl1  LEeKOMMEHCUPOBAH MO BTOPUYHOMY T[UMOTMPEO3Y
(cB.T, — 10,71 nmonb/n (11,2-18,6)), B CBA3K C Uem Tepa-
nua NEeBOTMPOKCMHOM HaTpusi Oblla CKOPPEKTUPOBaHa.
[laHHbIX 33 HapylueHve YrineBogHOro obmeHa MosyyeHo
He 6bino (ISI Matsuda — 5,25; Caro — 0,33; HOMA — 2,18).
Y pebeHKa oTmeuanucb Bbicokne undpbl AL (MakcrMmanb-
Hoe CA] — 141 MM pPT. CT.), MO BCEV BUAMMOCTU, CBA3AHHbIE
C M30bITOYHbIM BECOM, OJHAKO BbIIBJIEHHAs NabunbHas
apTepuranbHaa rnnepTeH3ns He TpeboBana MOCTOAHHOMN
AHTUTMNEPTEH3UBHON Tepannn, KapANONOrom AaHbl peKko-
MeHAauuy no KoHTponio Al 1 JanbHenwemy CHUXEHUIo
Beca.

Takmm 06pa3om, MOXKHO FOBOPUTb 06 YCMELIHOM feye-
HWW NayMeHTa, OAHAKO He UCKIIOUYEH PUCK BO3MOMHbIX OT-
JlaneHHbIX OC/TOXXHEHNI, TAKNX KaK AedrLmMT COMATOTPOMHO-
ro ropMOHa, rMMNOroHaAOTPOMHbIA FMNOroHaAN3M, B CBA3N
C Yem pebeHOK HYXKAAeTcA B AJINTENIbHOM AMHAMMYECKOM
HabNAeHNN AeTCKUM SHAOKPUHOMOIOM.
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PricyHOK 4. KprBas pocTa uepes 6 MecsiLieB Noc/e X1pypruyeckoro ieueHuns: BOCCTaHOBIEHNE TEMMNOB pocTa. XKenTble KBaApaTnky — KOCTHbIN BO3PacT.

PI/ICyHOK 5. MaumeHt npuv guHamMmmnyeckom o6cnep,OBava: OTCYTCTBME NepepacnpeneneHnsn )KI/IpOBOﬁ KneT4yaTKy, OTCYTCTBMNE aKHE U KNNMaKTepuyeckoro
rop6v||<a, BblpaXeHHOe CHNXKeHNe NHTEHCUBHOCTW aKaHTO3a.
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BbonesHb MueHko-KylwmnHra aenaeTca Hanbonee yactomn
NPUUYMHOW SHAOMEHHOro rmnepKkopTMumM3Ma y aeten B BO3-
pacTe cTaplue 7 net, ona KotToporo coctaBnaeT 75-80%. Kak
npasmno, bonesHb NyeHko—KyLumnHra Bo3HUKaeT B npegnos-
POCTKOBOM 1SN NOAPOCTKOBOM BO3pacTe, CpefHWI BO3pacT
nebtoTa 3ab6oneBaHMA HaXoOAWUTCA B BO3PAaCcTHOM AnanasoHe
12,0-14,8 net [9]. Ons geten mnagwe 7 net Hanbornee 4acTbl-
MW MPUYMHAMU TUNEPKOPTULM3MA ABNAITCA 3ab0neBaHus
HagMNoOYeYHMKOB (afeHOMa, afPEHOKOPTMKASIbHBIN PaK, ABY-
CTOPOHHAA rMnNepnnasnsa HaanoYeYHNKOB, MaKPOHOAYNAP-
Haa rmnepnnasva HagnoyeyHnkos, cMHApom Mak-KbioHa-
Onb6pawTta-bpaiiuesa).

»Kanobbl y naumeHToB ¢ 6onesHbio MueHko-KywuHra
BECbMa Pa3HOOOpa3Hbl U MOTyT 3aTparMBaTb NMpakTUYecku
BCe opraHbl U cuctemol. [Mpu cnHgpome KywnHra otmevaet-
CA nepepacnpepenieHre XNpPoBON TKaHU Mo abgoMuHanb-
HOMY TUIMY, XapaKTepHO ee OT/IOKEHME Ha XKMBOTe 1 rpyau,
B BMCOYHBIX IMKaxX U LeKax («nyHoobpasHoe nuuo»), pop-
MUPOBaHWE XNPOBbIX MOAYLIEK HAZ KMuYMLamu u B obna-
ctn VIl wenHoro no3BoHKa — 06pa3oBaHKe «KJIMMaKTepu-
yeckoro ropbuka [7, 8].

