KAMIHUHECKMIA CAYHAM

CASE REPORT

Cunapom Kymunra y pedeHKa nepBoro roja xKu3Hu
© M.A. Kapesa'*, H.B. Maka3zaH', E.M. Opaosa' 2, M.B. NMoaaybHbiit®, B.A. lNeTepkoBsa'

'OIBY «9HAOKPUHOAOTMHECKMI Hay4HbIM LeHTp» MuH3apasa Poccun, Mocksa, Poceus; 2OIBOY BO «[Mepsbiit MITMY nm. U.M. CeueHosa»
Mwun3zapasa Poccun, Mocksa, Poccusi; *OIEOY BO «MockoBCKHI rOCyAapCTBEHHbIA MEAUKO-CTOMATOAOTMHYECKUI YHUBEPCUTET

um. A.M. EBaoknmoBax», MockBa, Poccus

DHAOTEHHbIM TMNEPKOPTULIM3M Y AeTel NEPBOro roAa XM3HW BCTpeyaeTcs kparHe peako. Cpean NpuymH cuHapoma KywmHra B
paHHeMm AeTCTBe — 0bbeMHble 06pa30BaHMs HAAMOYEYHUKOB M ABYCTOPOHHSISI rUnepriAasus HaanovedHnkos. AKTI-He3aBUCHMBbIRA
rMNepKOPTMLIM3M 3a CUET ABYCTOPOHHEN Y3E€AKOBOM MMEPNAa3MMU HAAMOUEUHUKOB Y AETER MEPBbIX MECSLIEB KM3HM Yalle BCero
obycrosaeH cuHapomom MakKbioHa—Onb6paiTa—bpaiiuesa. TOT CMHAPOM — peAKkoe 3aboAeBaHKNe, B OCHOBE KOTOPOTO AEXMUT
runepdyHKUMS CTUMyAUpPYIoLLeR anba-cybbeanHuubl G-beaka BCAEACTBME comaTuueckmnx mytaumii B reHe GNAS. CuHApom
MakKbloHa—On6parita—bpariueBa — MyAbTUKOMMOHEHTHOE 3ab0AeBaHWE, KAMHUHECKUMM MPOSIBAEHWUSIMU KOTOPOTO SIBASIIOTCS
nsTHa UBeTa «Koe C MOAOKOM», (hMOBPO3HAs AMCNAA3US M PA3AMUHBIE BAPUAHTBl SHAOKPUHHOM rMNepyHKLMK, CPEAU KOTOPbIX
OAHUM M3 PEAKO BCTPEYAIOLMXCS IBASIETCS TUNEPKOPTMLM3M. KAMHMYecKas kapThHa crHAapoma KywnHra, maHndectrpoBsasiuero
B PaHHEM AETCTBE, MMEET CBOM OCOBEHHOCTU, KOTOPbIE MOTYT OTCPOUUTL BPEMS MOCTAHOBKM MPABUALHOIO AMArHO3a: NepBbIMK
MPOSIBAEHUSIMU MOTYT ObITb HU3KMI BEC M POCT MPU POXKAEHWM, 3aaepkka (PU3NUECKOro Pa3BUTUS MPKU OTCYTCTBMM XapaKTEPHOro
AASt cMHApPoMa KylwnHra nepepacnpeaeAeHmsi MOAKOXXHO-XKMPOBOM KAETHATKM, 3aAepiKKa NCUXOMOTOPHOTO Pa3BUTUS U OCAOXKHE-
HUS1, 0OYCAOBAEHHbIE UMMYHOAE(DULMTOM W apTepUaAbHO runepTeHsuern. OnuncaH caydain AKTI-He3aBMCMMOro rMnepKopTMLIM3-
Ma y pebeHKa NepBOro roaa >KM3Hu.

Karouesbie caoBa: cuHapom MakKbioHa—Onbpaiita—bpariuesa, cuHapom KywnHra, nsTHa useta «Koge C MOAOKOM», ABYCTO-
POHHSS runeprAasns HAAMOYEYHUKOB

Cushing’s syndrome in an infant

© Maria A. Kareva'*, Nadezhda V. Makazan', Elizaveta M. Orlova' 2, Ivan V. Poddubnyi®, Valentina A. Peterkova' 2

'Endocrinology Research Centre, Moscow, Russia; 2l.M. Sechenov First Moscow State Medical University, Moscow, Russia; *Moscow State
University of Medicine and Dentistry named after A.l. Evdokimov, Moscow, Russia

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.

