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DHAOTE€HHBI TMNEPKOPTULIM3M Yy AETE MepBOro roAa >KM3HW BCTpedaeTcs KparHe peako. Cpean npuyunH cuHApoma KywuHra B
paHHem AeTCTBe — obbeMHble 0O6pa30BaHMs HAAMOYEHYHNKOB U ABYCTOPOHHSISt FUneprAasuns HaanoveuHnkos. AKTI-He3aBUCHUMbIN
rMNepKOPTMLM3M 3a CYET ABYCTOPOHHEN Y3€AKOBOM FMMEPrAasiMmM HAAMOYEHHUKOB Y AETEM NepPBbIX MECSILIEB XKM3HM Yalle BCero
0bycroBAaeH cHApomom MakKbloHa—On6paiita—bparilesa. DTOT CMHAPOM — peAkoe 3aboAeBaHKe, B OCHOBE KOTOPOrO AEXMUT
runepdyHKUMS CTUMYAUpYIoLen aAbia-cybbeanHuubl G-beaka BCAeACTBME comaTuuecknx myTaumin B reHe GNAS. CuHApom
MakKbloHa—On6pairTa—bpariueBa — MyAbTUKOMMOHEHTHOE 3aboAeBaHMe, KAMHUYECKUMU NPOSIBAEHUSIMU KOTOPOTO SIBASHOTCS
NATHa LBETa «Koe C MOAOKOM», PUOPO3HAS AMCNAA3NS U PA3AMUHbBIE BapUAHTbl SHAOKPUHHOM rMnepdyHKLMU, CPEAN KOTOPbIX
OAHUM M3 PEAKO BCTPEHAIOWMXCS SIBASIRTCS rMnepkopTiumnsm. KanHuyeckas kapTuHa cuHapoma KywmHra, maHuecTMpoBasLiero
B PaHHEM AETCTBE, MMEET CBOM OCOBEHHOCTU, KOTOPbIE MOTYT OTCPOUYUTL BPEMS MOCTAHOBKM MPAaBMALHOIO AMArHO3a: NepBbiMK
NPOSIBAEHUSIMU MOTYT ObITb HU3KMIA BEC M POCT MPU POXKAEHMM, 3aAep>KKa (PU3NHECKOro pa3BUTUS NMPU OTCYTCTBMM XapakKTePHOro
AASI cMHAPOMA KylinHra nepepacnpeAeAeHmns MOAKOXHO-XKMPOBOW KAETHATKM, 3aAep>KKa MCUXOMOTOPHOIO Pa3BUTMSI U OCAOXKHE-
HUs, 0OYCAOBAEHHbIE UMMYHOAE(ULIMTOM M apTepuabHOi runepTteHsunei. Onucan caydan AKTI-He3aBUCHMMOro rnepkopTULIM3-
Ma y pebeHKa NepBoro roaa KM3Hu.

Karouesbie caoBa: cuHapom MakKbiona—Onbpaiita—bpariuesa, cuHapom KywmHra, naTHa useTa «Koghe ¢ MOAOKOM», ABYCTO-
POHHSISI runepriAasns HAAMOYEYHUKOB

Cushing’s syndrome in an infant
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Endogenous hypercorticism in infants occurs extremely rare. The causes of Cushing’s syndrome in early childhood include space-
occupying lesions and bilateral hyperplasia of the adrenal glands. ACTH-independent hypercorticism due to bilateral nodular
hyperplasia of the adrenal glands in children in the first months of life is most often associated with McCune-Albright-Braitsev
syndrome. This syndrome is a rare disease caused by hyperfunction of the stimulatory G-protein alpha-subunit due to somatic
mutations in the GNAS gene. The McCune-Albright-Braitsev syndrome is a multicomponent disease, the clinical manifestations of
which include café-au-lait spots, fibrous dysplasia, and different types of endocrine hyperfunction, among which hypercorticism
is one of the rare cases. The clinical picture of Cushing’s syndrome manifested in early childhood is characterized by some pecu-
liarities that can delay the correct diagnosis: the first manifestations include low weight and height at birth, physical retarfation in
the absence of a redistribution of subcutaneous fat typical of Cushing’s syndrome, psychomotor retardation, and complications

caused by immunodeficiency and hypertension. We present a case of ACTH-independent hypercorticism in an infant.

Keywords: McCune—Albright—Braitsev syndrome, Cushing’s syndrome, café-au-lait spots, bilateral adrenal hyperplasia.