3afepKKa pocTa — OAMH N3 HaMbomnee 3HAUYNMBbIX U PaH-
HUX Npu3HaKoB cumHapoma WueHko-KywuHra B getckom
BO3pacTe, B GONBLIMHCTBE C/ly4yaeB OHa MpefLecTByeT Mno-
ABMIEHNIO APYrMX CUMMNTOMOB 3aboneBaHus. V36biTok rto-
KOKOPTUKONAOB NOAABAAET POCT MOCPEeACTBOM HECKONbKIMX
MEeXaHN3MOB:

1. yBennuyeHue cekpeuum comatocTaTUHa rMnoTanamycom

N CHUKEHMe NPoayKLUM COMAaTOTPOMHOIo rOPMOHa;

2. yMeHblUeHMUe 3KCNpeccun peuenTopoB K COMaToTPOMNu-

HY 1 BbIpabOTKM MHCYNMHONOAO6HOro dakTopa poctal;
3. npsmMoe AencTBMe Ha 3nvdu3apHbie 30Hbl pocTa (UH-

rmbrpoBaHne nponudepaLm XOHAPOLMTOB, CUHTE3a

KosinareHa v CynbGpaTMpoBaHUsA MMKO3aMUHOITIVKAHOB

XpsALeBon TkaHu) [7, 8].

Yem MeHbLUe BO3pacT 3abonesluero pebeHka u 6onbLue
NPOJONIXKNTENIbHOCTb 3a6051eBaHUA O MOMEHTa ANAarHOCTH-
KU, Tem Gonblue BblpaXeHa 3ajepkka pocTa. 1o gaHHbIM
H.A. CtpebkoBoli 1 c0aBT, y Aeteit ¢ 6onesHbio VueHKo-
KylumHra Ha MOMeHT gurarHocTuKm 3abonesaHua SDS pocTa
coctaBnan ot -0,7 #o -4,2 (Npy KOCTHOM Bo3pacTe He bonee
13 ner).

HapyleHune pocTta TpagULNOHHO CUMTAETCA KOYEBbIM
KNUHUYECKUM NMPU3HAKOM rmnepKopTuumusma y geten. B ce-
puu nccnenoBaHuin y 95% nauueHToB SDS pocTta 6bin Huxe
0 SD, ogHako Tonbko 37% u3 52 geten ¢ cuHapomom KyLmH-
ra Ha MOMEHT MOCTAaHOBKM AMarHo3a MMen BblpaXKeHHYIo
(SDS pocTta <2) 3aepxKy pocTa [4].

BonblMHCTBO 06pa3oBaHMI  XMa3MasibHO-CENIAPHON
obnacTn y fetell — MMKPOALEHOMbl AMAMETPOM A0 5 MMm.
AKTlcekpeTupytowne makpoageHoMbl B 4€TCKOM BO3pacTe
BCTPEYaloTCA pexe, Yem y B3pocsibix (2 u 15% cnyyaes cooT-
BeTCTBeHHO) [10].

OuarHoctnka 6onesHn WMueHnko-KywwuHra 6asmpyetca
Ha XapaKTepPHOW KIMHNYECKOW KapTUHe 3aboneBaHus, AaH-
HbIX FOPMOHaNIbHOro obcCnefoBaHNMA 1 pesynbratax MPT
ronoBHoOro mo3ra. lMpexae Bcero Heo6xoAMMO [OKa3aTb Ha-
nnyne runepkopTuumsonmnaMa. Hum ogmH 13 cylecTByowmx
TecToB He 06n1agaeT 100% TOYHOCTbIO, Y KaXaoro ectb CBoOu
OorpaHuyeHus, u B 6ONbLUMHCTBE CllyYaeB HeOOXOAMMO NPo-
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BefieHNe HeCKONbKMX UCCIef0BaHWIA ANA NOCTaHOBKY Ana-
rHosa [10, 11].