DHIOTeHHBbI TUIIEPKOPTULIM3M, OOYCIOBIECHHBIN
HapyllleHWeM TUMoTajJlaMO-TUITo(u3apHO-HaAIOoYey-
HUKOBOI OCH, TUIep(dYHKIEN KOPbl HAATIOYEYHUKOB
uu skronuueckoit cekperuyeit AKTI, B teTrckoM Bo3-
pacte BCTpeyaeTcsl peako. AIEHOMBbI HAAOYEYHUKOB
3aHMMAIOT TIepBOe MECTO Cpeny MpUIrUH cuHapoma Ky-
IIAHTA Y AeTeil ¢ MUKOM MaHMdecTallui B BO3pacTe OT
1 rona no 4 ner [1, 2]. Manudecrtamus cuHapoma Ky-
IIAHTa Ha TIepBOM TOAY >XM3HW BCTpedyaeTcs KpaliHe
penko. XoTsl OMMCaHbl EAMHUYHBIE CTy4au BPOXKICHHO-
ro runepkoptuuusma Beaeactsue AKTI -cekpetupyio-
IMUX aleHOM Tunodusa, OMTHOCTOPOHHEN TUIMepIUIa3uu
WJIA aJleHOMBbI KOPbI HaAIIOYeYHUKA U IKTOMUYECKOUN
cekpeuru  AKTT  deoxpoMolimToMoil, TpPUIMHON
AKTT-He3aBuCHMMOro TUNepKOpTUIIM3Ma Yy AeTeil mep-
BOTO T'0/la XXM3HU OOBIYHO SIBJISIETCS IBYCTOPOHHSIS TH-
Tepruia3usl HaaMmo4YeyHKoOB Ha (hoHe cuHapoma Mak-
Ksiona—On6paiita—bpaituesa (CMODB) [1, 3—9].
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CMOb — penxoe 3abosieBaHUE, CBSI3aHHOE C TU-
nep@yHKUMENH CTUMYIUpPYIOLIEH alibda-cyobeTnHULIBI
G-6enka (Gas), BclaeACTBUE COMaTUUECKUX MyTalUii B
reHe GNAS, BO3HUKAIOLIUX B IEPHOAE PAHHETO SMOPHUO-
renesa [10, 11]. KnuHudeckue mposiBieHUs1 3abojeBa-
HUs BKITIOYAIOT B ceOsT prbposHyto auciuiasuio (D/1),
AHIOKPUHHYIO TUMEePMYHKIIMIO Pa3IUnIHbIX XeJie3 (To-
HaJIOTPONMHHE3aBUCUMOE TIPEXIEBPEMEHHOE MOJIOBOE
pa3BUTHUE, TUPEOTOKCUKO3, rurepcekpeumnss CTI, ru-
nodochareMuyecknii paxut Ha (OHE IOBBIIICHUS
ypoBHd FGF-23, runepkopTu3onusm), MsATHA IBETa
«Ko(e C MOJIOKOM» 1 BO3MOKHYIO MaTOJIOTHIO HEIHIIO-
KPUHHBIX OPTaHOB (TaXWUKapAusl, MaTOJIOTUsI TeraToom-
JiapHoro TpakTa u ap.) [12—14]. Cunnpom KyimnHra —
ofHO 13 peakux nposgpiaeHuit CMODB, BcTpeualoleecs
B cpenHeM B 7% cirydaeB [6]. CuampoMm KymmHra mo-
JKET OBITH TIEPBBIM TTPOSIBJICHUEM 3a00JIeBaHMsI, TaK KaK
AKTT -runepcexkpeliss UMeeT BpOXIEHHBbIN XapakTep,
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U CUMIITOMBI TUTTEPKOPTULIN3MA TIPOSIBIISTIOTCS Y3KE TIPH
poxaeHuu pebeHka [6, 14].

Onmcanne coryqast

B UHcTuTyT gerckoit angokpuHonorun DHI[ M3
P® 6but HampaBiieH MaIb4YuK 4 MECSLIEB C ITOAO3PEHU -
eM Ha AKTT-cekperupytolnyio aneHoMy KOpbl HaaIo-
YEYHUKOB.

PebGeHok poxkneH B HEpONCTBEHHOM Opake oT 2-i
O6epeMeHHOCTU 2-X ponoB B cpok. [Ipu poxaeHuun mno-
Ka3zaTeJIM POCTa U Beca COOTBETCTBOBAJIM HOpMeE (pOCT
50 cm, Bec 3860 r). B Bo3pacte omHOToO Mecsiia OTMETH -
JIA TIOSIBJIEHME TIATEH LIBETA «KO(DE C MOJIOKOM», KOTO-
pbIX He ObLIO MpU poxaeHuu. Ha BTopom mecsiiie XKu3-
HU MaJb9MK MEepeHec MPaBOCTOPOHHIOK BEpPXHEIOJIe-
BYIO TTHeBMOHMUIO. 10 MaHHBIM MEIMIIMHCKON IOKY-
MEHTAllM1, Ha TOT MOMEHT OTMEYaJINCh MOBBIIIICHHBII
ypoBeHb 17-OH-mporectepona (34,4 HMoIB/T) TIpU
ypoBHE KopTtu3oja 550 HMob/m u DXO-Ipu3HaKU IBY-
CTOPOHHEH TUITepIuIa3uy Haamo4eyHnKoB. OmHaKo pe-
OeHOK ObLII BHIMKCAH I10CJIe YAy4IlIeHUsI COCTOSIHUS 0e3
NIOMOJIHUTENIbHOTO o0ciaeaoBaHusl. Yepe3 aBe Heaenu
TOCJIC BBIITMCKY — TTOBTOPHASI TOCTIUTAIM3ALIMS B CBSI3U
¢ (heOpUIBLHOM TNXOPANKO, IBICHUSIMUA DHTEPOKOINTA
(MHOTOKpATHBII CTYJI CO CIM3bI0) M MpPU3HAKAMM WH-
ek MOYEBBIBOIAIIMX MyTel (MUKpOTeMaTypusi,
nekonutypus). IIpoBeaeHO HECKOJIbKO KypCOB aHTH-
ouotukoTtepanmuu (uedenuM, aMHKallMH, BaHKOMMU-
LIMH, MEPOHEM, aMITMLUMJUIMH), HA ()OHE KOTOPOI CO-
XpaHsJach cyodeopuiabHas TNxopaaka U BOCIaauTeb-
HbIe U3MEHEHUS TT0Ka3aTesieil KpoBU (HENTPOGhMIBHBIN
JIEMKOIMTO3, TIOBBIIeHHe C-peakKTUBHOIO OeJika
++++, moBbIICHWEe TPOKAIBIMTOHMHA 10 10 Hr/mu
npu HopMe 1o 2 Hr/Mi1). Bo Bpemst HaxoXmeHus B cTa-
LMOHape B TeyeHue 2,5 Mec y pedbeHKa HEOTHOKPATHO
OTMEYAJINCh 3MU30AbI Taxukapauu 1o 190 yn/muH, Ta-
xunHoe 10 60/MuH Ha (OHE MPU3HAKOB JAbIXaTEIbHOI
HEIOCTaTOYHOCTHU (IIMaHO3 HOCOTYOHOTO TPEYTOJbHU-
Ka).

