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B cBsi3u ¢ pemkoii BeTpedaeMocTbio Gosiesnu Mienko — Kymiira B IETCKOM BO3pacTe HaMU TIPENCTABJICHO COOCTBEHHOE
HabJTIO/IeHIe TINKINIECKOTo TedeHnst 6oresnn y pebenka. Mambunk 9 et 06paTHics K Bpady-9HIOKPHHOJIOTY € KalobamMn Ha
U36BITOUHBIT HAGOP Macchl Tesa B Tevenue 3 yet. OKupeHue mporpecCHpoBaio Ha MPOTSKEHIH 2 JIET, TOCJIe Yero PeGEeHOK MOXY-
aeqt 3a 5 Mecsles Ha 14 kr. Y naigenTa HCKIIoYeH AeUIT COMaTOTPOITHOTO TOPMOHA B CBSA3M € 3aMe/JIEHHEM CKOPOCTH POCTA 1
TUIIOTOHA/IM3M U3-3a OTCYTCTBHsI POCTa roHa/| Ha (hOHE TIporpeccupyioliero mybapxe. YauTbiBast 0;KUpeHne B aHaMHe3e, HU3KYI0
CKOPOCTB POCTa, PeOEHOK HEOTHOKPATHO OBLI 00CIE0BAH AT HCKITIOUEHHST SHIOTEHHOTO THIIEPKOPTH30an3Ma. [lepBonatanbsio
Ha )OHe HApYIIEHUs] CyTOUYHOTO PUTMA CeKpelu ajzipeHokopTukorpornHoro ropmona (AKTT) pesyisraTs! onpeseneHus cyTod-
HOH 9KCKPeIH KOPTH30Ja C MOYOH M HOYHOTO TIOJABJISIONIETO TeCTa C AeKCaMeTa30HOM He TTOATBEP KM Halndne THIepKop-
TH30s1u3Ma. TTOBTOPHBIIN AIIN30/ IPOrPECCHPYIONIEr0 YBEJINUEHUSI MAacChl Testa orMedeH B 13,5 rosia. Pesysibrarsl orpe/ieseHnst
CYTOYHOI 9KCKpPEeINN KOPTU30J1a CBU/IETEIbCTBOBAIH B TIOJIb3Y TMIIEPKOPTH30JM3Ma. [IpH mpoBeieHIT MarHNTHO-PE30HAHCHON
ToMOrpacuy roJIOBHOTO MO3Tra CTPYKTYPHON MAaTOJIOTHH THITO(H3a He BIBJICHO. B pesyisraTe 0[HOMOMEHTHOTO By CTOPOHHETO
CEJIEKTUBHOTO 3a60pa KPOBH M3 KABEPHO3HBIX, HUJKHUX KAMEHHCTHIX U CHTMOBH/IHBIX CHHYCOB 3aPErMCTPUPOBAH 3HAYNTETbHBIN
nostoskuresbublil rpaarenT AKTT B sieBoM kaBepHOo3HOM cunyce 110 cpaBHenuio ¢ yposuemM AKTT B nepudepuyeckoit kpou. ITo
MO3BOJINIIO JIMATHOCTUPOBATh Goste3nb ienko — Kymiara. B xojie o1epaTiBHOTO BMEIIATENbCTBA € 9HIOCKOITMYECKIM TPAHCHA-
3aJIBHBIM JIOCTYIIOM y/IaJieHa MaKPOCKOIINYEeCK! n3MeHeHHas Tkanb runodusa. [Ipun Mopdosornueckom nccieoBaHun yaasieH-
HOTO yJacTKa TKaHH ajgeromMa rurnodunsa e moarsepskaena. [IpuBesen kpaTkuii 0630p JUTEPATYPHI MO IIKIMIECKOMY TEIEHUIO
Gosesnn Mienko — Kyrmunra y gereit 1 OCHOBHBIM MPUYUHAM OTCYTCTBHSI aJICHOM MDY THCTOJOTHICCKUX MCCIEIOBAHMSIX TIPU
orepaTUBHOM JieueHnn Gosresrn Mienko — Kyrmara.

Kimouessie ciaoBa: Gosesnb Wienko — Kyrinra, MKINIecKoe TedeHue, IeTH, 0KUPEHIe, CKOPOCTh POCTa.

BOJIGSHI) UNnenko — Kymmunra (bBUK) — aro neii-
POaHIOKpUHHOE 3ab0JIeBaHKe, 00YCIOBIEHHOE
XPOHUYECKON TUNEPHPOAYKIIUEH aIpPeHOKOPTUKO-
tpontHoro ropmoHa (AKTT) omyxosbio runodusa
1 TJIIOKOKOPTUKOUJHBIX TOPMOHOB KOPOI HaJII04ey-
HukoB [30].

Ha cerogusimuuii ienb BUK paccmarpuBaioT kak
Benytyio npuanny AKTT-3aBucumoro runepropTu-
30JIM3Ma B TEAMATPUYECKOl npakTuke. 3aboseBae-

moctb BUK cocrasister 2—5 ciryvaes Ha 1 MJiH Hace-
Jenns B oy, u3 Hux 10 % mpuxoanTCs HA JAETCKUN
Bospacr [33].

[naBubiMU KIMHUYeCKUMU TiposiBiienusiMu bUK
y JieTeli ABJIAIOTCS 3a/IePKKa POCTA U IIPOTPECCUPYIO-
1ee yBeanueHue Macchl Tesa. OCHOBHbBIE CUMIITOMBI
3a60JIeBaHUsT U JIaHHBIE O YacTOTE WX BCTPEYAEMO-
CTU B JIETCKOU TIOTYJISIIIUU [PEACTaBJIEHDBI B TabI. 1.
Hecmorpst Ha TO 4TO y OOJIBIIMHCTBA MAIUEHTOB
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Tabamua 1
OCHOBHbIE KAMHUYECKME MPOSIBAEHUSI GOAE3HU
Nuenko—Kyiumnra y aeteii [28, 30]

Cumnrom Bcrpevyaemoctb, %
OxunpeHne 92—-98
CHUKeHWe CKOpoCTH pocTa 86
M3MeHeHWe yepT AnLa
100
(AyHOO6pasHoe AMLIO)
O6wwas 1 mbilevyHas cAaboCTb 76
Bupuansaums, 59
rMPCYTU3M Y AEBOYEK
DMoUMOoHaAbHas AABUABHOCTb, 59
Aernpeccus
ToAroBHast 6OAb 51
36—49
Crpun
(Yawe y noApOCTKOB)
ApTepuranbHas runepTeH3ns 49
[NaeTopa 46
AKHe 44—46
Hwu3skopocaocTb
(pocT < 2 SDS) 3743

DopMHrpoBaHMe KMPOBbIX MOAYLLEK B

_ 28
o6Aactu VIl wenHoro no3soHka

Mpumeuanue: SDS (standard deviation score) — koappmumeHT
CTaHAAPTHOIO OTKAOHEHMSI.

O’KUPEHME COTPOBOK/IAETCS XapaKTEPHbIMU U3MeEHe-
HUSIMU BHEITHOCTH, POJAUTENN W Ie[UATPbl 4aCTO He
CBA3BIBAIOT 9TH CUMIITOMBI C 9H/[OTEHHBIM TUIIEPKOP-
T3013MOM. OT BOBHUKHOBEHUS TIEPBBIX [TPU3HAKOB
60JIe3HM 10 TIOCTAHOBKHU AMArHo3a B CPeiHeM IIPOXO0-
ot (2,5 £1,7) rona [26].

AJroput™M  1abopaTOPHO-UHCTPYMEHTANbHON
JIMAaTHOCTUKU 9HJOTEHHOTO T'UIEePKOPTU30JIU3MA
U yTOUHEHUE PUYNH er0 BO3HUKHOBEHUS OTJIMYAET-
csd B pa3HbIX KJIMHUYECKUX IeHTpax. [Ipencrasien-
HbII Ha puc. 1 aJITOPUTM OCHOBAH HAa YyBCTBUTEJBHO-
¢ty U crienuUIHOCTY MEeTO/I0B uccyenoBanus [17,
19, 26, 31].

B cBa3u ¢ pesKocThiO MUKJIMYECKOTO TeYeHUs
BUK B serckoM Bo3pacTe IIPUBOIUM OMUCAHUE KJIN-
Huueckoro ciaydas. Ha npotstkenun passutusg BUK
¢ TpUCOEIUHEHUEM HOBOU KIWHUYCCKOU CUMIITO-
MaTUKU y MalueHTa mpoBojuin auddepeHiiuaib-
HYIO JIMAaTHOCTUKY HJIOTEHHOTO TUIEPKOPTU30IU3MA
C PSIJIOM 9H/IOKPUHOIIATUIA, TI09TOMY BbIJI€JIEHBI TEMA-
TUYECKUE MTO/IPa3/IeIbl.