DHIOOTeHHBbIN TUIEPKOPTULIU3M, OOYCIOBICHHBIN
HapylIeHUeM TUIMOoTajJaMO-TUIIO(u3apHO-HaAAIOYeY -
HUKOBOI ocHU, TUIIep(GYHKIIME KOpbl HAAITOYEYHUKOB
uim akTonunueckoit cekpeumeit AKTI, B netckom BO3-
pacTe BCTpevyaeTcsl peako. AZCHOMBI HAAOUYEYHUKOB
3aHMMAIOT IEPBOE MECTO Cpeny MPUIMH cuHapoMa Ky-
IIMHTA Y AeTeil ¢ MUKOM MaHMdecTallui B BO3pacTe OT
1 roma no 4 net [1, 2]. Manudectanust cunapoma Ky-
IIMHTa Ha TIEPBOM TOAY KU3HM BCTpeyaeTcsl KpaiiHe
penko. XoTsl OMMCaHbl EAMHUYHBIC CTyYau BPOXKICHHO-
ro runiepkoptuuusma Beaenactsue AKTI-cekperupyio-
IIUX aleHOM TUnodusa, ONHOCTOPOHHEN TUIIePILIa3uM
WM aJeHOMBbI KOPbl HAAINOYEUYHUKA U DKTOIMMYECKOM
cekpeuun AKTI  deoxpoMontomMoit, NpUYNHOI
AKTTI-He3aBUCHMMOIO TUIEPKOPTULIM3MA Y JAeTell Tep-
BOTO T0/la XKM3HU OOBIYHO SIBJISIETCST IBYCTOPOHHSIS TH -
repria3vs HaAMoOYeuyHUKOB Ha poHe cuHapoma Mak-
Kbriona—Onb6paiita—bpaiiuesa (CMOB) [1, 3—9].
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CMOBb — penkoe 3abojeBaHue, CBSI3AHHOE C TH-
nep@yHKUMEH CTUMYJIUPYIOLIEH allb(pa-cyObeInHULIBI
G-6enka (Gas), BciencTBUe COMaTUUECKUX MyTalUii B
reHe GNAS, BOZHUKAIOIINX B TIEPUOIE PAaHHETO SMOPHO-
redesa [10, 11]. KnuHuyeckue nmposiBaeHus 3a00JieBa-
HUsI BKJIIOYAIOT B ce0st pubposHyto aucrasuio (D),
SHIOKPUHHYIO TUIEPOYHKINIO Pa3IuYHbIX XKeje3 (ro-
HaJIOTPONMHHE3aBUCUMOE TMPEXKISBPEMEHHOE M0JI0BOE
pa3BuTHE, TUPEOTOKCUKO3, Turepcekpeunss CTI, ru-
nodochareMuyeckuii paxut Ha (HOHE TOBBIIICHUS
ypoBHst FGF-23, runepkopTu30iu3M), TSITHaA 1BeTa
«Kode ¢ MOJIOKOM» 1 BO3MOKHYIO MaTOJIOTMIO HEdHI0-
KPUHHBIX OPraHOB (TaXUKap/usl, IaTOJIOrus rernaToou-
JiMapHoro TpakTa u np.) [12—14]. Cunopom Kyimnra —
omHO U3 peakux nposisaeHuit CMODB, BcTpevaroieecst
B cpenHeM B 7% ciydaeB [6]. Cunapom KyimHra Mo-
3KET OBITh IIEPBBIM ITPOSIBJICHUEM 3a00JIeBaHusI, TaK KaK
AKTT -runepcekperivsi UMeeT BPOXKICHHbBIN XapakKTep,
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M CUMIITOMBI TUIIEPKOPTULIM3MA TIPOSIBIISIIOTCST YK€ IIPU
poxneHun pedbeHka [6, 14].

Onmcanne cirydas

B UHcTuTyT nerckoit sHpokpuHogoruu OHI[ M3
PO 611 HaTIpaBIeH MaIbUUK 4 MECSIIIEB C MOI03PEHU -
em Ha AKTT -cekpetupyloliyto aneHOMy KOpbl HaImo-
YEUHUKOB.