IIpu MCKT BbIgBIEHBI TpU3HAKU AUGGY3HOTO
YBEJIMYIECHUS] HAIIMIOUYEYHUKOB, a TAKXKE 0Yaru pa3pexe-
HUSI KOCTHOI TKaHU Ta3a 1 Mo3BOHKOB. [Ipu MPT Bu-
3yaln3UpPOBAIUCh TIPU3HAKU OO0BbEMHOI0 00pa30BaHUSI
JIEBOTO HAMOYEYHNKA W TUTIEPILIA3MUH ITIPABOT0O HAIIIO-
yeyHuka. lannele MPT B couyetaHuu c marojiorueu
KOCTHOM TKaHM TTO3BOJISIIN 3aII0I03PUTh aIeHOKAPII-
HOMY HaJIoYeyHrKa. bbuta BRIMIOJIHEHA JTarlapoOCKOIH-
YeCKHU ITyHKIIWS JIEBOIO HANMOUYEeYHMKA, B PE3yJIbTaTe
KOTOPOM, IO MAHHBIM THCTOJOTUYECKOTO MCCIIeIOBa-
HUsI, OWarHOCTHPOBAaHA CBETJIOKJICTOYHAS ameHoMa
KOpbl HannoyeyHuka. Ilpu naboparopHoM nccienoBa-
Hun ycraHoBjeH AKTI-He3aBUCUMBIN TMIIEPKOPTU-
uu3M (tada. 1). C nuarnosom AKTT -He3aBucUMBIil T1-
MEePKOPTULIM3M Ha (poHE afeHOMbI HANIOYeUYHUKA ObLI
HamnpasieH B DHILI.

IIpu ocmotpe B DHII B Bo3pacrte 4 MecsiieB obpa-
11aja Ha ce0sl BHUMaHMeE BhIpaskeHHas 3aepkKa hru3n-
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yeckoro passutus (poct 54,5 cm, SDS pocra: —4,666,
Bec 4,44 xr, SDS Beca —3,624), MATpOHU3M, MISITHA 1[BE-
Ta «ko(e C MOJOKOM», OBICTpasi YTOMJIIEMOCTb TIPU
KOPMJIEHUU, TIPU3HAKK JBIXaTeJIbHOW HEI0CTaTOYHO-
CTU (TaXUIHOE, OJEAHOCTh HOCOTYOHOIO TPEYroJIbHU-
Ka), OTCTaBaHME B TICUXOMOTOPHOM Pa3BUTUM (TOJIOBKY
He JepxaJs, He MepeBopauynBaics). Y maluueHTa coxpa-
HSUTUCh M3MEHEHUST KJIMHUYECKUX U OMOXMMUYECKUX
MokasaTeiell KpoBU: HEUTPOMWIbHBIN JIEHKOIMTO3 C
nioBbiieHueM COB no 38 MM/4 (B OTCYTCTBUE TaHHBIX
3a HAJIMYME ovara BOCTIAJIEHUS Y TIPYU HOPMAaJIbHBIX T10-
KaszaresisiX MpokaabluTOHMHA U C-pb), TpoMOOLIMTO3
(1086-10° ki1/1 mpu HOopMe 10 339), xene3omeduunTHAS
a”Hemus 1-ii crerienu, mosbiieHue AJIT u ACT (177 u
136 MMOJIb/JT TIpY HOPME 10 56 1 36 MMOJIb/J1 COOTBET-
ctBeHHO), LD 844 En/nm nmpu Hopme o 518 En/n. Ot-
Mevayiiach Taxukapaus ao 140 yn/MuH B OTCyTCTBUE
OKTI-maHHBIX 3a TUNEPTPODUIO JIEBOTO XKeIyaoukKa.
IMpu MOBTOPHOM aHaMM3e TUCTOJIOTUUYECKUX Tperapa-
TOB (TT0 pe3y/IbTaTaM BBITTOJIHEHHOW 110 MECTY XUTeJb-
CTBa OMOTICHUU JIEBOTO HAANIOYEUYHUKA) JAaHHBIX 32 00b-
eMHbIe 00pa30BaHUsI HAAIMOYEYHUKA HE TIOJyYEeHO: B
JIByX TpernapaTax oOHapyXeHO Tpu Heboibmux dpar-
MEHTa TKaHW HaAMo4YeuHUKa ¢ MOPQOJIOTMUECKUMU
MPpU3HAKAMU Y3JI0BOY TUTIEPIUIA3UK KOPKOBOTO CJIOSI.
ITsatHa uBeTa «<kode C MOJIOKOM» B COYETAHUMU C IBY-
CTOpOHHe! runeprasueit HaamoyeyHukoB 1 MCKT-
npu3HakaMu  (GUOPO3HON  OUCIIA3UX  TO3BOJIWIU
YCTaHOBUTH AuarHo3: cuHapoM MakKeioHa—Onbpaii-
Ta—Dbpaiiniea. OT nmpoOHOI Tepanmuu UHTMOUTOpAMU
CTEPOUOreHe3a PEelIeHO ObUIO BO3AEPXAThCS B BUAY
TOBBIIIIEHHOTO YPOBHSI TpaHCaMWHAa3 W OTCYTCTBUS
YBEpPEHHOCTH B 3(P(DEKTUBHOCTU Tepanvu. YUMTHIBast
JIByCTOPOHHUI XapaKTep MOpaXXeHWs HaIIOUYEeYHNKOB
U OOJIBIION PUCK pELIMAMBA B CIydyae OJHOCTOPOHHEN
aJipeHaJIPKTOMUU, OBUIO BBITIOJTHEHO IBYCTOPOHHEE
yoajieHue HaarmovYeyHuKoB. HasHadyeHa 3aMecTUTENb-
Hasl Tepanus TJI0KO- U MUHepaoKopTuKougamu. Io-
cJie OMEpPaTUBHOIO JIEYEHUS OTMEYAIOCh YIydllEeHUE
COCTOSIHUSI B BUIE HOPMaJM3allMM KIWHUYECKUX U
OMOXMMUYECKUX TIOKa3zaTejieli M YCKOPEHUsI TEMIIOB
(husznueckoro u NCUXOMOTOPHOTO pa3BuTus (puc. 1—4
CM. Ha 0B. BKJeiike). [Ipu ocmoTpe B Bo3pacte 1 roma
poct 63,7 cm, SDS pocra —3,62, Bec 6,8 kr, SDS UMT
—2,14. PebeHOK Hayaa XOOWUThb, MPOU3HOCUTh OTIEJb-
Hble ciioBa. [Ipy CKpMHUHTE BO3MOXKHBIX KOMITOHEHTOB
3aboneBaHus, Kpome rpusHakoB D/ (ouaru paspexe-
HUSI KOCTHOW TKaHW BEpXHEW TpeTU OeNpeHHBIX KO-
creii), npyrux nposisineHuit CMOD BbISIBIEHO He ObLIO.