AJII/IMeHTapHOe OKHpEHNEe

Manvuux A. (16.01.2006) Brepsbie oOpaTHIICS
K Bpauy aHAOKpHHOJOTY B ampene 2015 roma B BO3-
pacre 9 jieT 3 Mec ¢ KanobaMu Ha U30BITOYHBINA HAGOD
Macchl Tesia B Tedenue 3 siet. [Ipu ocMoTpe Koska 06bIu-
HOI okpacku, yncrtad. [loakoxkHO-KUpoBag KiaeTdyaTka
pasBuTa M3OBITOUHO, pactpe/eseHa paBHoMepHO. 110
opraHam M cucreMam — 0e3 ocobeHHOCTeH. Aprepu-
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anpHoe jaByienne (AJl) — 100/60 mwm pr.cr. Poct —
132 cm (—0,23 SDS) 1ipu renerudeckom pocte 179 cm
(+0,34 SDS), macca Tesia — 37 Kr, MH/IEKC MaCChl TeJ
(UMT) — 21,2 xr/m? (+2,21 SDS). @usnueckoe pas-
BUTHE — Cpe/iHee, IucrapMoHudHoe 1o secy. Dopmyiia
rosioBoro pazsutus 1o Tannepy — Ax1P2 testis 2/2.

[To pesysabraTaM TOPMOHAJBHOTO OGCIEN0BA-
HUs BBISIBJIEH 3YTUPEO3 U HOPMAJTbHBIN ITOKa3a-
Tenb Koptuzosia — 226,4 umoub/n (Hopma — 170—
720 umonb/n). B GMOXMMHYECKOM aHajni3e KPOBU
YCTAHOBJIEHO TIOBBIIIEHNE KOHIEHTPALUU XOJecTe-
puna (5,5 Mmmosn/ a1, Hopma — 3,08—5,23 MMOITh /1),
cojiepsKaHue TJII0KO3bI, acrapraraMuHoTpanchepasbl
U aJlaHMHAMUHOTpaHCc(hepasbl ObLIO B HOPME.

YcraHoBJieH AMArHO3: AJIMMEHTAPHOE OKUPeHue,
OCJIO’)KHEHHOe TedeHue (TUIIEPXOJIECTEPUHEMUST).
Pannee mybapxe.

PexomeHioBaHa aueTa ¢ OrpaHUdYeHueM ObICTPO-
YCBOSIEMbBIX YTJIEBOJIOB U HACHIIIEHHBIX JKIPOB, yBe-
Jndenne GU3NIECKON aKTUBHOCT.

MertaGomyecKuii CHHIPOM

[Ipy mOBTOPHOM OOpalleHUN K DHAOKPUHOJIOTY
B Bozpacte 11 jier (despasb 2017 r.) sxanobbl Ha ciia-
60CTb, TOJI0BHBIE 601, 601 B HUKHUX KOHEYHOCTSX,
[porpeccupyioiiee yBejaudeHune maccel tesa. [lpu
OCMOTpE BbISIBJIEH YEPHBIIT AKAHTO3 B TOIMbBIIIEYHBIX
BIIAJIMHAX W HA 33JHell TOBEPXHOCTHU Iiien. Aprepu-
aspHoe faByienrie — 110/70 MM pt. ct. Poct — 140 cm
(-0,53 SDS), macca tesa 53,9 kr, UMT — 27,5 xr/m?
(+3,09 SDS). Ormeueno orcraBanue (hakTUIECKOTO
pocra oT rererudeckoro. @opmyJia MOJOBOTO CO3pe-
Banwus 1o Tannepy — Ax1P2 testis 2/2.

B 6GuoxuMHYecKOM aHaiuse KPOBHM 3apervcTpu-
poBaHa rurnepypuxkemusi (MoueBas KHUCIOTA —
361,9 mxmoub/n (Hopma — 119—327 mrmoib/i)),
rurepxosiectepuemust (5,79 MMoJIb/ 1), OCTalTbHbIE
[oKasaTejan — B Ipefeax peepeHTHbIX 3HAYEHMIA.
[To pesysbraTam I11epoOpPaIbHOrO TJIOKO30TOJIEPAH-
THOTO TeCcTa — TIJMKEeMHUYecKass KpuBasg 0e3 maro-
JIOTUM: TJII0KO3a B KPOBU HaTOlaK — 3,6 MMOJIb/ I,
yepes 2 4 — 5,4 mmoib/J. Ilokasarenn JToTenHU-
supyiontero (JII) u GomnmkynrocTuMyanpyioriero
(DCT) ropMOHOB U TECTOCTEPOHA COOTBETCTBOBAJIH
nperybepratHbiM 3HaYeHUsIM. OTMEYEHO TTOBbIIIIE-
nue ypousa C-nenrtuga (1371 nmonb/i1, Hopma —
110—1100 nMoJib/J1), UMMYHOPEAKTUBHOTO HWHCY-
guna (23,3 MmxE/[/ma, Hopma — 2,5—22 mxE/l /M)
u wuHgekca uHcyauHopesuctentHoctu HOMA-IR
(3,95, Hopma < 2,7).

VIBTpasByKOBOE HCCIEA0BAHIE OPTAHOB OPIOIIHOIL
nosioctu: auddysHblie n3MeHEHUs IeYeHu, reraro-
CILTIEHOMETAJIUSI.

YuuTtbiBag TPOTPecCUpYIONINN XapaKTep OKUpe-
HUSI U 3aMeJJIEHIe CKOPOCTU POCTa, paHHee mybap-
Xe B aHaMHe3e Ha (hoHe mperybepTaTHOro pazmepa
ronaz, peGeHoK ObLI TOCIUTAIN3UPOBaH B Peciry (-
KaHCKUM JIETCKUN 9HIOKPUHOJIOTUYCCKUN TIEHTP I
UCKJIIOUEHMS] 9HIOTEHHOTO TUIIEPKOPTU30IU3MA.
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[Ipu maGopaTOpHOM OOCIENOBAHMK YCTAHOBJIE-
HbI HOpMasbHble yTpernue (3a6op kposu B 8:00)
nmokazatemn AKTIT (52,1 nur/mu, HOpMma 7,2—
63,3 nr/min) u koprusosa (403,4 HmoJib/J1, HOpMa —
240—720 umouib/n). OTMe4YeHA TOBbIIEHHAS JIJIS
npeny6epTaTHoOl CTajiuu MOJIOBOTO Pa3BUTHs KOH-
IEHTpaIns Jeruapoanuanapocrepona (143,5 mr/ i,
HopMa <110 mr/ ). BoisiBienne HOpMaJIbHOTO YPOB-
us 17-runpoxcunporecrepona (0,97 ur/mi, Hopma —
0,07 Hr/mJ) TO3BOJWJIO UCKJIIOYUTH BPOXKIEHHYIO
JMUCHYHKIIUIO KOPBI HAIIOUEUHUKOB.

Pesynbrar HouHoro mnojasJistioniero Tecta ¢ 1 mr
JIeKCAaMeTa30Ha COMHUTEJIbHBIN, TaK KaK YTpeH-
HUl ypoBeHb KopTusoJa coctaBua 137,0 HMomb/ 1.
B mnacrosmiee Bpemsi 3TO HCCJIE[OBAHUE HMeEET
HEOJHO3HAYHYIO HHTeprperaiuio. [lepBonayanbno
ObIJIO YCTAHOBJIEHO TIOPOTOBOE 3HAUEHUE KOPTHU30JIa
140 umousn/n. Ho mpu aToM ToOKazaTese yacTtoTa
JIOKHOOTPHIIATEbHBIX Pe3yJIbraToB coctasuia 15 %.
[Toatomy c 11esbI0 yBeJIMYEHWST IyBCTBUTENbHOCTH
METO/[A DKCIIEPThI MPUHSJIN pellieHre CHU3UTh KPU-
TepUuil HOPMAJIBHOIO OTBETA YPOBHSI KOPTH30Ja HA

Ne1 2020

cyrpeccuio jekcamerasoHoM 10 50 umoss/ . OxHa-
KO crenupuyHOCTh METOIMKN YMEHbIIUIach ¢ 95 %
(ipu yposHe 140 umousn/m) mno 80% (rpu ypoBHe
50 umosb/1) [23]. He 3apernctpupoBaHo MOBBIIIE-
HUS CYTOYHOU 3KCKpeIuu KOPTU30Jia € MOYOM
(176,63 umoub/cyT, Hopma — 11,8—485,6 Hmosb/CyT).

PeGeHOK OCMOTPEH HEBPOJIOTOM: BereTaTHBHASA
MUCHYHKIINS ¢ HAUIMYUEM YaCThIX 1easriii Mo THITy
FOJIOBHBIX GOJIEH HATIPSIKEHUS,

ITpu uUHCTPYMEHTATBHOM J00OCIEI0OBAHIE YCTa-
HOBJIEHO IIpeBbIllieHre HA 1 TOJ KOCTHOrO BO3pacTa
HaJl TACIOPTHBIM. YJIbTPA3BYKOBOE HCCJE0BAHUE
HA/IIIOYEYHUKOB: (€3 9XOCTPYKTYPHOU MATOJIOTHH.

[To panubIM cyTouHOro MOHUTOpPUpOBaHUs Al
aprepuasbHas rUIepPTeH3Us He 3aPerncTPUPOBAHA.

Marnurtno-pezonancuas  tomorpaduss  (MPT)
TOJIOBHOTO MO3Ta 0e3 KOHTPACTHOTO YCHUJIEHHUST: TIATOJIO-
IUYeCKUX M3MEHEHUI FOJIOBHOTO MO3Ta He BBISIBJIEHO.