Haunbonee yno6HbIM METOAOM AVNArHOCTUKU SHAOTEHHO-
ro rmnepkopTULM3Ma ABMAETCA ONpefefieHne KopTusona
B CJIlOHE, cobpaHHOoM B 23%. CO0P CIIIOHBI MOXKET BbIMOHATb-
CAl CaMOCTOATENIbHO MaLMEHTOM B aMOYNaTOPHbIX YCIIOBUSIX,
MeToAMKa MUHUMU3MPYET BEepPOATHOCTb cTpecca. ChnioHa
cofepXuUT cBOOOAHDBIN KOPTMN30J1, YPOBEHb KOTOPOTO HE 3a-
BUCUT OT COflepKaHMNA KOPTM3O/CBA3bIBAOLErO robynnHa
1 KONIMYeCTBa CJTIOHbI, YTO AaeT NPEnMyLLEeCTBO nepep onpe-
feneHnem cBO6OAHOro KOPTM30/1a B CyTOUYHOM MOYe, Korga
noTepsa 4acTyi MOYM BNUAET Ha pe3ynbTar [12, 13].

KpallHe wHOPMATMBHBIM ABNAETCA ONpeaeneHne
cyTouHoro putma koptmusona n AKTI kposu. B Hopme cy-
TOUYHbI PUTM CEKpeuunn KopTu3ona onpegenseTrca rop-
MOHA/NIbHOM aKTUBHOCTbID KOPTUKOTPOOB runodusa.
Nx cekpeTopHasa aKTUMBHOCTb HauyMHaeT YBENMYMBATbCA
BO BTOPOW MONIOBUHE HOYW, OCTUTAET MaKCMMyMa B paH-
HUe yTpeHHMe Yacbl, 3aTeM NOCTEMEHHO CHMXKAETCA B Teye-
HVe nepBoOW NONOBMHbI AHA. B HOpme BeuepHUn ypoBeHb
KOpTM30Ma [OKEH OblTb HUXe YTPEHHMX MoKa3aTenen
Ha 50% u 6onee. B HalweM KAMHWYECKOM Cllyyae, YUUTbl-
Basi AaHHble aHaMHe3a, 0ObEKTUBHOIO OCMOTPA W 3ano-
[O3PEHHbIN ANATHO3, C LieNbio MUHMMMN3aLMN WHBA3MBHbIX
nuccnefoBaHun (3abop KpoBu) y pebeHKa ObLIO MPUHS-
TO peleHne 06 OfHOAHEBHOM cbOpe CYyTOYHOro puTMa
koptn3ona n AKTT, a TakKe HOYHOWN CJIIOHbI Ha KOPTU3O1.
K coxaneHuio, B CBA3U C TEXHMUYECKOW OWNOKON C NepBOro
pa3a He yganocb cobpatb MOUYY Ha CYTOUHYIO SKCKpPELUio
KOpTM30/1a, NMO3TOMY MOBTOPHble Ha3afibHble MCCefoBa-
HUA OblNM BbIMOJIHEHBI Yepe3 7 OHel Nnoc/e 3aBeplueHns
60NbLUION fEeKCAMETa30HOBOW NPOObI.

CornacHo KNMHWYECKUM PEeKOMeHAALMAM MO AuarHo-
cTuke 6onesHn WueHko-KywuHra, «onpaBgaHoO npoBse-
JeHue Kak MMHMMYM 2-X TecToB 1-W nuHuun (onpepene-
HYe KopTmM3ona B CiiloHe, cobpaHHom B 23:00; KopTr3ona
B CbIBOPOTKE KPOBW, B3ATON yTpoOM nocsie npuema 1 mr
JeKkcameTa3oHa, Mpou3BedeHHOro HakaHyHe B 23:00). MNpwu
OVCKOPAAHTHOM pe3ynbTaTe 2-X NepBbiX TECTOB NOKa3aHO
NnpoBeAeHne AOMOJNIHUTENbHbIX KcCneaoBaHun (cBobop-
HbIl KOPTU30N B CYTOYHOW MOYe, onpegenieHne KopTunso-
na B KpoBu Beuepom)» [12]. OgHaKo, MOCKONbKY H/ OAVH
N3 3TUX TeCcToB He obnaaaet 100% AMarHOCTUYECKON TOu-
HOCTbIO, B NeAnaTPUYECKON NpaKTUKe MPUHATO WUCMOSb-
30BaTb HECKONbKO AMArHOCTUYECKUX TECTOB C LieNiblo Nog-
TBEPXXAEeHUA anarHosa [13].