Oo0cyxaeHue

JwuddepeHumnanbHasg guarHocTuka cuHapoma Ky-
LIMHTa B JETCKOM BO3pacTe BKJIIOYAET B ce0sI pellecHUe
HECKOJIBKMX BOIIPOCOB: MOATBEPXKACHUE SHAOTEHHOTO
XapakTepa TUIIEPKOPTULIM3MA, OIpEaeIcHUE YPOBHS
HapyLIEHKWSI TUIIOTAIaMO-TUIIO(pU3apHO-HAATIOYEYHH -

93



KAMIHUHECKMIA CAYHAM

Tabanua 1. Pe3yAbTaThl AAOOPATOPHOro 0OCAEAOBAHMS MaAbuMKa C CMHApOMOM Kywnnra
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OO6cnenoBaHKe B 2 Mec

T'opMoHasbHBII poduib

IMokazarenb Pesynbrar PedepeHcHbIe 3HaYEHUS
AKTT, nir/mn Menee 5 7—80
TecrocTepoH, HMOJb/ 3,81 0,2—0,6
AT'DA-C, MKMOJIB/N 44,4 0,1-5,0
17-OH-niporectepoH, HMOJIb/JT 34,6 0,09—2,7
TTT, MmEn/n 0,51 0,64—5,76
T4, iMonb/n 18,9 11,5—20,4
a/Tk TT1IO 0
CyTOUYHBII PUTM CEKPELIMU KOPTU30JIa

Y1po Beuep

KopTusos, HMoJb/1 752,7 878.6
Bonbirast mpoba ¢ nekcaMeTazoHOM
0 Ha ¢doHe npuema nekcamerasoHa 8 Mr
Koptuson 752,7 1063
OG6cnenoBaHue B 4 Mec
T'opMoHaJbHBII Tpoh UL
ITokazarenn Pesynbrar PedepeHcHbIe 3HaYCHUS

AKTT, nir/mn 1,9 7—66
TecTocTepoH, HMOJIb/J 2,1 0,2—0,6
Koptu3zosn, HMoJb/1 1240 77—630
CTT, ur/mn 3,2 0—5
N®PI, ur/mn 70 8-290
TTI, mEn/n 1,2 0,64—5,76
T4, , nMonb/n 13,2 11,5—20,4
a/Tk TT1O 0