PeGenok ObL1 BbIIMCAH Ha aMOYJIaTOPHBINA dTarl
C KJIMHUYECKUM JIMarHO30M «MeTaboanuyeckuii CuH-
npom: oxupenne (UMT — 27,5 kr/m?), ociioxHeH-
Hag ¢dopma (runepxosieCTepuHeMus, TUIIEPYPUKe-

Kimmnuueckoe Mo03peHre Ha S9HIOTEHHBII TUIePKOPTU30IU3M

!

JlaGopaTopHoe NOATBEP:KIEeHHE DHIOTEHHON THIIEPIIPOLYKIHU KOPTU30JIa:
- FICCJIEJIOBAHIE CYTOYHON SKCKPEIHI CBOOOHOTO KOPTH30JIa C MOYOii
- OTIpejiesieHne KOHIEHTPAIU CBOOOIHOTO KOPTH30J1a B 0Opasiie ciionbl B 23:00

- MaJiasd Hp06a C JIeKCaMeTa30HOM

!

Huddepennnansuas quarnocruka AKTT-3aBucumoro u AKTT-He3aBuCHMOro rumepKopTH30I13Ma

!

Yposeub AKTT

)

Husxuu

AKTT-ne3aBucumblii TUTIEPKOPTU30JIU3M ]

!

Hopmanvuoiii unu nogviuienviii

[ AKTT-3aBucuMbIif TUTIEPKOPTU30JIU3M ]

!

KT najnoyednnkon ]

[ Muddepennnanpuas ruarnoctuka BUK u AKTI-3KTOnHpOBaHHOTO CHHAPOMA ]

Ilonoxcumenvrvie

!

[lanueie MPT runodusa ]

Ompuyamenvivie

Ipanuent AKTT 1pu cesekTuBHOM 3a00pe KPOBU
W3 HIDKHUX KAMEHWCThIX CMHYCOB Ha done crumyJsiiinn KPT

Tlonoxcumenviviii

Ompuuamenvnoiil

BUK

] [ AKTT-akTOnmpoBanublii CHHIPOM

BUK — 6oae3Hb Muenko —Kywmtra; AKTI — aApeHOKOPTUKOTPOMHbINA ropMoH; KPT — KOPTUKOTPOMMH-PUAMBKHI FOPMOH;

KT — komnbloTtepHasg Tomorpacms; MPT — MarHMTHO-pe3oHaHCcHas ToMorpadus.

Puc. 1. Aaroputm andpdpepeHLiMarbHOM AMArHOCTUKM SHAOTEHHOTO rurnepkopTusoAnsma [17, 19, 26, 31]
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MU, KUPOBOH Teraro3, NHCYJINHOPE3UCTEHTHOCTD ).
Bererarusnas aucdynkims cMenianHoro tuta. Pax-
Hee 1ybapxe B aHaMHE3€».

Jlanbl peKOMEHIAIUH TI0 JIBUTATEIbHOMY PEKUMY
(e menee 60 MuH GpU3NIECKON AKTUBHOCTY B JIEHD),
nuete (OrpaHuyeHue JIETKOYCBOSIEMBIX YIJIEBOJIOB
Y HacbIeHHBIX »KupoB). Hasnaden merdopmun
B HavasIbHON 1103e 500 MT OJIMH pa3 B CyTKHU C MOCTe-
MEHHBIM YBeJIMYeHUeM CyTO4YHOU /10361 10 1700 mr
B JIBa [IpUeMa.

Ha ¢one momudukammu obpasa >KM3HA U IIUTa-
HUSI, MEUKAMEHTO3HOTO JIeYeHUsT 32 5 MeC MaJbUhK
noxyzaen Ha 14 kr (UMT — 21,2 xr/m? (+1,79 SDS)),
OTMeuYeHa HOpMAJIN3allig YPOBHS NMMYHOPEAKTHUBHO-
ro uncysuna — 13,3 MxEJl /M (2,2—22,2 mxEn/mon),
YTO CTAJIO TOBOJIOM /IJIs1 OTMEHBI TIpreMa MeT(hOpMUHA.

edurut ropmoHa pocra? Iumoronanusm?

[Tpu ocmotpe B despane 2018 1. (12 ser) BbIAB-
JIeHO TIporpeccupyioiiiee 3amesyienrie pocta (143 cm
(-0,83 SDS), romoBast ckopoctTh pocta — 3 €M) Ha
(one nopmanuzaruun maccel Tesa (39 kr, UMT —
19,07 xr/m? (+0,89 SDS)). Koxibie OKPOBbI HOP-
MaJbHOUW OKPACKHU, YEPHBIM aKaHTO3 He OTMEYEH.
Dopmysa 1MOJI0BOrO co3peBanusi mo lannepy —
Ax3P3 testis 3/3. ComaTorpaMma MaJbyuKa IpUBe-
JleHa Ha puc. 2.

PeGeHOK TOCIUTANM3UPOBAH JUIsA 0OCIe/I0BaHUS
B CBSI3M C HU3KOI CKOPOCTBIO pocta B Pecnybimkanc-
KUU IeTCKUU 9HIOKPUHOJIOTUYECKUN TIEHTP.

200
190
180
170
160
150

140

Pocrt, cMm

130
120
110
100

90

10 11 12 13

Bospacr, rozer

B ropMonasibHOM aHaJM3€ BbISBJIEHO MOBbIIIE-
uue ypoBust AKTI (80,65 nr/mu, HOpma — 7,2—
63,3 1r/MJ) Ipu HOPMAJIbHOUM KOHIIEHTPAIIMU KOP-
tnzona (582,8 HMOMb/ 1), yBeTUUeHHe B JIMHAMUKE
YPOBHS Jlerujipoaninanipoctepona (248,4 mr/ ).
HecmoTpst Ha Hu3KHe TeMIIbI POCTa, YPOBEHb MHCY-
nuHonogobnoro ¢daxropa pocra-1 (MDP-1) 6bun
B HOpMe (489,4 mkr/i1, HopMa — 76—499 Mxr/ 7).

[To pesynbratam peHtrenorpaduu JieBOH KUCTH
OTMeYeHO olepekerre Ha 1,5 roga KOCTHOTO BO3pa-
cra (13,5 ner).

[TpunuMast Bo BHUMaHUe IIPOTPECCUPOBAHNE a[pe-
Hapxe Ha (OHe OTCYTCTBUSI YBEJIUYEHUs PAa3ZMEPOB
audek, pebenok Ob1 06caeqoBaH I MCKIIOYEeHUs
IUTIIOTOHAZIN3MA. DXOCKOIINYECKH 00BEM SIUUEK — 110
2,4 em?® (1penybepTaTHBIIL pasmep), 63 9XOCTPYKTYP-
Holt atosiorun. [pu ipoBeseHnn mpoGbl ¢ AHAJIOTOM
TOHA/IOTPOIIMH-PUJIM3UHT TOPMOHA TTMKOBbIE CTUMY-
gsimonnbie 3Havenust JII (1,1 MME/ma) u OCT
(6,0 MME/M1) COOTBETCTBOBAIN HPEILyOEPTaTHOMY
YPOBHIO.

[To pesynbsratam TpPexIHEBHOIO TeCTa ¢ XOPUOHU-
YeCKUM TOHAIOTPOIMHOM YCTAHOBJEHA HOPMAJbHAs
CeKpelrs TECTOCTEPOHA B OTBET HA CTUMYJISILIUIO (10
npobel — 1,9 ur/mi, nocae npobel — 4,4 Hr/mi).
[lonyuentbie raHHble COBIAAAIOT C MPEIIOKEHHBIMU
A.N. Tanaka (2001) u A. Kauschansky (2002) orcexa-
IOIUMK 3HAYEHUSIMK TecTocTepoHa (6oJiee 2 Hr/MII)
nocJie poObl ¢ XOPHOHUYECKUM FOHAIOTPOITMHOM LISt
UCKJIIOUYEHST TePBUYHOTO runoronazusma | 18, 35].

2eHemuyecKul pocm

14

15

16 17 18 19

Puc. 2. AMHamuKa noka3saTteAeit pocTa MaAbumka A
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PesysibraThl CTUMYJIAIIMOHHBIX TIPOO I OIEHKU
BBIPABGOTKU COMATOTPOITHOTO TOPMOHA TIOKA3aIi HOP-
MaJIbHBINM MUK TOPMOHA pocta (MaKCUMaJIbHBIH ypO-
BEeHb B TeECTe C MHCYJUHOM coctaBua 454 MME/m,
¢ knoenunom — 180,4 MME /i (nopma >20 MME /).

PeGenok ObL1 BBIIMCAH Ha aMOYJIaTOPHBIA JTam
¢ nuarno3oM «HuU3KopocsI0CTh HEYTOUHEHHOTO TeHe-
3a. BereratuBnasi qucyHKIM CMENIAHHOTO reHe3a
C HAJIMYMEM YacThIX [edaJruil 1Mo THUILY TOJOBHBIX
6ol HANIPSIKEHM» .

IH/IOTEHHBIiT THIIEPKOPTU30IN3M?