[lekcameTa3oH ABNAETCA BbICOKOAKTUBHbIM FI0KOKOpP-
TMKOUAOM, CMOCOOHBIM B HEOO/bLIOW KOHLEHTpAUUK no-
gasnatb cekpeuunto AKTI runodumsom. Mpu nopospeHnn
Ha cuHpgpom UNueHnko-KywwnHra ana guddepeHuymanbHom
OVArHOCTUKM MexXay OYHKUMOHANbHbIM 1 MaTosiormye-
CKUM TUMNEPKOPTMLUM3MOM MNPOBOAATCA CYNpPEeCcCUBHbIe
TeCTbl C JAeKcameTa3oHOM. [1nsa OaHHOW Lenu oO6blYHO
NCNonb3yeTca HOYHOM TecT ¢ 1 Mr gekcametasoHa (1 mr
B 23:00), ogHaKo B nMepuaTpuyeckom nMpakTuKe 3a cyeT
OTCYTCTBUS MCCNefoBaHWA Ha Gonblwux rpynnax geTen
HapaBHe C HOYHbIM TECTOM MCNOMNb3yeTCA Manas fAeKca-
MeTa3oHOoBas Npoba. [TloMmnmo 3Toro, Manasa gekcameTtaso-
HoBas Npoba (NauMeHT cyMMapHO nosy4yaet 4 Mr fekca-
MeTa3oHa: no 0,5 Mr Kaxkable 6 4 B TeueHne 48 u) obnagaet
60sbluen YyBCTBUTENIbHOCTBIO B CPABHEHUMN C HOYHBIM Te-
ctom [13].
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Cnepyowum warom B auddepeHumnanbHoOm AuarHo-
CTVKe mexny 6one3Hblo VueHKo-KylmnHra n apyrumm
dbopmamu runepkopTULM3ONM3Ma ABNAAETCA OONbluan
JeKkcameTa3oHoBas npoba (nauueHT nonyvyaer cymmap-
HO 16 Mr gekcameTa3OoHa: Mo 2 Mr Kakgble 6 U B TeueHue
48 4) [12, 13].

30/10TbIM CTaHOAPTOM AMArHOCTUKKU, OCOBEHHO Mpwu
nogo3speHun Ha AKTI-3aBNCMbIN TMNepKOPTMULM3M, AB-
naetca MPT ronoBHoro mo3sra [14]. OnTumanbHasa To-
WKWHA Cpe3a JOoJIKHA COCTaBNATb 2—-3 MM. T2B3BeLIEHHble
M306pakeHUA MO3BOMAT BU3YaNnu3npoBaTb KUCTO3-
Hble KOMMOHEHTbI MOCie BBeAeHUA KOHTpacTa, OfHaKO
3pPeKTUBHOCTb AaHHOrO MeTofa y heTel CoCTaBnsieT
nvwb 50% [14].