PebGeHoK poxIieH B HEPOACTBEHHOM Opake oT 2-ii
0epeMEeHHOCTH 2-X pOIOB B cpoK. Ilpu poxneHuu mo-
Ka3aTeJau pocTa M Beca COOTBETCTBOBAIU HOpPME (POCT
50 cm, Bec 3860 r). B Bo3pacTe omHOTO Mecsiiia OTMETH -
JIV TIOSIBJICHUE TISITEH 1IBETa «KOo(e ¢ MOJIOKOM», KOTO-
pBIX He ObUTO TIpU poxkaeHuu. Ha BropoM Mecsitie Xu3-
HU MaJIbuMK TIepeHeC MPaBOCTOPOHHIO BepXHEIoJie-
ByIO MHEBMOHMIO. 1o JaHHBIM MEAMIIMHCKOW JTOKY-
MEHTAaIlM1, Ha TOT MOMEHT OTMEUaJINCh MOBBIIIEHHBIN
ypoBeHb 17-OH-niporecrepona (34,4 HMob/1) TIpU
ypoBHe Koptu3zosna 550 Hmosb/n u DXO-1npu3HaKku 1By-
CTOPOHHE TUTIepIUIa3ny HaaImoYeYHUKoB. OMHAKO pe-
OeHOK OBIT BBITTMCAH TTOCJIE YIyUIlIEeHUsI COCTOSTHUS Oe3
JNOMOJHUTENIBHOTO 00cienoBaHus. Yepes nBe Henenau
OCJIe BBIMTUCKY — TTOBTOPHASI TOCIIUTATN3AIINS B CBI3U
¢ (beOpUIbHOM TUXOPAIKOW, IBICHUSIMU SHTEPOKOIUTA
(MHOTOKpATHBIN CTYJI CO CJIM3bI0) U MPU3HAKAMM WH-
ek MOYEBBIBOOSAIIMX TyTel (MUKporeMmaTypus,
neiikorutypust). [1poBeneHO HECKOMBbKO KYypCOB aHTH-
ouotukoTepanuu (uedenum, aMHMKallMH, BaHKOMM-
LIMH, MEPOHEM, aMIULMJUIMH), Ha (DOHE KOTOPOU CO-
XpaHsu1ach cyodeopuibHas TUXopaaKa U BOCIATUTEb-
HbIEe U3MEHEHUSI IoKa3aresieil KpoBU (HEUTPODIbHBIN
JIEWKOIMTO3, TOBbIIeHNe C-peakKTUBHOTO Oenka
++++, moBblllIeHWe TpPOKaIbIIMTOHMHA 10 10 Hr/mi
pu HopMe 10 2 HT/M1T). Bo BpeMst HaxoXmeHus B cTa-
1LIMOHape B TeueHue 2,5 Mec y pedbeHKa HEOTHOKPATHO
OTMEYAJINCh 3MM30AbI TaxuKapauu no 190 yo/mMuH, Ta-
XurHoe 10 60/MUH Ha (OHEe MPU3HAKOB JbIXaTeIbHOM
HEJI0CTaTOYHOCTU (IIMaHO3 HOCOTYOHOTO TPEeyroJIbHU-
Ka).

ITIpu MCKT BbIgBAeHBI TpuU3Haku Auddy3HOrO
YBEJIMUEHUS HATTIOUEYHUKOB, a TAKXKE 04aru pa3pexe-
HUS KOCTHOU TKaHU Ta3a U Mo3BOHKOB. [Ipu MPT Bu-
3yaIM3UPOBAIMCH TTPU3HAKU 0O0BEMHOTO 00pa30BaHUs
JIEBOTO HAMIITOYEYHMKA U TUTIePIIIa3UU ITPAaBOTO HAIO-
yeyHuka. Jlanueie MPT B coyeTaHuu ¢ mnatoJioruei
KOCTHOW TKaHU TO3BOJISUIA 3aMOA03PUTh aleHOKapIIr-
HOMY HaJIoYeYHUKa. bbia BHITOTHEHA JIaTapOCKOH -
YECKU TYHKIIMS JIEBOTO HAATIOYEYHUKA, B Pe3yjbTaTe
KOTOpOIi, TI0 JaHHBIM THCTOJOTUYECKOTO HMCCIIeI0Ba-
HUSI, NIUAarHOCTMPOBaHAa CBETJIOKJIETOYHASI aJeHOMa
KOpbl HanrmovyeuyHuka. [1pu 1abopatopHoOM ucciaenoBa-
Huu yctaHoBieH AKTI-He3aBUCHMBII TUNEPKOPTU-
mu3M (Tadu. 1). C mmaraozom AKTT -He3aBucUMBIi TH-
MEePKOPTULIN3M Ha (poHE aJleHOMBI HAJIITOYeUHNKA ObLT
HarmpabiieH B OHILI.