B cenrabpe 2018 r. poct pebenka (12 et 8 mec)
coctaBua 145 cm (—1,12 SDS), macca tema — 38 Kr,
NUMT — 18,58 wxr/m? (+0,68 SDS). Ilpu ocmorpe
KOJKHBIE TIOKPOBBI YMCTHIE, OPTaHbl U CUCTEMbBI — (€3
ocobernocreil. MDusnueckoe pasBuTHE — HUBKOE,
rapmonmnuHoe. @opmyJia oJ0BOTO pa3BuTus 1o Tau-
Hepy — MalAx4P4, ronaasr — 110 4 ML

B cBg3u ¢ coxpansoneiicss HU3KONW CKOPOCTHIO
pocra (2 cM 3a 7 MeC) U YCKOPEHHBIMU TeMIIaMU
nyGapxe peGeHoK ObL1 00Cae0BaH 11 UCKIIOYeHNS
9H/IOTEHHOr0 runepkopTusoansma. Ilpu uccienosa-
Hum cyrounoro putma koprusosna u AKTI ycranos-
JIEHO HapylleHue UPKATHON CEeKPEelru TOPMOHOB
(OTCyTCTBUE CHMIKEHUSI KOHIIEHTPAIIMM B BeYep-
Hue vacer). Tak, mokazarein KOPTHU30JA COCTABUJIN
B 8:00 — 273,6 umoun/i1, B 12:00 — 361,0 umosb/,
B 18:00 — 278,8 umoun/ 1, AKTT B 8:00 — 53,96 111/ ™11,
B 12:00 — 59,26 nr/ma, B 18:00 — 53,02 1r/mu.
B Hopme ypoBeHb KOPTH30Jia B YTPEHHIE YaChI BBIIIIE,
yeM BeuepoM, Ha > 50 %. Pe3ysibraThl 0JIHOKPATHOTO
OTIpe/ieJIeHIsT CYTOYHOI 9KCKPEIUU KOPTU30JIa C MO-
YO He TOATBEPAUIN HAJIMYUS TUIIEPKOPTUI0IU3MA
(333,27 umoutb/cyT, Hopma — 11,8 — 485,6 HMouIb/CyT).

[To raHHBIM KOMITBIOTEPHOI TOMOTpahuM HAJIIIOU€eY-
HUKOB 1 OPIOLIHOM TI0JIOCTH, PEHTTeHOIPaMMBbI IPYIHOI
KJIETKU CTPYKTYPHOI [IATOJIOTMU HE BbISIBJIEHO.

Boaesns Nnenko — Kynmnra?

[Tpu ocmotpe angokpunosorom B uione 2019 r.
(13 ner 5 Mec) y pebeHKa COXPaHINCh Kamo0bl Ha
roJIOBHbIE GOJIM, CHUJKEHUE MePEeHOCHMOCTH (hU3H-
yeckux Harpy3ok. OTMe4eHO M3MEHEHUe 4epT Juia
(s1erkast myHOOGpasHoCTh). [lepepactpe/iesieHue moj-

[NpaBbit KABEPHO3HbIN CMHYC — 82,13 nr/mMa
MpaBbirt HYUXKHUIA KAMEHUCTbIN CMHYC — 97,02 nr/MA

[NpaBbit CUrMOBMAHDBIN CHHYC — 93,82 nr/mMa
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KOKHO-’KUPOBOU KJIETYATKU HA TYJIOBUIIE W KOHEY-
Hoctax He BbigBiIeno. A/l — 115/65 mwm pr.cT.
Poct — 146 cm (—1,74 SDS), macca tena — 42 kr,
NUMT — 19,7 xr/m? (+1,05 SDS). ®usnueckoe pa3su-
THe HU3KOe, TUCTAPMOHUYHOE 110 Macce Tesia. Crajus
rosioBoro pazsutus 1o Tanuepy — 3 (MalAx4P4),
rorazbl — 1o 10 murL.

[Ipn ropMOHAIBHOM 06CIIEIOBAHUN 3aPETUCTPH-
POBaHbl HOPMaJIbHbIE YPOBHU THPEOU/THBIX TOPMOHOB,
NDOP-1 — 430,1 mkr/m, nposaktuaa — 9,4 Hr/MJ
(Hopma — <16 ur/mm), JII' — 1,5 MME/m1, OCI —
1,4 MME /M1, yBesqndyenue B AMHAMUKE KOHIIEHTpa-
1K TecTocTepoHa — 3,2 HT/MJL

YauThiBast CHUKEHHbBIE TEMIIbI POCTa Ha (poHe BO3-
00HOBIEHM HaOOpa MACChI TeJa, PEGEHOK IOBTOPHO
06cIeIoBaH JUIS UCKJIOYEHUsT DHJIOTEHHOTO THIIEp-
koprusosm3ma. Ha dore rpoBeneniis HOYHOTO TecTa
¢ 1 Mr gexcameTasona BbISIBJIEHO OTCYTCTBUE alleK-
BaTHOIO IOJABJIEHUST CeKPEIu KOpPTu3osia (MCXo.-
HbIE ypoBeHb — 494,3 HMOJIb/JI, TIOCIE TIPOOBI —
360,2 umousb/a). I'mriepcekpenusi KopTusoJa ToOJI-
TBEPIK/I€HA 110 Pe3YJIbTaTaM UCCJIe0BAHUST CYyTOYHOI
aKckpernuu ropmoHa c¢ mouoit (1106,4 umosb/cyT,
nopma — 11,8—485,6 HmoJsb/cyT).

[Tokazarear AKTI B 8:00 cocraBum 15,7 mir/muir.
Ormpeziesiene  KOHIIEHTPAIUM KOPTUKOTPOIUHA
UTPaeT KJII0UEBYIO POJib B iudpepeHiinaabHoi uar-
noctuke AKTI-3aBucumoro u AKTT-HesaBucumoro
rurepkopTusoau3mMa. llpu BbIIBIEHUN YTPEHHErO
yposust ropMona < 10 nr/mi (¢ 60/1bLIell TOYHOCTHIO
< 5 nr/mia) Ha (oHe THIMEPKOPTH30JU3Ma JTHATHO-
crupyior AKTI-ne3aBucuMbIil runepKoOpTU30JINU3M.
OtcyrerBue nogasienns sorpaborku AKTT mo npun-
LUIy OTPHUIATEIbHON 00paTHON cBs3U (HOpPMaJib-
Hble WM TIOBBINIEHHBIE TIOKA3aTEJN ITOrO TOPMO-
Ha) cBugerenabcTByeT B 1oJsibly AKTI-3aBucumo-
ro runepkoprusonusma [17, 34]. Takum obGpasom,
perucTpaiust y naiuenta ypoBHS KOPTUKOTPOIIUHA
> 10 nr/mi Ha OHe MOBBIIIEHHON TIPOAYKIIUN KOP-
Tu3oJa nospoJimia auarnocruposars AKTT-3aBucu-
MBI TUTIEPKOPTU30JIU3M.

[To pesyabratam MPT ronoBHoro Mo3ra ¢ KOH-
TPACTHBIM ycHIeHHeM oObeMHOoe 00pasoBaHue
TUTIOTAIAMO-TUTIO(MU3APHOIT 00JIACTU He BbISIBIIEHO.
CoryiacHO JIaHHBIM JIUTEPATYPbI, OOJBITUHCTBO KOP-

AeBblIin KaBepHO3HbIN cuHyc — 807,70 nr/ma

"5 AeBblil HVXKHUIM KaMeHUCTbIN cuHyc — 334,60 nr/ma

A€BbI CUrMOBMAHDBIN cuHyC — 105,20 nir/ma

Mepudcpepust — 75,30 nr/ma

Puc. 3. KoHueHTpaumsi aApeHOKOPTUKOTPOIHOIO ropMoOHa B KPOBU M3 BEHO3HbIX CUHYCOB MNalMeHTa A
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TUKOTPOIIMHOM Y JIeTell Mpe/ICTaBIeHbI MUKPOAJICHO-
MaMU IuamMmeTpoM 110 5 MM |27, 32]. KopTukoTporHbie
AJIEHOMBI OOBIYHO UMEIOT THUIIOIXOTEHHBIN CUTHAI HA
(ore nHTAKTHOU TKAHU TUTIODU3A U TITIOXO HAKATLITH-
BaloT KoHTpacT [5]. YacTtoTa BBISBIEHUS KOPTUKO-
TPONIUHOM Y fieTeit ¢ momolibio MPT ¢ koHTpactupo-
BaHueM coctasister 55—63 % [6, 31].