KoBoii ocu u B ciiyyae AKTT -He3aBUCUMOTro rTunepKop-
TULM3Ma UCCJIENOBAHUE HAAMOYEYHUKOB JUISI OLEHKU
XapakTepa MOpaxXeHus — aleHoMa WIU JBYCTOPOHHSIS
runepriazus. O6beMHOEe 00pa3oBaHUE HANMOYEYHUKA
y pebeHKa MOXET OBbITh TOOPOKAYECTBEHHBIM UJIU 3710-
Ka4eCTBEHHBIM, JTU0OO OTPAXaTh HE aIECHOMY, & IKTOMU-
yeckyto AKTT -cekpeuuio deoxpomormromoit [1, 5].
Cunnpom KynivHra Ha ¢hoHe IBYCTOPOHHEN TumnepIia-
3UU HAIMOYEYHUKOB B PAHHEM JIETCKOM BO3pacTe yalle
Bcero obyciosien CMOB. [3, 4, 6,9, 15—17] ITomumo
CMOBb, K nBYCTOpOHHEW TUIepria3ui HaaMmouyeuyHU-
KOB MOXET TPUBOAUTH AaKTUBALIUS PETYJISITOPHOU
Q-CyOBeAMHUIBI MPOTEUHKWHA3BI BCIENACTBUE TETepO-
3UroTHoii mytaiuu reHa PRKARIA (OMIM 610489);
MPU 3TOM YaCTO OTMEYAETCS COYETAaHUE C APYTUMU MPO-
aeneHussmu Kapuu-kommiekca [18, 19]. Ouenb penku-
MU SBJISIOTCS APYTUE Cy4au NBYCTOPOHHEN rUItepIuia-
3UU HAMOYEYHUKOB y IETEN MEePBbIX MECSLIEB KU3HU:
cuHapoMm bekBura—BunemaHa, UMKIWMYECKUN CHUH-
npoMm KyiivHra Ha (poHe ABYCTOPOHHEN rumnepIia3uu
HAIMOYEYHUKOB HESCHOTO TeHe3a (ObUIM UCKITIOYEHBI
natosoruu GNAS u PRKARIA) [20, 21]. B HamueMm ciy-
Yyae W3HAYaJbHO OBUIO 3aMOJ03PEHO 3JI0KAYECTBEHHOE
HOBOOOpa30BaHWE HAAIMOYEUHMKA B CUJTY TOTO, YTO THU-
neprasus Obl1a pa3BuTa 00Jbllie C OMHOW CTOPOHBI U
MCKT-npu3Hakd TaTOJOTUUA KOCTHOW TKaHUW ObLTA
paclieHeHbl Kak Metactadbl. [lepBoHauaipbHOE MaToO-
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MOP(@OJIOTUYECKOE 3aKTIOYEHUE COOTBETCTBOBAJIO Ua-
THO3y ajieHoMa HaarnoyeuyHuka. OnHako gaHHele MCKT
1 TTIOBTOPHOE KOHTPOJILHOE MCClIeoBaHe TaToMOPGhOo-
JIoTa UCKJTIOUVITUA 3TOT AMarHo3. UMennch Takxke TsITHA,
xapakTepHble 111 CMOB, yTo obJjieryano mocTaHOBKY
nurarHo3a. Ouaru paspsoKeHUST KOCTHOM TKaHW TUTTNY-
Hel st CMOB, gBngsich nposiBieHUeM (HUOPO3HOI
nucriazuu. OgHako CMODB cnenoBasio Obl 3amono-
3pUTh, IaXke ecJId ObI TIATHA TTPU TIEPBUIHOM 00CTIENO0-
BaHWM OOHAPYXEHBI He OBUIM; OHM MOTYT TTOSIBJISITBCS
He cpa3y WM BOOOIIe OTCYTCTBOBATh, TOT/IA KaK IPYyTrue
KOMIIOHEHTBI CHHAPOMA MOTYT TIPOSBISATECS B JTIOOOM
BO3pacTe B TeUEHUE, KaK TPaBWIO, TEPBOU JeKasbl
Xu3HU [14]. AHanu3 onmyOIMKOBAaHHBIX CIy4YaeB CUH-
npoma KymimHra y neteit B meprojie paHHero JeTCTBa He
BBISIBUJI HA OJTHOTO 3ITU30/1a, CBSI3AHHOTO C JOKa3aHHOM
MUTMEHTHOM HOMYJISIPHOM TMITepIUIa3ueil HaaImoYeaTH -
KOB; IpyTye IPUINHBI Ka3yuCTUIeCKU peaku. [Tostomy
Mpy HaTWYUKM cuHIpoMa KymmHra Ha (oHe IBYCTO-
POHHe TUnepIia3uy HaAIIOYeYHUKOB y peObeHKa mep-
BBIX JIET XKU3HU CJIENYET B MIEPBYIO OYEPEIb 3aITOI03PUTh
CMOB.

BaxHoil ocobeHHOCThIO cuHApoMma KymimHra npu
CMOb sBasieTcss BOBMOXHOCTb CITOHTAHHOTO perpec-
ca, uTo TpedyeT BIOOpA TAKTUKY JIEUSHUSI MEXKTY ajipe-
HAJISKTOMUEN 1 Ha3HAYeHUEM MHTMOUTOPOB CTEPOUIIO-
redesa [6]. BHayajie CuMTalOCh, YTO OJHOCTOPOHHSIS
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aapeHanskTomud y aeteit ¢ CMODB He umeeT cMmbicia,
TaK KakK BCEerja nopaxarwoTtcs oba HaanoyeyHuka. OqHa-
KO OTMMCAaHBI CIyYyau perpecca rurepkopTulir3Ma rnocie
ynajaeHus OOJIbIIETO MO pa3Mepy HaarnodyeyHuka [17].
PeuieHue o TakTHKe JieUeHUs MMPUHUMAETCS B KaXIOM
cyvyae UHAUBUAYAIbHO, UCXOMS U3 TSKECTU TEUCHUS U
HaJIMYUsI VI OTCYTCTBUS OCJIOXXKHEHWI TUTIEPKOPTH-
u3mMa.