ITpu ocmotpe B DHII B Bo3pacte 4 MmecsieB obpa-
1aja Ha ce0s1 BHUMaHUe BhIpakeHHas 3a1epKKa (hu3u-
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yeckoro passutus (poct 54,5 cm, SDS pocta: —4,666,
Bec 4,44 kr, SDS Beca —3,624), MaTpOHU3M, TISITHA IBE-
Ta «Ko(e C MOJOKOM», ObICTpasi YTOMJISIEMOCTb MpPH
KOPMJICHUM, TPHM3HAKKU JIBIXaTeJIbHOM HEZOCTaTOYHO-
CTU (TaxuImHoe, OJeNHOCTh HOCOTYOHOIO TPEYroJbHU-
Ka), OTCTaBaHKE B IICUXOMOTOPHOM Pa3BUTHUHM (TOJOBKY
He JiepxKaJj, He TiepeBopayuBajcs). Y maluueHTa coxpa-
HSUTUCh U3MEHEHMSI KIMHMYECKUX U OMOXUMMUYECKUX
rnokasaTeyeii KpoBU: HEUTPOMUIbHBIN JIEHKOLIMTO3 C
noBeiieHrueM COD no 38 MM/4 (B OTCYTCTBUE JAaHHBIX
3a HAJIMYKE oyara BOCIaJeHMs U TIPU HOPMAaJIbHBIX I10-
Kaszaressx MpokaabluToHnHa U C-pb), TpoMOOLUTO3
(1086-10° xsi/n mpu HopMe 1o 339), kese3oneduunuTHast
aHemus 1-i1 crenenu, nosbiieHue AJIT u ACT (177 u
136 MmMoutb/71 TIpU HOpMe 110 56 1 36 MMOJIB/JT COOTBET-
ctBeHHO), LII® 844 En/n npu Hopme no 518 Ex/n. Ot-
Meyvayiach Taxukapausi 1o 140 yn/MuUH B OTCYTCTBHUE
OKI-maHHBIX 3a TUIEPTPOGUIO JIEBOTO XKEJyJouKa.
[Ip1 MOBTOPHOM aHaaM3e TUCTOJOTMYECKUX Iperapa-
TOB (110 pe3yJIbTaTaM BBIITOJIHEHHOM 110 MECTY XKUTEJIb-
CTBa OMOIICKH JIEBOTO HAIIIOYEYHMKA) JTaHHBIX 3a 00b-
eMHbIe 00pa30BaHUs HAIIOYEYHMKA HE ITOJIy4eHO: B
JIBYX TIpernapaTax oOHapyXeHO Tpu HeOoJbluux (par-
MEHTa TKaHW HaAlo4YeuyHUKa ¢ MOPQOJOrMYeCKUMU
MpU3HAKaMU Y3JI0BOI TUIIEPIUIa3u KOPKOBOTO CJIOSI.
[TsTHA 11BeTa «KO(de ¢ MOJIOKOM» B COYETAHUU C JIBY-
CTOpPOHHE! rumneprasueit HaanoyeyHukos 1 MCKT-
npu3HakaMyd  (UOPO3HOM  IWCIUIA3UMU  TO3BOJIMIN
YCTAaHOBUTH IAMarHo3: cuHapoM MakKeiona—Onopaii-
ta—bpaiineBa. OT MpoOHOI Tepanmuu MHTUOUTOpPaAMU
CTEpOUIOreHe3a PEelIeHO ObUIO BO3IEPXKAThCS B BUILY
MOBBIIIICHHOTO YPOBHSI TpaHCaMWHA3 W OTCYTCTBUSI
YBEPEHHOCTH B 3(P(EKTUBHOCTU Tepanuu. YUMTHIBasK
JIBYCTOPOHHUII XapakTep MOpakeHUsI HAaAIOUYEeYHUKOB
1 OOJIBIION PUCK pelMIVBa B Clydae OJHOCTOPOHHEN
aJIpEHaJISKTOMMU, OBUIO BBIIIOJTHEHO JIBYCTOPOHHEE
yhoaJieHrue HaarovYevyHUKoB. HaszHayeHa 3aMecTUTENb-
Hasl Tepanus IJII0KO- ¥ MUHepaJoKopTukouaamu. I1o-
cJie OIepaTUBHOIO JICYEHUS] OTMEYaJIoCh YIIydllleHUe
COCTOSIHMSI B BUIE HOPMalu3allid KIMHMYECKUX U
OMOXMMUYECKMX TIOKa3aTeJeil M YCKOpPEeHUsI TeMIIOB
GU3NYECKOro U NMCUXOMOTOPHOTrO pa3Butus (puc. 1—4
cM. Ha 1B. BKieiike). [Ipu ocMoTpe B Bo3pacte 1 roma
poct 63,7 cM, SDS pocta —3,62, Bec 6,8 kr, SDS UMT
—2,14. PebeHoK Hayaq XOOUTb, TPOU3HOCUTH OTAE/Ib-
Hble cioBa. [Ipy CKpMHUHTE BO3MOXXHBIX KOMIIOHEHTOB
3a00J1eBaHUs, KpoMe npu3HakoB DJI (ouarn paspexe-
HUSI KOCTHOM TKaHM BEpXHEW TPeTU OEeIpPeHHBIX KO-
creit), npyrux nposisieHuit CMOD BbIsIBIEHO He ObLIO.

O06cyxaenune

HuddepeHumnanbHast auarHoctuka cuHapoma Ky-
IIHTa B JETCKOM BO3pacTe BKIIIOYACT B ceOs peIicHNE
HECKOJbKMX BOMPOCOB: MOATBEPXKIECHUE IHIOTEHHOIO
XapakTepa TUIIEpKOPTULIM3MA, OIIpeAcIicHUe YPOBHS
HapyIIeHUST TUTOTAIaMO-TUITO(PU3apHO-HAIITOYCUHH -
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Tabanua 1. Pe3yAbTaTbl AaDOPaTOPHOro 06CA€AOBaHUS MaAbuMKa C CMHApOMOM KyuimHra

O06cnenoBaHue B 2 Mec

T'opMoHasbHBII TPpoh UL

INokazarenn PesynbraT PedepeHcHble 3HaUCHUS
AKTT, nr/mn Menee 5 7—80
TecTocTepoH, HMOJIb/JT 3,81 0,2—0,6
AIDA-C, MKMOITb/TT 44 4 0,1-5,0
17-OH-nporectepoH, HMOJIb/J 34,6 0,09—2,7
TTI, MEn/n 0,51 0,64—5,76
T4, , nMonb/n 18,9 11,5—20,4
a/Tk TT1IO 0
CyTOUHBII PUTM CEKPEITNN KOPTU30J1a