Ecmu pesyasrar MPT rosioBaoro mosra u rutiou-
3a He 1103BoJIsIeT Bepuduimposath auarnos bUK, to
PEKOMEH/IOBAHO ITPOBEJCHUE OJHOMOMEHTHOTO JIBY-
CTOPOHHETO CEIEKTUBHOTO 3a00pa KPOBU U3 HUKHUX
KaMEHHUCTBIX CUHYCOB. DTO HCCJIE/IOBAHUE SBJISETCS
MeTOZOM BbiOopa 1pu auddepeHuaibHON auar-
HOCTUKe TUIOMU3APHON U IKTOIMYECKOU TPOIYK-
nun AKTT. CornacHo KpuTepusiM, MpeioKeHHbIM
E. Oldfield u coast. (1991), B nonssy BUK cBuze-
TEJIbCTBYET BEJIMYMHA COOTHOIIEHUST KOHIIEHTPAIUU
AKTT B kpoBU M3 HUXKHETO KAMEHHCTOTO CUHYCA
K ero ypoBHIO B nepudepudeckoil kposu 6Gosee 2,0
(nonoxkutesnbubiii Tpagrent AKTT). [Ipu menbiiem
3HAYCHUU CJIE/IYeT 3al0/I03PUTh HAJIMYHME IKTOIHYe-
ckoro ucrourrka AKTT [25]. Sror merox obiamaer
BBICOKOI uyBCTBUTENbHOCTHIO (88—100 %) u creru-
uunoctpio (67—100 %) [39]. [lockosbKy KpOBb OT
KaK/JIOW MMOJIOBUHBI TUIIO(hU3a OTTEKAET B BEHO3HDIC
CUHYCBI Ha TOH Ke CTOPOHE, CYUTAJIOCH, YTO BBISBJIE-
HUe OjiHOCTOpOHHETO ToBbienust cekperrn AKTT
MO3BOJIUT YTOYHWUTH JIOKAJIU3AINUIO HOBOOOPA30OBa-
uua. E. Oldfield ycranosui, 4to cootHOImEHNE yPOB-
neii AKTT B kpoBu U3 1IPAaBOro M JIEBOTO CUHYCOB >
1,4 sBiisieTcst NPeMKTOPOM JIOKATU3AIUU a/[EHOMbI
B runoduse Ha CTOpoHE Hosiee BBICOKOU KOHIIEHTPA-
. Ho Ha mpakTuke AuMarHOCTHYECKass TOYHOCTD
3TOTO METO/la OKa3aJach HUKE OXKUIAEMOI U COCTa-
Busa 50—70 % [39]. [Ipumenenue 1annoit METOAUKI
y HAIMEHTOB JIETCKOTO BO3pacTa TaKkKe He MOKa3ajio
HAJIEKHBIX PE3YJIBTATOB OTHOCUTEJIBHO BBISBJICHUS
CTOpPOHBI MTopaskenust runogusa [10].

B kavecTBe ambTepHATUBDI KATETEPU3AIINN HUKHUX
BEHO3HbBIX CUHYCOB ObLI MPEIoKeH 3a00p KPOBU 13
KaBEPHO3HBIX CHHYCOB. Bosiee 6inskoe K runodusy
pacroJiokeHne KaBepPHO3HBIX CHHYCOB W (OJIbIast
koutertpaiusd B HuX AKTT noBbinaioT BeposSTHOCTD
[IPaBUJIBHOTO OIPEIeJICHUS JOKAIU3AIUU aJICHOMBIL.
[lnarnocTuyeckast TOUHOCTb ATOTO METO/IA COCTABIIS-
et ot 82 10 91 % [8, 16].

[l mpoBeieHrs TOMUYeCKOHN AMArHOCTUKY UCTOY-
nuka runeprpoaykiuu AKTT u Bepucdukaruun BUK
pebenok ObuT TociuTanuauposad B I'Y «Peciy6in-
KaHCKUI HAyYHO-TIPAKTUYECKUU IIEHTP HEBPOJOTUU
u Heripoxupypruus. [IpoBesen 0oMHOMOMEHTHDBIH JBY-
CTOPOHHMIL CEJIEKTUBHBIN 3200D KPOBU U3 KaBEPHO3-
HBIX, HUJKHUX KAMEHUCTBIX U CUTMOBM/IHBIX CTHYCOB
¢ 06enx cTOpOH. BbIsBJIEH 3HAYMTENbHBINA [1OJIOKHU-
teabublii Tpaguent AKTI B jieBoM KaBepHO3HOM
CUHYCe TI0 CPAaBHEHUIO C 3HAUYeHUSAMHU B 1iepudepuye-
CKOU KPOBU U BEHO3HOU KPOBU U3 MPABLIX CUHYCOB
(puc. 3). Takum 00pasoM, pe3yJIbraTbl UCCAEIOBAHUS
CBU/ICTEJLCTBOBAIN O TUIIO(MU3APHOM ITPOUCXOXKIE-
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HUM THUIIEPCEKPEIMU KOPTUKOTPONMHA (TPajieHT
«1tentp/nepucdepus» > 10/1).

YcraHOBIIeH TIpeIBAPUTEIbHBIN KINHUYECKUN /TUar-
Ho3: AKTT-cexperupyioias Mukpoajienoma rurodusa.
BUK». TIpoBeneno Xupypruyeckoe JiedeHue € 9HJ0-
CKOIMUYECKUM TPAHCHA3JIBLHBIM JIOCTYIIOM. Y/IaJicHa
MaKPOCKOIIMYECKN M3MEHEHHAs TKaHb rumodusa.

[Ipu Mmopdosiorndeckom nccaeJ0BaHUN yIATeHHO-
IO y4acTKa BBISIBJIEHO, YTO KJIETKHU aJICHO- 1 HEHpPOTH-
nodusza COXpaHAIOT HOPMAJIBHYIO TUCTOJOTHMYECKYTO
CTPYKTYPY. YCTAHOBJIEH HU3KWI WHEKC Tposude-
pauun (Ki-67). Irtor 1mokasaresb, Oazupylonuiics
Ha otenke 6osiee 500 kiaeTok B obsactax Hanbosee
BBICOKOTO SI/IEPHOTO MEYEHMs, BMECTe C MHUTOTHYE-
CKUM WH/IEKCOM UCIIOJIb3YIOT /I TPa/lallui CTETIIeHN
3JI0KQ4eCTBEHHOCTHU otryxoJiei [14].

[Ipy MMMYHOTMCTOXMMUYECKOM HCCJIEOBAHUN
B KJIETKaX a/ieHOrunodu3a BbIsBJICHBI MapKepbl Hel-
POSHIOKPUHHBIX KJIETOK: XPOMOTPaHUH 3+, CHHAIITO-
dusun 3+. Cunanropusus sBIsIeTCS MeMOPaHHBIM
[JIMKOIIPOTENHOM BE3UKYJI IIPECUHAIITHYECKUX HEelpo-
HoB. L. Stefaneanu u coasr. (1988) onpenesmin Hajm-
yre cMHanTo(hu3nHa B IUTOIJIA3ME HOPMAJIbHBIX KJle-
TOK a/leHOTUIIO(U3a: COMATO-, JIAKTO-, THPO- W TOHA-
notpodax M B MEHbIIEH CTENeHH — B KOPTHUKOTPO-
(dax. ABTOpPBI clieIali BBIBOZ O HELEJeCO00PasHOCTU
KCIOJb30BAHUS CUHANTO(PU3NHA B Ka4eCTBE MapKepa
azeom tunodusa [29]. R. V. Lloyd u coasr. (1985)
HCCIIEI0BANIN COIEPsKaHue XPOMOTPAHKUHA B 3/[0POBOIA
TKaHu runodusa u ageHoMax. XPOMOTPaHUH ObLI
OOHapysKEH B IUTOTIIIaA3Me HOPMAJIbHBIX THPO- U TOHA-
notpodHbIX KieTok rurtodusa. He BoisiBieno akcnpec-
CUM XPOMOTPAHMHA B a/leHOMaX, IPOLYIMPYIONUX
AKTT, comarorponun u niposiaktut [37]. 1o 3aksmoue-
HUIO IMMYHOTUCTOXUMUYECKOTO UCCIIEOBAHIS HAJIU-
Y1e aIcHOMbI TUTIO(MH3a He BBISBJICHO.

IocreonepanoHHbIil NEPHOT

Ha Bropoii meHb mocie ornepaiuu KOHIIEHTpa-
1UsI KOPTU30Jia B KPOBH COCTABUJIA 52 HMOJIb/ L.
¥ nanuentos ¢ BUK Bbicokue ypoBHU KOPTH30J1a TI0
IPUHIITY OTPULATEIbHONA 0OPATHON CBI3U MHIHOM-
PYIOT BBIPAOOTKY KOPTUKOJIMOEPUHA THIIOTAIAMYCOM
u AKTT- nHopmasbabiMu KOpTUKOTPOamMu rurtodu-
3a. Ilocsie ymaneHng KOPTUKOTPOIMHOMBI COXPaHsI-
ercst nopanenue cekperuun AKTID u passBuBaercs
TPaH3UTOPHBIM TUOKOPTU30M3M. CTeleHb U /-
TEJBHOCTh HEMOCTATOYHOCTU HAJATIOUEYHUKOB MMeEET
BAJKHOE 3HAYCHHWE KaK KPUTEPHUil peMUCCUM U MPO-
rHocTrueckuii (paxtop permanea bUK [15]. YTpen-
HUII YPOBEHb KOPTHU30Jia KPoBU MeHee 50 HMOJIb/ T
B [IEPBYIO HEJIEJIIO TIOCJIE OTIepAIlii CBU/IETEIbCTBYET
O CTOWKOW peMUCcCUU U HU3KOM PUCKe penuuBa (He
6osee 10% 3a 10 ser). KoHIleHTpaIysi KOPTU30JIa
ot 50 10 138 HMOJIb/J1 TaKXKe YKa3bIBaeT Ha PEMUC-
cuio 3aboseBanus. [lanuents! ¢ yposaeM Gosee 138
HMOJIb/JI HYKAAIOTCSL B HaJbHelieM x000c/ienoBa-
HUY U HAOJIOIEHNH, TAK KaK OHU UMEIOT (oJiee BBICO-
kuii puck peruausa bUK [22].
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B mepByio Hezemno mociie onepanuu y MaJbyrKa
pasBUJICS HecaxapHbIi [uabeT U BTOPUYHBII THIIOTH-
peos. PebeHKy HazHaueHa 3aMECTHTEJbHASA TeParus
TUIPOKOPTU30HOM B CTaPTOBO# cyTOUHOI /103e 20 Mr
(15,4 mMr/M?), TEeBOTUPOKCHHOM B 103e 12,5 MKr/cyT
u fgecmoripeccuoM B 7103e 0,05 Mr 2 pasa B CyTKH.