Tuneprnasusa HagnoyeuHukoB nmpu CMODB umeer
BPOXIEHHBIN XapakTep, U BpeMsi MaHU(beCcTaluu Kojaeo-
JIETCS OT BHYTPUYTPOOHOTO MEPUOAA A0 MEPBBIX MeECS-
11eB XXU3HU. PeTpoCceKTUBHBIN aHanu3 00IbIION TPYII-
bl aieHToB (n=30) ¢ cunapoMoM KyiuHra y manu-
eHtoB ¢ CMODB, npoBeneHHbiii R. Brown u coaBT. B
2010 r., MO3BOJMJ OLUEHUTh CIIEKTP KIIMHUYECKUX TTPU-
3HAKOB TMIIEPKOPTULIA3MA TTPU ITOM CUHApPoMe. Menu-
aHa BO3pacTa MOCTaHOBKU AMArHo3a cocrasisiia 3 Mec,
HauboJiee YacTo BCTPEUYAIOIIMMUCS TPU3HAKaMU SIBJISI-
JIUCh MATPOHU3M, CHUXEHUE TEMIIOB (hU3UYECKOTO
pasBUTHUS U HU3KUI Bec Mpu poxkaeHuw (66,7, 60 u 50%
COOTBETCTBEHHO), 33aJepXkKa MCUXOMOTOPHOTO pa3BU-
Ths (44,4%); pexe BCTpeYarOTCS MATOJOTUS TMEYEHH
(36,7%) 1 maTonorus cepaeyHO-COCYIUCTON CUCTEMbI
(26,7%) [6]. TskecTh TeueHUs cuHapoMa KymmHra
npu CMOB KosiebseTcss OT TUTIEPKOPTU30JIEMUU OE3
SIPKUX KJIMHWYECKUX TMPOSIBJICHUN A0 BPOXKIEHHOTO
TUTIEPKOPTU30JIU3MA C OCIOXHEHUSIMU B BUIE UMMY-
HoJe(dULIMTa U CepAeYHON HEAOCTATOYHOCTH [6, 8, 22,
23]. IIpu BHYTpUYTpOOHOI MaHUdECTALMU TIXKECTbH,
KaK TMpaBUJIO, MaKCUMaJbHa: PEOEHOK POXIAEeTCs CO
CHUXEHHBIMHU TMOKAa3aTelsIMU pocTa U Beca, MOABEp-
K€H YacCThIM MHEBMOHUSM, OBICTPO Pa3BUBAIOTCS OC-
JIOXKHEHUSI CO CTOPOHBI CEPAEYHO-COCYIUCTON CUCTE-
Mbl. B Apyrux ciydasix MOryT HaOII00aThCsl CHUXEH-
HBIE TEMITBI POCTa B OTCYTCTBUE UMMYHOAE(DUIIUTHBIX
COCTOSIHU, KOT/Ia 3aM0J03PUTh TUAarH03 MOXHO JIUIIb
Ha OCHOBAaHUM XapaKTEPHOrO paCIpeneeHUus MOM-
KOXHO-XMpOBO# kjetyaTku [23]. B Hamem ciydyae
TepBble MPOSIBJIEHUS MOXHO OBLIO 3aMETUTH CO BTOPO-
ro Mecslia XU3HU: CHUXXEHUE TEMITOB pOCTa U Beca, Ma-
TPOHU3M, UH(MDEKIIMOHHBIE OOJIE3HU, TSKEIO MOANAI0-
1IKECS JICYEHUIO U CBUAETENbCTBYIOIUE O BO3MOXHOM
UMMyHOneUIUTE.

B03MOXHOCTh CIOHTAHHOW PETPECCUU TUIEPKOP-
TU30JIM3Ma OOYCJIOBJIEHA TEM, YTO UCTOUHUKOM TUTIEepP-
npoaykunu AKTT gensercsa deranbHas kopa Haamo-
YEYHUKOB, WHBOJIIOLMS KOTOPOl MOXET COMpOBO-
KIaThCsl MCYe3HOBeHUEM cuHapoMa Kyiunra [6]. D1o
TMO3BOJISIET XIATh perpecca, Ha3Hayasg WHTUOUTOPHI
CTEpPOUIOTEHE3a Ha Mepuoj runepkoptusonusma. Omu-
HAaKO TaKoe JIeYeHUE MOAXONUT He BceM. Bo-MepBhiX,
OHO MOXET ObITh Hea((HEKTUBHBIM U BCE PaBHO TPebOO-
BaTh MPOBEICHUS aAPEHATIKTOMUU, MOCKOIbKY OXHU-
naHue 3¢ dekTa MEAUKAMEHTO3HOTO JICUEHUsI YPEBATO
pa3BUTHEM OCTIOXHEHU. Bo-BTrophix, cuHapom Ky-
IIMHTA YaCTO COMPOBOXIAETCS OCTOXHEHUSIMHU CO CTO-
POHBI TeNaTOOUTUAPHON CUCTEMBI, YTO SIBJSETCS MPO-
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THBOITOKA3aHWEM TSI UCIIOJIb30BaHUS KETOKOHA30JIa.
B 3TOM citygae MoXeT OBITh IPUMEHEH IPYroi MHTUOM -
TOpP CHHTE3a KOPTHKOCTEPOMIOB — METHpPAIlOH, Ha
¢oHe mpreMa KOTOPOTO MOXHO TTOATOTOBUTH MallMEH-
TOB B TSKEJIOM COCTOSTHUM K XUPYPTUISCKOMY JICUCHHIO
[8]. B Haliem ciaydyae OT TaKoro JieueHUs pelieHo ObLI1o
OTKa3aThCsl, YUUTHIBAST CJIOXKHOCTHU TIPUOOPETEHUSI Me-
THparoHa Ha TeppuTopnu PO 1 oTcyTCTBHE HEOOXOMM-
MOCTH OTCpOYKM orepanuu. OTMrcaHbI clTydan perpecca
Iocjie OMHOCTOPOHHEM aIpeHaJI3KTOMUM, OTHAKO He
OBUI0O HHUKAKOM BO3MOXHOCTH ITPOTHO3MPOBATH
YCITeITHOCTh 3TOM TAKTHKY Y HAIlIeTo MalreHTa. Tede-
HUe cuHapoMa KymmHra B TaHHOM ciy4dae OBLIO TSI-
KEJIBIM — BBIpakeHHasT 3afepXKa (PU3NIECKOro M
IICUXOMOTOPHOTO Pa3BUTHUS, YacThle MHMEKIIMOHHEIE
3a00JIEBaHUS, STM30IbI IBIXaTeIbHOM HEAOCTATOYHO-
CTH, TIOBBIIIEHNE TIEUCHOYHBIX TPaHCAMWHA3. YUUTHI-
Bast BO3PACT U TsIKeJIoe 00llee COCTOSTHIE, HeOOX0mu -
MO OBIJIO IMPOBECTH paAWKaJbHOE JeUeHNE B KpaTJaii-
IIFie CPOKH, a OMHOCTOPOHHSIST aApeHaTd9KTOMUS MOT-
JIa He TIPUBECTH K PEMUCCHUM TUTIEPKOPTULIM3MA, UTO
OBIJIO COMPSIKEHO C PUCKOM JJIs1 KU3HU. DTU OCOOEH-
HOCTHU TeUYEHUSI U PUCK PA3BUTHS KU3HEYTPOKAIOIINX
OCJIOXKHEHHI TUTIEPKOPTUILIM3MA TIPUBEN K PEIICHUIO
0 IBYCTOPOHHEM ampeHaIsKTOMWU. BEBIa BEITTOHEHA
JIaTTapOCKOMMYeCKast IBYCTOPOHHSIS aapeHAIIKTOMMUST
06e3 OCIIOXHEHUI C TOCIIeayIOIINM Ha3HAaYeHUEM IT0-
CTOSTHHOW 3aMeCTUTEIbHAsI Tepaluy TII0KO- U MUHE-
pajlokopTUKOonIaMu. B HacTosIee BpeMs Imepuon Ha-
OtoneHust coctasiseT 1,5 roga mociae aapeHaadKTo-
MWHU, KPU30B HAAIIOYEYHNKOBOI HETOCTATOYHOCTH HE
6but0. IlallMeHT MPOXOOUT eXXEromHOe O0CIIeqoBaHME
CO CKPMHWHTOM BO3MOXHBIX KOMITOHEHTOB 3a00JIcBa-
Hug. Ha MomeHT o0OciemnoBaHusI B Bo3pacTe roja y
MaJIbuKa MMEJINCh PacIpOCTpaHEHHBIE TSITHA IBETa
«Koe ¢ MOJIOKOM» U PEHTTEHOJOTHUECKHE TTPU3HAKH
MHOX€ECTBEHHO! (HhUOPO3HON AUCTLIIA3UU KOCTEH.