Y1po Beuep

KopTtu3zon, HMOJb/1 752,7 878.,6

Bosnbirast mpoba ¢ nekcaMeTazoHOM

0 Ha done npuema nekcameTasona § Mr
Koptuzon 752,7 1063
O6cnenoBaHue B 4 mec
TopmoHasbHBIiT ipoduIh
IMoka3zarenb PesynbraT PedepeHcHble 3HaUeHUS
AKTT, nir/mn 1,9 7—66
TectocTepoH, HMOJb/T 2,1 0,2—0,6
Koptusosn, HMoJb/71 1240 77—630
CTT, ur/mn 3,2 0—5
N®DPI1, ur/mn 70 8-290
TTI, mEn/n 1,2 0,64—5,76
T4 , mMonb/n 13,2 11,5—-20,4
a/Tk TT1IO 0

KoBoi1 ocu u B ciiydae AKTT -He3aBUCUMOro runepkop-
TULIM3MA MCCJIENOBaHUE HAIITOYEYHWKOB IS OLEHKU
XapakTepa MopaXeHus: — aJeHoMa WJIU JBYCTOPOHHSIS
runepruiazust. O6beMHOe 0Opa3oBaHUe HAAIIOYEYHHUKA
y pebeHKa MOXET ObITh J0OPOKAYeCTBEHHBIM WJIU 3JI0-
KavyeCTBEHHBIM, JIUOO OTpaXkaTh He aJeHOMY, a 3KTOIM -
yeckyto AKTT -cekpeuuto ¢peoxpomouutomoit [1, 5].
Cunapom KyiunHra Ha (poHe IBYCTOpOHHE rumnepriia-
31U HAAMOYEUHMKOB B paHHEM JIETCKOM BO3pacTe Yallle
Bcero ooyciosieH CMOB. [3, 4, 6,9, 15—17] ITomumo
CMOBb, K IBYCTOpOHHEI TUIlepria3uyi HaaMmouyeuHU-
KOB MOXET IIPUBOIUTH AaKTHUBALUS PEryJIsITOPHOMI
Q-CYObEMHUIIBI TTPOTEMHKMHA3BI BCJIEACTBUE TETepO-
3UroTHoil mytanuu rena PRKARIA (OMIM 610489);
IIPY 3TOM YacTO OTMEYAETCsI COYeTaHUE C APYTUMU MPO-
sapieHussMu KapHu-komriekca [18, 19]. OyeHb peaku-
MM 4BJISAIOTCA APYTHE Cydyau IBYCTOPOHHEN rUITepILia-
311 HAIMOYEUYHUKOB Y JETEi MEePBbIX MECSIIEB KU3HU:
cuHnpoMm bekButa—BunemaHa, NUKJIMYECKUd CHH-
npoM KyimHra Ha (poHe IBYCTOpPOHHEH TUIIepILIa3uu
HaJITOYEYHUKOB HESICHOro reHe3a (ObUIM MCKITIOUEHBI
natosoruu GNAS u PRKARIA) [20, 21]. B HameMm ciy-
yae M3HayaJbHO OBUIO 3arO03PEHO 3JI0KAaYeCTBEHHOE
HOBOOOpa30BaHUE HAAOYEYHHKA B CHUJIY TOTO, YTO T~
repIuiasys Oblia pa3BUTa OOJIbIIE C OMHOM CTOPOHBI U
MCKT-npusHaky TaToJIOTMM KOCTHOH TKaHU ObLIU
pacleHeHbl Kak MeTacTasbl. [lepBoHavyajbHOE MaTo-
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MOP(hOIOrMIecKoe 3aKII0UEHNE COOTBETCTBOBAJIO MUa-
THO3y afleHoMa HaamnovyeyHuka. OqHako nanasie MCKT
M TTIOBTOPHOE KOHTPOJILHOE UCCIeN0BaHKe TaToMOpGho-
JIora MCKJTIOYWIIM 3TOT AuarHo3. Mennch Takke IsTHA,
xapakTtepHbie 179 CMOB, uto o6yieryaao mocTraHOBKY
nuarHo3a. Ouaru pa3psiKeHUsI KOCTHOM TKaHW TUITHY-
Hel 11t CMOB, gBnssich mposiBieHUeM (QUOPO3HOIM
nucrmnasun. OpHako CMODB cinepoBasio Obl 3amono-
3pUTh, axke eCJIM Obl IITHA TIPU TIEPBUIHOM 00C/IeNO0-
BaHUU OOHapy>XeHbI He ObUIM; OHU MOTYT TOSIBJISITHCS
He cpa3y WiKu BooOIle OTCYTCTBOBaTh, TOTAA KaK Ipyrue
KOMITOHEHTBI CMHAPOMa MOTYT IPOSIBJISITBCSI B JTIOOOM
BO3pacTe B TeUEHME, KaK IMpPaBWIO, MEPBOM JeKasbl
KU3HU [14]. AHanM3 OmnyOJMKOBAHHBIX CJy4aeB CHUH-
npoma KyiyHra y neteii B mepuoie paHHero 1eTcTBa He
BBISIBUJI HU OJHOTO 3IM30/a, CBSI3aHHOTIO C TOKa3aHHOM
MMUTMEHTHOM HOMYJISIPHOM TUITepIlia3ieil HaaroYyeqHu -
KOB; IpyTye MPUYMHBI Ka3yuCTUIeCKH peaku. [loaTomy
Npu Haauuuu cuHapoma KyiimHra Ha ¢hoHe IBYCTO-
POHHEI TUIepIIa3uy HaAIIOYeYHUKOB Y peOeHKa mep-
BBIX JIET KU3HU CJIEIYET B IEPBYIO OYEPEIb 3aII0A03PUTh
CMOB.