OGcy:xaenue

B reuenun BUK y narimenTa MOKHO BBIJIETTUTD PSIJT
0CcOOGEHHOCTEI.

1. OCHOBHBIMM CUMIITOMAaMHU, KOTOPbIE TTO3BOJIU-
JIU 3AM0/IO3PUTh JHJIOTCHHBIN TUIEPKOPTUIOIU3M,
OB HU3KUE TEMITBI POCTa U YCKOPEHHOE aJ[peHapXe
Ha (oHE OTCYTCTBUS yBEJIMYEHUS PA3MEPOB TOHAI.
CorylacHO JJaHHBIM JINTEPATYPBbI, 3a/lepsKKa pocTa —
OiMH 13 HauboJiee 3HAYUMbBIX M PAHHUX MPU3HAKOB
TUIIEPIPOAYKIIMM KOPTU30JIa B JIETCKOM BO3pacrTe.
Ona MOXKeT HpealecTBOBaTh MOSBJIECHUIO PYTUX
CUMIITOMOB 3aboJieBanus [11].

[MOKOKOPTUKOUIBI TIOAABJIAIOT POCT MOCPEICTBOM
CIIeIYIONTNX MEXaHU3MOB:

+  ¥YBesuueHue CEeKpeIuu cOMaToCTaThHA TUIOoTA-
JIAMYCOM U CHUKEHUS TTIPOLYKIIMK TOPMOHA POCTA.

+  YMeHbllleHUE 9KCIPECCUH PEIENTOPOB K cOMa-
Torponuny u Beipaborky MDP-1 [20].

- IIpsmoe neiicTBue Ha sanuduU3apHbIE 30HBI POCTA
(uarubuposanue mpoardepauy XOHAPOLUTOB, CHH-
Te3 KoJulareHa u cyJiab(haTupoBaHue TJIUKO3AMUHO-
IJIMKAHOB XPsIleBoii Tkanm) [28].

N3BecTHO, YTO TUNEPKOPTU30JM3M 3HAUUTEIHHO
BJIMFET Ha IPOIIECChI MOJ0BOro pa3Butus. g nereit
npeny6epTaTHOrO0 BO3pacTa € HHAOTEHHBIM THIEp-
KOPTU30JM3MOM XapaKTePHO H30JMPOBAHHOE IIpe-
JKIEBPEMEHHOE a/peHapxe, CBI3aHHOE C JIeHiCTBUEM
HA/[IIOYEYHUKOBBIX aHjporeHoB [28]. Y mamueHToB
MOJ[POCTKOBOTO BO3PACTa 4acTO OTMEYAETCs 3ajiep-
JKKa 1oJioBoro passutus [13]. YcranoBieno, 4To
HEWPOHbBI THIIOTAIAMYCa, BBIPaOATHIBAOIINE TOHAO-
TPONMUH-PUIU3UHT TOPMOH, UMEIOT PEIEITOPDI K TJII0-
KoKopTukouzaM. [ToBbIlIIeHHBIN YPOBEHDb KOPTU30Ja
OJIOKUPYET CEeKpenuIo JoandepuHa TUIIOTalaMy-
com u ronazorporuHoB runodusom [1]. C. Dupuis
u coast. (2007) BbisiBuIM HUu3kue Kouientpaiuu JIT
u OCT y noxpocrrkoB ¢ BUK [13]. DM MOKHO 00b-
SICHUTH OTCyTCTBHe yBesnueHust ypost JII' u OCT
y Halllero naiueHTa Ha (hoHe podbI ¢ AHATOTOM FOHA-
JIOTPOITUH-PUIU3UHT TOPMOHA.

2. Hanuuve okupeHus Tpy BbIsiBJIEHUN 3a0071eBa-
HUA ¢ nocaeayonuM camkenrem VIMT 1o Hopmasib-
HOTO 3HAYEHUS] U MMOBTOPHBIM HAOOPOM MACChHI TeJia.
[TapagiokcanbHoe MOXyeHNe TIPU dHIOTEHHOM THIIEp-
KOPTU30JIM3ME OTMEUYAETCS B CJACYIONINX CUTYAIUSAX:

- 3JI0KAYeCTBEHHBIE HOBOOOPA30BAHUS;

+ aJIPEHOKOPTHUKAJIbHBIN pak;

- akrornuueckne AKTT-cekperupyioniue omyxosiu

(HarpumMep, MEJIKOKJIETOYHbBII PaK JIETKOTO);

- JIEKOMIIEHCHPOBAaHHBIN caxapHbIil 1uaber;
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- onmnopryHucrtudeckue uHdexmyn (TybepkyJies,

cucreMHble IpUOKOBbIe MHPEKINH );

* COITyTCTBYIOIINI TUPEOTOKCUKO3;

- TsKejas jerpeccus [36].

Y Hamero marmeHta He BBISBICHO HU OJJHO U3
MepevynceHHbIX COCTOSIHUM. I3MeHeHns Macchl TeJa,
OTpUIIATEJIbHBIE PE3YJbTaTbl MPU HEOTHOKPATHBIX
HCCTIE/IOBAHUAX HA TUIEPKOPTU30JIU3M TO3BOJISIOT
MpearnoaoxkuTh nukandeckoe revernne bUK. o gan-
HBIM JINTEPATYPHI, InKIndeckoe Tedernne b K Berpe-
vaetcs y 15 % B3pocibix naruentos [38]. Kpurepuem
[UKJIUYHOCTH 3200JIeBAHNST U3HAYATIHLHO OBLIO BHIAB-
JieHrie 3 TMKOB TUTIEPKOPTU30JIU3MA U 2 «PEMUCCUTI»
[7]. K. Alexandraki (2009) npemiosxun moanduim-
pOBaThb KPUTEPUU JI0 HATTMYNS KaK MUHUMYM OJIHOTO
[UKJIA: TTUK — peMuccusi — uk [3]. ABTopom oTmeue-
HO, YTO JUTUTEJIBHOCTD IIUKJIA 3a00JEBAaHUS Y TAKUX
nanurenToB Bapbupyetr otr 0,2 10 26 neT co cpenneit
MePUOIMYHOCTHIO OKOJIO 4 JIET.

[Tatorenes umkanunoctu bBUK nHemocrarouno
usydet. IIpeokeHO HECKOJIBKO THIIOTE3, B 4acT-
HOCTU 3NHM30/INYeCKUEe KPOBOUIIUSHUS B aJICHOME,
CUHXPOHHBIII POCT U TUOEb OIYXOJNEBbIX KJETOK,
HEIIOCTOSIHHBII XapakTep OOpaTHON CBSA3U B THIIO-
¢uzapHO-HAAIOYEUHUKOBOH ocu. [nnoramamuyeckas
TeOpUs TIpe/IoJaraeT MUKJIUYHOCTb THUIIEPKOPTH-
30/iu3Ma Gsaroziaps MepruoMuecKuM M3MEHEHUSAM
BBIPAOOTKU HEHPOTPAHCMUTTEPOB, YYACTBYIONIMX
B crumyJisiiinu cexkperiun AKTI. K num oTHOCsTCS
KOPTUKOTPOIIMH-PUJIU3UHT TOPMOH, HOPa/IPEHAJINH,
noamits, aneTuIXoNrH, Y-aMUHOMACISIHAS KUCTI0Ta
u ceporouun [21]. Ilpexarnonaraior, 4To ceKperus
AKTT MokeT Takke peryJmpoBaThCsl TapaKPUHHbI-
MU U ayTOKPUHHBIMU MeXaHU3MaMH € OOJbITHME
WHTepPBAJIAMU MEXK/Iy TUKaMU aKTUBHOCTY [4].