3aKkinoyenue

Cungpom KymmHra Ha ¢(oHe ABYCTOpPOHHEH TH-
MepIuIa3uy HaIIIOYeYHUKOB, MaHU(MECTUPOBABIINI Ha
IIepBOM TOMy XXW3HU, Yalie Bcero ooycimosieH CMOB.
3armoa03pyTh MPaBUJIbHBIN IMATHO3 MOXHO IIPY HAJIM-
YW TATEH LBeTa «KOo(he ¢ MOJIOKOM», XOTSI UX OTCYT-
CTBUE HE MCKIIOYaeT auarHo3. OcMOTp HeoOXOommMo
IIPOBOIUTD PETYJISIPHO, TaK KaK IMSITHA MOTYT ITOSIBIISITh-
csl B 1000€ BpeMsI TIOC/Ie POXKISCHUS B TEUCHUE TIEPBBIX
JIET XU3HU nauueHTa. TeyeHue cuHapoma KyiiuHra y
JIeTel IepBOro rojga uMeeT cBou ocobeHHoctu. Hanbo-
JIee YaCTBIMM KJIMHUYECKUMU MPOSIBJICHUSIMU SIBJISTIOT-
¢ 3amepkKa (OU3NIECKOro U IICMXOMOTOPHOTO pa3By-
TSI, MATPOHU3M B OTCYTCTBHME OXHPEHHS, pa3BUTHE
OCJIOXKHEHMI B BUIE MMMYHOIE(UIINTA U MATOJOTHH
cepIeYyHO-COCYAUCTOM cucteMbl. Hannune pubpo3Hoii
NUCIIIa3UU KOCTEU MOXKET ObITh OLLIMOOUYHO MPUHSITO 3a
MeTacTaTUYeCKOe MopakeHne U MIPUBECTU K HEBEPHOMY
IMarHO3y paKa HaAIOYeYHHUKA.
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KAMIHUHECKMIA CAYHAM

PamukambHBEIM METOIOM JiedeHUS cUHIpoMa Ky-
IIWHTA SIBJISICTCS IBYCTOPOHHSISI aIpeHAIPKTOMUST B
CHJTy IBYCTOPOHHETO XapaKTepa TUIlepIurasuu. Emu-
HUYHEBIC CJIydall B MUPOBOM ITPAaKTUKE CBUIETEITLCTBY-
10T O BO3MOXXHOM YCITeXe OJJHOCTOPOHHEH aapeHadK-
TOMMU OOJIBIIIETO TTO pa3Mepy HaarmodeuHnka. OmHako B
STHUX CIyJasiX COXpaHSIeTCS PUCK HEOOXOOUMOCTH IIO-
BTOPHOTO OIEPAaTUBHOTO JieueHUsI. BO3MOXHOCTH
CIIOHTAHHOTO perpecca cuHIpoMa KymmHra npu
CMOb 1no3BojsieT uCHoib30BaThb MPOOHOE JeyeHue
WHTUOMTOpaMU cTeponporeHesa. [1pyu BEIOOpE TAKTHKHI
JICYECHUSI CJIeIyeT OLICHUBATh TSKECTh TEUSHMST CUHIIPO-
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Ma KymmHra u Haauuue XU3HEYTPOKAIOIMINX COCTOSI-
Huii. HaGmromeHre 3a mallMeHTaMy TIOCIIe JICYSHUS, TTI0-
MHMO OIIEHKA KOMITEHCAlIMM TI0 TUITOKOPTHIIU3MY,
BKJTIOUAET B CeOST peryIsIpHBIN CKPUHUHT BCEX KOMIIO-
HeHTtoB CMOB.

JOITOJIHUTEJIbHASI UTHO®OPMALIUA

Cornacue mamuenta. [lonyuyeHo mUchbMeHHOe WHGMOPMUPOBAH-
HOE comacue Ha MyOJIMKaLKio NEPCOHATbHON MEAULIMHCKOM MHGOP-
MalMK B 00€37TMYEHHOI (hopMe OT 3aKOHHOTO MPEACTABUTEIS AL~
€HTa.