BaxHoit ocobeHHOCTbIO cuHapoMa KymuHra npu
CMOb sBasieTcs: BOBMOXHOCTb CIIOHTAaHHOI'O perpec-
ca, 4To TpedyeT BIOOpA TAKTUKU JICYSHUSI MEXKITy aipe-
HaJISKTOMMEN 1 Ha3HAYeHUEM MHTMOUTOPOB CTEPOUIIO-
reHes3a [6]. BHavayie cuMTagoCh, YTO OTHOCTOPOHHSIS
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agpeHanskrtomus y gereit ¢ CMODB He uMeeT cmbicia,
TaK Kak BCeraa Imopaxarorcst oba HaamoyeyHuka. OaHa-
KO OIMCaHbI cllydau perpecca runepKopTUIIM3Ma IToCIe
yaajeHus1 OOJbIIEro Mo pa3Mepy HaarnodyeyHuka [17].
Pellilenne o TakTUKe JIeYeHUS] IPUHUMAETCST B KaXKIOM
clyyae MUHAWBUAYAIbHO, UCXOS U3 TSKECTU TEUSHUS U
HaJIMYUsl WIM OTCYTCTBUSI OCJIOXHEHUI TUITEPKOPTH-
L13Ma.

T'unepnnasus HagnoyeuyHukoB npu CMODB umeer
BPOXIEHHBIN XapakTep, U BpeMsl MaHUbecTaluu Kojieo-
JIETCSI OT BHYTPUYTPOOHOTO TIepHoja 10 MEePBbIX MeCs-
LIeB XXKU3HU. PeTpoCeKTUBHBIM aHaIU3 OOJIBLION TPYII-
bl nauueHToB (n=30) ¢ cunapomom KyimHra y mauu-
entoB ¢ CMOB, nposeaeHHblii R. Brown u coaBTt. B
2010 r., MO3BOJWI OLUEHUTh CIIEKTP KIMHUYECKUX TTPU-
3HAKOB T'MIIEPKOPTUIIM3MA TIPU 3TOM CHUHApoMe. Menu-
aHa Bo3pacTa ITOCTAaHOBKM IMarHo3a COCTaBJIsia 3 Mec,
HauboJIee YaCcTO BCTPEYAIOIIMMUCS TTPU3HAKAMU SIBJISI-
JIUCh MaTPOHU3M, CHIDKEHHME TEMIIOB (PU3MYECKOTo
Pa3BUTHSI M HU3KUI BeC pH poxkaeHuu (66,7, 60 u 50%
COOTBETCTBEHHO), 3alepKKa IICUXOMOTOPHOIO Pa3BU-
st (44,4%); pexe BCTpeYarOTCs IMATOJOTUS IeYEeHU
(36,7%) v maToyiorust CepaeYHO-COCYIUCTON CUCTEMBI
(26,7%) [6]. Tsexecth TedeHMst cuHapoMa KyimHra
npu CMODB konebyneTcss OT TUIIEPKOPTU30JIeMUN Oe3
SIPKUX KJIMHUYECKUX IIPOSIBICHUM 10 BPOXICHHOTO
TUIIEPKOPTHU30JIM3Ma C OCIOXHEHUSIMA B BUIIE UMMY-
HoneduLIMTa ¥ cepAeYHOI HEeI0CTaTOYHOCTH [6, 8, 22,
23]. Ilpu BHYTpUyTpoOHOII MaHUGECTAlUU TIXKECTb,
KakK MpaBUJIO, MaKCUMaJbHa: PeOCHOK POXIAETCS CO
CHUKEHHBIMU T10Ka3aTeJsIMU POCTa U Beca, MOABEP-
JKE€H 4aCThIM ITHEBMOHMSIM, OBICTPO Pa3BUBAIOTCS OC-
JIOXKHEHUST CO CTOPOHBI CepACYHO-COCYIUCTOIM CUCTe-
Mbl. B Apyrux ciydasix MOryT HaOII0JaThCsl CHUXKEH-
HbI€ TEMIIbI POCTa B OTCYTCTBUE UMMYHOIE(UIIUTHBIX
COCTOSIHUIA, KOT/1a 3aI1003PUTh TMAarH03 MOXHO JIUIIb
Ha OCHOBAaHMM XapaKTEPHOrO paclipeiesieHus IO~
KOXHO-XMpOBO# kjetuaTku [23]. B Hamem ciyuyae
MepPBbIC TTPOSIBJIEHUST MOXKHO OBLIIO 3aMETUTD CO BTOPO-
ro Mecslia XKU3HU: CHIKEHKME TEMITOB pOCTa 1 Beca, Ma-
TPOHM3M, UH(EKIMOHHbIE 0O0JIE3HU, TSXKEJIO IMOAIai0-
LIKMECs JICYEHUIO U CBUAETENbCTBYIOIIE O BOSMOXHOM
MMMYyHOIehUIINTE.