Korpa pesynbtat MPT ronoBHoro mo3ra He nog-
TBEpPXKAAeT HanuymMe Onyxonu, PeKoMeHZOBaHO MNpoBe-
[eHne OAHOMOMEHTHOrO [ABYCTOPOHHEro CeneKTUBHOro
3a60pa KPOBU M3 HUKHUX KaMEHUCTbIX CMHYCOB Ha GOHe
CTUMYNALUMM aHanorom KopTukonmbepuHa. Cpegun Bcex
BO3MOXHbIX MeTofoB AnddepeHUnanbHON [MarHOCTUKK
AKTT-3aBrcuMbIX GOPM TUMNEPKOPTULMU3MA CENIEKTUBHbIN
3a60p KPOBUW 13 HUXKHUX KAMEHUCTbIX CUHYCOB CUMTAETCS
Hambonee TouyHbiM. OH no3Bonsetr AnddepeHLMpPOBaTb
6onesHb MueHko-KywmHra ot AKTI-aktonuu. B Hauane
1990-x E.H. Oldfield n coaBT. npegnoxunu ncnonb3osatb
KOPTUKONMOEPUH [N MOBbLIWEHNA YyBCTBUTENIBHOCTU
n crneundunyHocTn metopa [15, 16]. Ona onpepeneHus
MONIOXKEHNA KaTeTepa Oblio npefnoxeHo, Hapagy ¢ AKTT,
nccnenoBaTb CoAepXKaHue Apyrvx TPOMHbIX FOPMOHOB
[17-20]. YunTbiBas, uto KOHUeHTpayun TTI, coMaTOTPONHO-
ro ropMoHa MOTyT NOAABAATHCA Y MNALNEHTOB C 6OME3HbIO
NueHKo-KyLwwmrHra, a Takke TMNMYHOe pacnonoxeHne Hop-
MasibHbIX TAKTOTPodoB B rmnodrse, pegko BOBIEUYEHHbIX
B NaTONIONMYECKNI POCT afleHOMbI, MPOJIAaKTUH ABNAETCA OC-
HOBHbIM MapKepOM YCMNeLHON KaTeTepum3aunm HAXHUX Ka-
MEHUCTbIX CMHYCOB [18-22]. YunTbiBaa NMNybCHbIN Xapak-
Tep cekpeuunmn AKTT, Heckonbko 06pa3LoB KpoBM GepyTcs
OOHOBPEMEHHO U3 060MX CMHYCOB 1 13 Nepudepmryeckon
BEHbI, 3aTeM BBOAUTCA KOPTMKONUGepuH (1 MKr/Kr maccel
Tesa), U HeCckoNbKo 06pasLioB KpoBU 3aburpatoTca Ha GoHe
cTumynaumn. MHOroumcneHHbole nccnefoBaHNA NoKasanu,
YTO rPafMEHT =2 MeXAy LeHTPOM 1 nepudeprien go ctu-
MYALUN HAEXXHO CBUAETENbCTBYET O 6one3Hn MyeHko-
KywwuHra [15]. Mocne ctumynauumn KopTMKONMGEpUHOM
rpagmeHT AKTT ueHTp/nepudepmna >3 ewe 6onee TOYHO
noaTeepXaaeT AuvarHo3 — 6onesHb MueHko-KywmHra.
Y 60nblUMHCTBA NaUWEHTOB C cuHapomoM AKTI-akTonuun
rpPagMeHT Mexay LeHTPOM 1 nepudepren BbIABUTb He yaa-
€TCA WIN 3TOT FPajMeHT MeHbLUe 2-X Kak MICXOAHO, TaK 1 Mo-
cne ctumynauumm [15, 16, 23, 24].

YunTbiBasi HearpeccrBHoe TeyeHue 3aboneBaHua (4To
HexapakTepHo ana AKTI-3KTonuu), Hannume 30HbI NTIOKasb-
HO CHUKEHHOIO KOHTPACTUPOBaHUA No gaHHbiM MPT ronos-
HOro MO3ra, paHHWIN BO3PacT pebeHKa, pUCK/ Npu NpoBese-
HWW CcenekTMBHOro 3abopa, y 3Toro pebeHKa KOHCUANYMOM
Bpayeln OblIO BbIHECEHO peLleHUe, YTo «auarHod — 6o0-
ne3Hb NueHko-KywuHra- He Bbi3biBaeT COMHEHUN, NoKasa-
HUI K NPOBEAEHMIO CENEKTUBHOTO 3abopa HeT». U manbumnk
6b11 NpoonepupoBaH. K coxkaneHuto, Kak Obifo N3MI0XKEHO
Bbllwe, 3pdeKTa OT onepaTMBHOrO neyeHUs He 6bi1o. Mpu
nNpoBeAeHUN MOBTOPHOrO KOHCUIMYMa C YYeTOM Mnepcu-
cteHunn AKTI-3aBUCMMOroO rmnepKkopTuuUm3ma, OTCyTCTBUA
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[aHHbIX 33 ageHomy runodusa no gaHHbIM mopdonoruye-
CKOrO MCCNIe[OoBaHWA, a TakXKe OTCYTCTBUA YETKUX OaHHbIX
3a afjeHomy runodusa no npegonepauunoHHomy MPT, 6bi10
NMPUHATO PeLUeHne O MPOBEAEHUN CENIEKTMBHOrO 3abopa
KPOBM 13 HXHMX KAMEHUCTbIX CHYCOB Ha GpOHe CTUMyns-
UMM [EeCMONPECCUHOM ANl PeLleHnA BOMPOCa O TaKTUKe
OanbHeNLLEero neyeHus.