B sutepatype mMmeoTcd eIMHUYHbBIC ONUCAHUS
nukamdeckoro tedenust BUK y gereit. A. Wedryc-
howicz (2019) coobmuia o peBoYKe B BO3pacre
7,6 rona, kotopas 06paTUIach K IHIOKPUHOJIOTY 110
MOBOJly HU3KOTrO pocta. B anamHese obpariano BHU-
MaHHUe HAJIM4Yue OKUPEHUS € TOCJIeYIONIM MoXy/le-
HueM pebeHKa 3a [oJIroja Ha 6 Kr. ITH JaHHbIe BMECTe
C BBISIBJICHHBIM M30JIMPOBAHHBIM ITPEKIECBPEMCHHDBIM
yGapxe MO3BOJIAIIN 3A1I0I03PUTh SHOTEHHDIN TUIIep-
KopTu30a13M. OIHAKO 110 pe3yJibTaTaM CTAaHIAPTHBIX
UCC/eIOBAHUT ISt IMArHOCTUKY 3abosieBanust (orpe-
JleJIeHUue CYTOYHOHM 3KCKpPelUu KOPTU30Ja C MOYOM,
npoduseit kopruszona u AKTI, MPT ronosuoro
MO3ra) OTKJIOHEHHI 0T HOpMbI He 0OHapy:keHo. Yepes
6 Mec y JIEBOYKM OTMEUYEHO MHTEHCUBHOE yBeJUUYEHUE
MAacChl TeJ1a, HOABJIEHUE YePHOTO AKAHTO3a U YCUJIEHUE
rupeytuaMa. [Ipu IOBTOPHOM 06CIIEI0BAHUM JINATHO-
crupoBan AKTT-3aBUCHMBINT TUIIEPKOPTU30JINU3M, HA
MP-tomorpammax oOHapyKeHa ageHoMa TUIIo(u3a
[38]. E. Noctor u coasr. (2015) onucanu ciayqait BUK
y Majbunka 13 JieT ¢ nepuoiMuHOCThIO TIMKOB IUITep-
KOPTU30JIeMUN Yepe3 HeCKOJIBbKO JiHel Ha (hoHe Turtep-
IJIa3UH1 KOPTUKOTPO(MHBIX KJIeTOK Turodusa [24].
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[Mukanyeckoe Teuenne BUK moxker 3arpynnsaThb
CBOEBPEMEHHYIO MArHOCTUKY 3ab0JieBaHUsA, 0CO-
OeHHO B HEaKTHUBHBI I1epuoi. BoaHooOpasHOCTb
TUIIEPKOPTU30JIEMUN TaKXKe JIeJIaeT HeOJHO3HAUYHbI-
Mu Kputepuu 3(H(HEeKTUBHOCTU OIEPATUBHOIO Jieve-
HUSA B CB43U C HEBO3MOKHOCTBIO CY/IUTb, SBJISETCS
JIN PEMUCCUS PE3YJIBTATOM PAJAMKAIBLHOTO YIaJIeHNUs
ucrounuka runeprupoaykiun AKTT nnu ouepemaabim
HEePHOAOM «3aTHIIbsI» Oostesnu [3, 24, 38].

3. OrcyTcTBUE a/IeHOMBI TPU TUCTOJOTUYECKOM
MCCJIE/IOBAHUM YIAJICHHOTO yYacTKa rurodusa.

[To panubim S. B. Carr u coast. (2017), koropbie
npoanasusupoBaan 161 cayyait oneparuBHOTO Jieve-
nus bUK, agernoma runousa rnpu ructosornueckom
uccseoBanun He Oblia obHapyskena y 22 (13,6 %)
nanyenToB [9]. 13 aTux ciyuyaeB B Tpex Oblia guar-
HOCTHPOBAHA THUIIEPIIa3usd KOPTUKOTPOMHBIX KJie-
TOK, B HIECTU — BBISIBJIEHBI MEJKHE aleHOMBI 1IpU
HNOBTOPHBIX MpocMoTpax. Cpesbl ObLIN TIepecMoTpe-
HBI Y JIEBSATHU MAIMEHTOB, B BOCBMHU CJIy4yasiX BbISABJIE-
Hbl kierku Kpyka. Ilocieatue npeacraBisior coboit
IHAIMHU3UPOBaHHBIE 6a30(DUIbHbBIE KIETKH € HAKO-
NJIEHUEM [IUTOKEPATHHOB B OKOJOSAAEPHON 06acTH.
Yaiire Bcero oHM BCTPEYAIOTCs B IMpUIEKaIie K Kop-
TUKOTPOIIMHOME HOPMAJIbHOI TKaHM ajleHoruodusa,
HO MOTYT OBITh BbISIBJIEHBI B ajieHOMax Kpyka, nMero-
IIMX arpecCUBHOE TeyeHUe U MHBA3MBHBIN pocT. Afe-
HoMbl Kpyka oueHb peziko BcTpevatored. Ha ux gosio
npuxoautcs Mmenee 1% amenom runocdwusa. Yaire
BCETO BCTPEYAIOTCS Y JKEHIUH CPEIHET0 BO3pacTa
[9]. B nureparype Her omucaHus 3TOU OMYyXOJIW KaK
[IPUYUHBI TUTIEPKOPTU30JIU3MA Y JIETEi.

VImMeroTcst HeMHOTOUUCIEHHbBIE TTyOIUKAIIUN CITy-
YaeB M3 IeUaTPUYECKON MPAKTUKM, KOTJA IIPHU
OTCYTCTBUM a/IEHOMBI 110 JIAHHBIM THCTOJIOTHYECKOTO
WCCJIe/IOBAHUS MATHOCTUPOBAJIN TUIIEPILIA3UI0 KOP-
TUKOTPO(MHBIX KJIETOK. Bo Bcex onucaHHBIX cJryda-
ax Tunodu3apHoe MPOUCXOKAEHUE TUIEPCEKPEIT
AKTT 06bLI0 TOATBEPKAECHO CENEKTHBHBIM 3a00pOM
KpoBU U3 BeHO3HbIX cuHycoB. IIpy MPT rososHoro
Mo3Ta He 00HapysKEHO CTPYKTYPHOM HaTosioruu. Bo
BpeMd OIIePallMOHHOTO BMeEIIATEJbCTBA BbISBJICHA
MaKpPOCKOIIMYECKN <«M3MEHEHHAasl TKaHb» TUNodu3a
[12, 24]. Bepudukanuio ruteprijia3un KOPTUKOTPO-
(hoB mTpoBOAMIIN € TTOMOIIBIO CIEIUAIBHBIX METO/IOB
UMMYHHOTO okpannBanus Ha petukyaua u AKTT.

lunepriazueit HasbIBAIOT TpoJindepanuio Kie-
TOK, BBI3BAHHYIO OIIPE/IeJICHHBIM CTUMYJIOM, KOTOpast
IpeKpaiaercd Mpu MCYE3HOBEHUU 3TOTO TPUITEPA.
Tunepriasus KIeTok Tuodusa MOKeT ObITh (GU3N0-
Jloruyeckoi (Harpumep, npoJtrdeparus JaKToTpod-
HBIX KJIETOK BO BPeMst GEPEMEHHOCTH) U MaTOJIOTYe-

KoHpAMKTa MHTEpecoB HeT.

CKOU: 1Tpu U30bITKE PUIM3UHI-TOPMOHOB (HAIIpuMep,
TUIOTATAMUYECKUE TAHTJIMOIIMTOMBI) WJIM HEI0CTa-
TOYHOCTY OPraHOB-MUIIIeHEeN (HATPUMED, IEPBUYHbBIA
runotupeos). KInHuuecky runepiiiasust MoKeT ObITh
HEOTJIMYMMa OT ajleHOMbL. [lpu rucTosornyeckom
uccsiefioBannu U depeHImpoBaTh TUIEPIIA3UI0 OT
aJICHOMBI TIOMOTAeT OKpallMBaHWE HA PETUKYJIMH.
HopmasibHas Tkanb ajieHorunodusa coCTOUT U3 MeJi-
KHUX allUHYCOB, OKPY’KEHHDBIX PETUKYJINHOBON CETKOM.
[Tpu runepriasuu aluHapHas CTPYKTypa U PETUKY-
JIMHOBAsA CETh COXPAHSIOTCHA, HO AIllMHYChI OOJIbIIe-
ro pasMepa. AJIEHOMBI XapaKTepU3YIOTCA TOJHBIM
HapyllleHueM BOJIOKOH petukysiuna. [lns omnpene-
JIEHUS BUJIa THIEPIJIA3MPOBAHHBIX KJIETOK HEOOXO-
JIMMO TIPOBECTH HWMMYHOTHCTOXMMUYECKOE HCCie-
JIOBaHME I BBISIBJICHUS WMMYHOIOJOKUTEIHHOTO
OKpalllMBaHWs HA OnpejiesieHHbie ropmounbl [2]. Tlpu
AKTT-cexperupyioieit ajjenoMe rumnodusa orMeda-
10T orasbHOe nzoaupoBanHoe okpamuBanue AKTT
U TIOJIaBJIEHUE JKCIIPECCUM KOPTHKOTPOIIMHA B Hea-
JleHOMaTo3HOM TKauu runodusa. [Ipu runeprniasumn
KOPTUKOTPOITHBIX KJIETOK XapaKTEPHO PaBHOMEPHOE
okpamuBanne AKTI 1no Bcemy cpesy, ¢ BKparlie-
HUAMU KJIETOK, MOJIOKUTEIbHBIX HA TUPEOTPOIHBII
ropmoH, JIT, CI u npoaktun [24].