B03MOXXHOCTh CITOHTAaHHOM PErpeccuy TMIepKOp-
THU30JIM3Ma O0YCJIOBJIEHA TEM, YTO KICTOYHUKOM TUIIep-
nponykuun AKTT gBnsercs detanbHasg Kopa Haamo-
YEYHUKOB, WHBOJIOILMS KOTOPOW MOXET COIPOBO-
KIaThCsT Mcue3HOBeHUeM crHapoMa Kymmnra [6]. D10
MO3BOJISIET XKIaThb perpecca, HasHayas WHIMOUTOPHI
CTEpOMIOTeHE3a Ha MEepUol runepkoprusonusma. Omn-
HaKoO Takoe JieYeHUEe IMOAXOIUT He BceM. Bo-IepBbiX,
OHO MOXKET OBITb HeA(P(PEKTUBHBIM U BCE paBHO TPebO-
BaTh IPOBENCHUS aapPEHAIPKTOMUU, ITOCKOJIbKY OXH-
naHue 3¢ dekTa MeIMKaMeHTO3HOTO JIeUeHMST YpeBaTO
pa3BUTUEM OCJIOXHeHMil. Bo-Bropbix, cuHapom Ky-
IIMHTA YaCTO COMPOBOXKIAETCS OCIOKHEHUSIMU CO CTO-
POHBI renaTOOMIMAPHOI CUCTEMBI, YTO SIBJISIETCSI TIPO-
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TUBOITOKA3aHUEM JUISI MCIOJIb30BaHUSI KETOKOHA30Ja.
B aTOM ciiyyae MoxkeT ObITh MPUMEHEH APYroil MHIrMou-
TOp CHMHTE3a KOPTUKOCTEPOUIOB — METHUpArioH, Ha
¢oHe mpueMa KOTOPOro MOXHO ITOATOTOBUTH MalleH-
TOB B TSKEJIOM COCTOSIHUU K XMPYPIrUYECKOMY JISYEHUIO
[8]. B Haliem ciaydyae OoT TaKOro JieueHUs peleHo ObLIo
OTKa3aTbCsl, YUYUTHIBAsI CJIOXHOCTU MPUOOPETEHUST Me-
THparnoHa Ha Tepputopr P® u oTcyTcTBME HEOOXOIM-
MOCTH OTCPOUYKHM ornepaunu. OnucaHbl cllydyau perpecca
rocjie OJHOCTOPOHHEHN agpeHaldKTOMUM, OJHAKO He
ObIIO  HMKAKOW  BO3MOXHOCTHM  IPOTHO3UPOBATh
YCIELIHOCTh 9TOM TAKTUKM Y Halllero namueHra. Teye-
Hue cuHapoma KyllmHra B JaHHOM cjiydyae ObLIO Ts-
XKenbIM — BBbIpaXeHHasl 3aaepxXkKa (PU3UMYECKOTo U
IMICUXOMOTOPHOTO Pa3BUTUS, YacTble MH(EKIIMOHHbIE
3a00J1eBaHUsI, SMU30bl AbIXaTeIbHONW HEIOCTATOYHO-
CTU, TOBBIILIEHUE TTIEYEHOUHBbIX TPaHCAMUHA3. YUUTHI-
Basl BO3pAcCT U TsKeaoe 00llee COCTOSTHUE, HEOOXOaU -
MO OBLIO MPOBECTU paAuKaIbHOE JeUeHUE B KpaTyaii-
1I1e CPOKM, a ONHOCTOPOHHSISI aaApeHaTId9KTOMUSI MOT-
Jla He MPUBECTU K PEMUCCUU TUIIEPKOPTULIM3MA, YTO
OBIJIO COTPSIKEHO C PUCKOM 151 KU3HU. DTU OCOOEH-
HOCTM T€UYEHUS U PUCK PA3BUTHUS XKU3HEYTPOXKAIOIINX
OCJIOXKHEHMI TUTIEPKOPTUIIM3MA IPUBEIU K PELLICHUIO
0 IBYCTOPOHHEN agpeHaJIKTOMMU. bbljaa BbIITOJHEHA
JlamapocKonmuyeckasi ABYyCTOPOHHSISI aApeHATIKTOMUS
0e3 OCJIOXKHEHUI C MOCAEAYIOLIUM Ha3HaueHUEeM I0-
CTOSIHHOI 3aMeCTUTeNIbHAsl Tepaluu Irl0KO- U MUHE-
panokopTukouaamu. B HacTosiiee BpeMsl mepuo Ha-
OmtoneHust cocTapiseT 1,5 roga mociae aapeHaIdKTo-
MUM, KPU30B HAANIOUYEUHUKOBO HEAOCTAaTOYHOCTU He
Ob110. TTallMeHT MPOXOIMUT e€XEerogHoe o0cieaoBaHue
CO CKPMHMHIOM BO3MOXHBIX KOMIIOHEHTOB 3a00JjieBa-
Hus. Ha MomeHT oOcnemoBaHus B Bo3pacTe roja y
MaJlbuMKa HMMEJIMCh paclpocTpaHEHHbIe TSITHA ILBeTa
«kKoe ¢ MOJOKOM» U PEHTTEHOJOTUUEeCKHEe MPU3HAKU
MHOKECTBEHHOI (hpMOPO3HOM AUCIIIA3UU KOCTEN.