Bcem naumeHTam C YCTaHOB/EHHbIM [AMArHO3oM «bo-
ne3Hb NueHko-KywmHra» fJomkHO GbiTb MPOBeEHO HEWpPO-
XMpyprmyeckoe neyeHvie (3HZOCKOMMYECKasa TpaHCHa3anb-
HaA afeHOMIKTOMMA), MO3BOSAIOWEE AOCTUYD PEMUCCUN
B 65-90% cnyyaes [10, 25, 26]. BepoATHOCTb pemunccumn
BbILLE Y MALMEHTOB C MUKPOAAeHOMOW runodrisa n BO MHO-
rOM 3aBUCUT OT OMbITa HEMPOXMPYpPra 1 BO3MOXHOCTU MOJI-
HOCTbIO YAanuTb TKaHb onyxonu. CylecTByeT B3anMoCBA3b
MeXAy KONMYeCcTBOM onepauunii B rog 1 NPoLEeHTOM pemMnc-
cin y naumneHToBs ¢ BUK B otgenbHbIxX cneumnann3npoBaHHbIX
ueHTpax [10, 25, 26]. B cnyyae HeadPpeKTMBHOCTA NepBOW
ornepauun unm peungrea 3aboneBaHUs BO3MOXKHO NpoBe-
[eHue NOBTOPHOro HEMPOXNPYPrMyYeCcKkoro BMellaTeNbCTBa.
NHorga ypoBeHb KOPTM30/1a CHMMAETCA MOCTEMEHHO, YTo
06ycnoBneHo BO3HUKLLIE/ aBTOHOMUEN paboTbl Hagnoveuy-
HukoB [10, 25, 26].

AHann3npysa OaHHbIN KNINHNYECKIA ClyYan, MOXHO KOH-
CTaTUpOBaTb TOT GaAKT, UTO MPOBEAEHUNE CENIEKTVBHOIO 3a60-
pa nepepn nepBoi onepauren He N3IMeHUNIO Obl MOAXOA UK
KpaTHOCTb XUPYPrUYecKrnxX BMELLATENbCTB Y pebeHKa, Tak
KaK nepBOHayvasibHas HeMpoxmnpypruyeckas TakTvka Obina
6bl B NI0OOM Cllyyae HaleneHa Ha yganeHve gonv runodu-
3a, rie OTMEYaNIoCb CHMXKEHME NNOKANIbHOrO KOHTPACTUPOBa-
HWA, @ CaM CENIEKTUBHbIN 3a60p He MOMOT YTOYHUTb TOYHOW
NoKanusaumm ageHoMbl.

3AKNIOYEHUE

MpeacTaBAEHHbIN-KAMHUYECKNI CAyYall [EeMOHCTPU-
pyeT BO3MOXHOCTb noABieHnsa 6onesHn MueHko-KylwmH-
ra B CTO/b IOHOM BO3pacTe, a TakXKe CJIOKHOCTU ee Ana-
FTHOCTUKKM, OOYCNOBNEHHbIE HETUMWYHbIM ANA AAHHOTO
3aboneBaHVA PaHHUM Hayarom; HETUMWYHON KINHUYe-
CKON KapTuHow 6onesHn MNueHko-KywwHra: otcyTtcTBume
3aflepXKKM pocTa, HOpMalbHaa CKOPOCTb pPOCTa, CTepTbie
dbeHoTMNYECKME NPOABNEHNSA, HAIMYNE HEBU3YaNN3NPY-
€MOW KOPTUKOTPONMHOMbI. [laHHble 0CO6eHHOCTH, BEPO-
ATHO, 0OBACHAIOTCA AMArHOCTUKOW 3aboneBaHNA B CaMOM
ero ge6iote.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcupoBaHuA. PaboTa BbiNoOSHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapUPYIOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

YyacTtue aBTOpOB. BCce aBTOpPbI 0A06pUNN GUHANBbHYIO BEPCUIO CTaTb
nepep nybnvkauuer, Bbipasun cornacme HeCcTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.

Cornacue naumeHTa. MNauymeHT JO6POBO/BHO NoANMcan UHPOPMUPO-
BaHHOE corylacue Ha nybamKaLuio nepcoHanbHON MegULMHCKON MHpopMa-
Ly B 06e31MueHHon popme.
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