BoiBoibI

Haubosiee OCTOSHHBIMU KJIMHUYECKUMU IIPOSIB-
senusimu Gosesrn Mienko — Kyimnra y gereil sipjisi-
I0TCST 3aMejIJIEHNE POCTA B COUETAHUM C yYBEJUYEHHEM
Macchl Tesia. Ecim getr obpamaiTes K 9HIOKPUHO-
JIOTY ¢ sKajobaMy Ha HU3KUH pocT Ha (poHe HOpMaJib-
HOUM Macchl TeJa, TO BA)KHO BBISICHUTD IPEbIIYIIYIO
JuHaMuKy Beca. [Ipu Hanuuuu OKMpPEHUs B aHaM-
He3e U CIIOHTAHHOM CHUKEHWU MACChl TeJla CJIe/lyer
obcieoBaTh NalMeHTa [J1 UCKJLI0YeHUS H0eHHO-
ro runepkoprtusosmaMa. [losydyenue orpuiiatesbHbIxX
PE3YJIBTaTOB He MCKJIoYaeT 3a00/IeBaHusI, IIOCKOJb-
Ky BO3MOKHO IUKJINYECKOe Tedenue Gojesnn Mien-
ko — Kymmmtra u Bpemsi 00C/IeIOBaHUsT MOKET TPUA-
TUCh Ha TIepuojl pemuccun. Kpureprem nMUKINIHOCTU
6ostesnn Mienko — Kylnmnra sBJsieTcst perucTpariis
KaK MUHUMYM O/THOTO ITUKJIA «ITUK — PEMUCCHS — [TUK».
JluTesibHOCTD TIMKJIA MOJKET BapbUPOBaThb OT HeC-
KOJIbKUX JHEU 10 HeckoJbkux Jjer. Iluknmmueckuii
xapakrep Oosesun Miuenko— Kyumnra sarpyadser
BbIsIBJIeHUE 32a00JI€BaHUSI B €r0 HEaKTHBHBII IIEPUOL.
3HaHKMe O TaKOM BapuaHTe TedeHust Gosiearu MieH-
Ko — KyinuHra 1o3BoJisieT COKpaTUTh JAMarHOCTHYe-
CKHI MOWCK U YMEHBIIUTD OTPUIIATETHHBIE TTOCJIE/ICT-
BUSI TUIIEPKOPTU30/IM3MA /IS 310POBbs peOeHKa.

Yuactme aBTOpOB: KOHLENLUMS U AM3ariH MCCAeAOBaHUsl, Harmcanme ctatbl — H. B. BoakoBa, E.A. beasesa, A. B. CoaHueBa;

cbop 1 obpabotka mateprara — H. B. BoakoBa, E. A. beasieBa;
peaakTvpoBaHue ctatb — A. B. CoaHueBa, B.A. XKypasaes.
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LIMkAiuHMit nepebir xBopobu lueHka — KylumHra B AUTSHYOMY Billi:
BAACHE CMOCTEPEeXEeHHS Ta OrASIA AiTepaTypu

A.B. CoanHueBa ', H.B. BoakoBa?, K. A. beasieBa ?, B. A. )KypaBAboB 3

T BIAOPYCbKMIT AEPXKABHMIN MEAMYHMI YHIBepcuTeT, MiHcbk, Pecnybaika bianopycb
2 Apyra Micbka AMTSYa KAiHIYHa AikapHs, MiHcbk, Pecnybaika Bianopycb

nyOAIKaHCbKMIM HAYKOBO-NMPAKTUYHWUIA LIEHTP HEBPOAOTii Ta Herpoxipyprii, MiHCbK, nybaika bia b
3 PecnybOAikaHC ayKoBo-Tpal e €BPOAOTii Ta Helpo MiHcbk, Pecny6aika Biropyc

V 3B’a3Ky 3 piakicrio BusBiIeHHs XBopobu Iienka — Kymumira B IUT90My Billi IpeACTaBAeHO BIACHE CIIOCTEPEKEHHST IIMKJIiY-
HOTO TIepebiry XBopoOu y autrHu. XJI0mduK 9 poKiB 3BepHYBCS /10 JIKaps eHA0KPUHOJIOTA 3i CKapraMy Ha HaAMipHUii Habip Macu
Tiza mpotsirom 3 pokiB. OKUPIHHS MPOTPECYBATIO MPOTITOM 2 POKIB, TMiCJs YOTO IUTHHA CXy/Ia 3a 5 Mic Ha 14 Kr. Y marienrta
3arepeyeHo JediluT coMaTOTPOITHOTO TOPMOHY B 3B’S3KY 3 YHOBIJIbBHEHHSIM HIBU/IKOCTI POCTY Ta TilIOTOHAJM3M Yepe3 BijICcyT-
HicTh 301/IbIIEHHS TOHA/[ HA TJIi IPOTPECYI0UOro mybapxe. 3 OrJIsily Ha OKUPIHHS B aHAMHE31, HU3bKY IIBUIKICTh POCTY JAUTHHY
HEOJIHOPA30BO OOCTEKEHO JIJIsl 3allepedeHHsl eHJIOTeHHOTO TinepkopTu3oaizMy. Crouatky Ha T/ MOpyIIeHHs J0O0BOTO PUTMY
cekpenii agpeHokopTukorporntoro ropmony (AKTT) pesysbraru BusHaueHHs 1000BOI eKCKpellii KOPTU30JIY i3 cedeio Ta HiYHOro
[IPUTHIYYBAIbHOIO TECTY 13 eKcaMeTa30HOM He IITBep/uKyBall HasBHICTD rinepkopTusosismy. [losropuuii emisoz nporpecyio-
4oro 301/IbIIEHH MacK Tija BigzHaueHo B 13,5 poxy. Pesy/ibraTu BusHaueHHs1 J060BOI €KCKPeIlii KOPTU30JIy CBIYMIN Ha KOPUCTD
rinepkoprusoismy. 1lpu nposesenni MaruiTHO-pe3oHaHcHOI ToMorpadii roJ0BHOI0 MO3KY CTPYKTYpHOI Hatosiorii rinodisa ne
BUSIBJIEHO. B pesyJibrari 07lHOMOMEHTHOTO [BOOIYHOTO CEJIEKTUBHOTO B3SITTSI KPOBI 3 KABEPHO3HUX, HUAKHIX KaM'STHUCTHX i CHT-
MOMOAIGHOTO cUHYCIB 3apeecTpoBaHo 3Haunuii nosutusuuil rpagient AKTT y jiBoMy KaBepHO3HOM CUHYCI MOPIBHSHO 3 PiBHEM
AKTT y nepudepuuniii kposi. Ile mano smory aiarmoctysatu xBopoOy Iienka — Kymunra. Ilig yac onepaTMBHOIO BTpyYaHHs
3 eHJIOCKOIIYHUM TPAHCHA3AJbHUM JIOCTYIIOM BUJAJIEHO MAKPOCKOIIUHO 3MiHeHy TKaHuHy rinodisa. IIpu mopdosorivnomy
JIOCJTJKEHH] BUIATIEHOT IIJIAHKY TKaHUHU aJileHoMY Tirnodiza He miaTBep/keHo. HaBeseHo KOPOTKMIA OTJIS JIiTEpaTypu 110/0
IUKJITYHOTO nepebiry xopobu lienka — Kyumnra y giteil Ta OCHOBHUX IIPUYHMH BiZICYTHOCTI aJleHOM [PH TiCTONOTIYHIX JAOCIi-
JUKEHHSIX TIPU OTIePaTHBHOMY JIiKyBaHHI XBopoOu [iienka — Kymiara.

Kimouosi cioBa: xsopoba lienka — Kymunra, uukaiynuii nepe6ir, aitu, 0KUPIHHsL, IBUAKICTD POCTY.

Pediatric cyclical Cushing’s disease:
a case report and literature review

A.V. Solntsava ?, N. V. Volkava 2, K. A. Beliayeva 2, V. A. Zhurauliou 3

" Belarusian State Medical University, Minsk, Belarus
22nd City Children’s Clinical Hospital, Minsk, Belarus
3 Republican research and clinical center of neurology and neurosurgery, Minsk, Belarus

The article presents a rare clinical case of cyclical Cushing’s disease in a child. A 9-year-old boy complained of excessive weight
gain for 3 years. Obesity had been progressing for the following 2 years, and then the child lost 14 kg in 5 months. Growth
hormone deficiency with regard to slow growth rate and hypogonadism due to maintaining of prepubertal gonadal size were
excluded. Taking into account the history of obesity and low growth rate, the child was repeatedly examined for hypercortisolism.
The urinary 24-h cortisol excretion and the overnight dexamethasone suppression test didn’t confirm hypercortisolism in spite of
detected impairment of the adrenocorticotropic hormone circadian rthythm. Resumption of weight gain was observed at the age
of 13.5 years. The results of urinary 24-h cortisol excretion confirmed hypercortisolism. Magnetic resonance imaging of pituitary
was unremarkable. The boy underwent simultaneous bilateral selective blood sampling from the cavernous, inferior petrosal, and
sigmoid sinuses. Significant positive adrenocorticotropic hormone gradient was registered in the left cavernous sinus compared
to peripheral levels, so Cushing’s disease was diagnosed. Endoscopic transnasal surgery was conducted and abnormal tissue was
resected. Histopathology revealed no pituitary adenoma. The article provides a brief review on the cyclic Cushing’s disease in
children and the main reasons of negative results of histopathology.
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