3akoueHue

Cunnpom Kymunara Ha (oHe IBYCTOPOHHEH TH-
MepIUIa3uy HaOIIOYeYHNKOB, MaHU(EeCTUPOBABIINIT Ha
TIepBOM TOMY XXM3HU, Jale Bcero ooyciaosieH CMOB.
3anomo3puTh MPaBWIBHBIN AUATHO3 MOXHO TIPpU HAJIU-
YUM TISITEH LBeTa «Kode C MOJIOKOM», XOTSI X OTCYT-
CTBHE HE MCKIIOYaeT AuarHo3. OcMoTp HeoOXOmMMO
IIPOBOIUTH PETYJISIPHO, TaK KaK ISITHA MOTYT ITOSIBJISITh-
¢S B T1000€ BpeMsI TI0CTIe POXKICHMS B TEUCHUE TTEPBBIX
JIeT XU3HU TManueHTa. Teuenune cuHapoma KymmHra y
JieTeil mepBoro rojga umeet cBou ocooeHHoctu. Hanbo-
JIee YaCTBIMM KJIMHUYCCKUMM TIPOSIBJICHUSIMU SIBJISTIOT-
¢ 3amepkKa (PU3NIECKOro 1 IICMXOMOTOPHOTO pa3BU-
THSI, MATPOHU3M B OTCYTCTBHC OXUPEHUsI, Pa3BUTHC
OCJIOXXKHEHMI B BHUIEe MMMYHOIE(UIINTA U MTATOJIOTUHN
CepIeyHO-COCYAUCTOM cucteMbl. Hanuuue ¢pubdpo3Hoii
IUCTIIA3UU KOCTE MOXET OBITh OIMMOOYHO TIPUHSITO 32
MeTacTaTUJeCKOoe MopakeHNE U TIPUBECTU K HEBEPHOMY
IWAaTHO3Y paKa HaaIlouyeYHHNKa.
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KAMHWYECKMI CAYHAN

PanukanbHbIM MeTOAOM JiedeHMs cuHapoma Ky-
IIMHTa SIBJIIETCS JBYCTOPOHHSISI aIpEHAIdIKTOMUS B
CUJIy JBYCTOPOHHEIO XapakTepa TMIepruiazuu. Emu-
HUYHbIC CJIydal B MUPOBOI ITPAKTHKE CBUICTEIbCTBY-
IOT O BO3MOXKHOM YCIIeXe OJHOCTOPOHHEH aJIpeHaIdK-
TOMMU OOJIBILIETO IO pa3Mepy HaaroyeuHuka. OnHako B
ATUX CIyYasiX COXpaHseTcs PUCK HEOOXOTMMOCTH I10-
BTOPHOIO  ONEPAaTUBHOTO JieueHUsI. Bo3MOXHOCTb
CIIOHTAaHHOTO perpecca cuHapoMa KymmHra mpu
CMODb 1no3BojsieT uCHoab30BaTh MPOOHOE JevyeHUue
MHTUOUTOpaMu ctepounoreHesa. [1pu BbIOOpe TAKTUKHI
JIGYEHMUSI ClIelyeT OLIEHUBATh TSXKECTh T€YSHUSI CUHIIPO-
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Ma KymmHra v Haauyue XU3HEYIpOXKaIOIINX COCTOSI-
Huii. HabmoaeHue 3a maleHTaMu ocjie Je4eHus, Mmo-
MHUMO OLIEHKM KOMITEHCALIMM IO THITOKOPTHUIIU3MY,
BKJTIOUAET B CeOs peryiIsipHbIii CKPUHUHT BCEX KOMIIO-
HeHToB CMOB.

JTOITIOJIHUTEJIIbHASI TH®OPMALIUA

Coraacue mamuenta. IToayyeHo mUcbMeHHOe MHGOPMUPOBaH-
HO€ corjiacue Ha IyOJUKALIMIO MePCOHATBHON METUIIMHCKOM HHMOP-
Malluy B 00e3IMYeHHOI (hopMe OT 3aKOHHOTO MPeICTaBUTEs Taly-
eHTa.

KoudumkT uHTEpecoB. ABTOPBI 3asIBJISIIOT 00 OTCYTCTBUM KOH-
(hIMKTa MHTEPECOB.
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