KoHdumkT uHTEpecoB. ABTOPHI 3asiBJISIIOT 00 OTCYTCTBUM KOH-
GbrKTa UHTEPECOB.
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aapeHanskTomud y aeteit ¢ CMODB He umeeT cMmbicia,
TaK KakK BCEerja nopaxarTtcs oba HaanoyeyHuka. OqHa-
KO OTMCaHBI CIyYau perpecca rulepkopTulr3Ma rnocie
ynajaeHus1 OOJIbIIETo MO pa3Mepy HaanodyeyHuka [17].
PeuieHue o TakTHKe JieUeHUs MPUHUMAETCS B KaXIOM
cyvyae UHAWBUAYAIbHO, UCXOMS U3 TSKECTU TEUCHUS U
HaJIMYUSl UM OTCYTCTBUSI OCJIOXHEHUN TUMEPKOPTU-
u3mMa.

Tuneprnasusa HagnoyeuHukoB nmpu CMODB umeer
BPOXIEHHBIN XapakTep, U BpeMsi MaHU(beCcTaluu Kojaeo-
JIETCS OT BHYTPUYTPOOHOTO MEpUOAA A0 MEPBBIX MeCs-
11eB XXU3HU. PeTpoCcrneKTUBHBIN aHanu3 00IbIION TPYII-
bl maieHToB (n=30) ¢ cunapoMoM KyiuHra y manu-
eHtoB ¢ CMOD, npoBeneHHbiit R. Brown u coaBT. B
2010 r., MO3BOJWJ OLUEHUTh CIIEKTP KIIMHUYECKUX TTPU-
3HAKOB TMIIEPKOPTULIA3MA TTPU ITOM CUHApPOoMe. Menu-
aHa BO3pacTa MOCTaHOBKU AMArHo3a cocrasisiia 3 Mec,
HauboJiee YacTo BCTPEUYAIOIIMMUCS TPU3HAKAMU SIBJISI-
JIUCh MATPOHU3M, CHUXEHUE TEMIIOB (hU3UYECKOTO
Pa3BUTHUS U HU3KUI Bec Mpu poxxaeHuwn (66,7, 60 u 50%
COOTBETCTBEHHO), 3aepXkKa MCUXOMOTOPHOTO pa3BU-
Ths (44,4%); pexe BCTpeYarOTCS MATOJOTUS TMEYEHH
(36,7%) 1 matonorus CepaeyYHO-COCYIUCTON CUCTEMbI
(26,7%) [6]. TsxecTh TeueHUs cuHapoMa KymmHra
npu CMOB KosiebseTcss OT TUTIEPKOPTU30JIEMUU Oe3
SIPKUX KJIMHWYECKUX TMPOSIBICHUN A0 BPOXIEHHOTO
TUTIEPKOPTU30JIU3MA C OCJIOXHEHUSIMU B BUIE UMMY-
HoJe(dULIMTa U CepAeYHON HEAOCTATOYHOCTH [6, 8, 22,
23]. IIpu BHYTpUYTpOOHOI MaHUdECTALMU TIXKECTbH,
KaK TMpaBUJIO, MaKCUMaJbHA: PEOEHOK POXIAEeTCs CO
CHUXEHHBIMHU TOKAa3aTelsiIMU pocTa U Beca, MOABEp-
JKE€H YacCThIM MHEBMOHUSM, OBICTPO Pa3BUBAIOTCS OC-
JIOXKHEHUSI CO CTOPOHBI CEPAEYHO-COCYIUCTON CUCTE-
Mbl. B Apyrux cirydyasix MOryT HaOI00aTbhCsl CHUXEH-
HbIE TEMITBI POCTa B OTCYTCTBUE UMMYHOAEMUIIUTHBIX
COCTOSIHU, KOT/Ia 3aM0J03PUTh TMAarH03 MOXHO JIUIIIb
Ha OCHOBAaHUM XapaKTEPHOrO paCIpeneeHUus MOoMI-
KOXHO-XMpOBO# kjetyaTku [23]. B Hamem ciydyae
TepBble MPOSIBJIEHUS MOXHO OBbLIO 3aMETUTH CO BTOPO-
ro Mecs1ia XXU3HU: CHUXXEHUE TEMITOB pOCTa U Beca, Ma-
TPOHU3M, UH(DEKIIMOHHBIE OOJIE3HU, TSKEIO MOANAI0-
IIMECS JICYEHUIO U CBUETENbCTBYIOIUE O BO3MOXHOM
UMMYyHOneUIUTE.

B03MOXHOCTh CIOHTAHHOW PETPECCUU TUIEPKOP-
TU30JIM3Ma OOYCJIOBJIEHA TEM, YTO UCTOUHUKOM TUTIEpP-
nponykunu AKTT gensercsa deranbHas Kopa Haamo-
YEYHUKOB, WHBOJIIOLMS KOTOPOl MOXET COMpOBO-
KIaThCs MCYe3HOBeHUEM cuHapoMa Kyiunra [6]. D10
MO3BOJISIET XJATh perpecca, Ha3Hayasg WHTUOUTOPHI
CTEpOUIOTEHE3a Ha Mepuoj runepkoptusonusma. Omu-
HAaKO TaKoe JIeYeHUE MOAXOIUT He BceM. Bo-mepBhiX,
OHO MOXeT ObITh Hea((HEKTUBHBIM U BCE PaBHO TPebOO-
BaTh MPOBEICHUS aAPEHATIKTOMUU, MOCKOIbKY OXHU-
naHue 3¢ dekTa MeAUMKAMEHTO3HOTO JIUEHUsI YPEBATO
pasBUTHEM OCTOXHEHU. Bo-Brophix, cuHapom Ky-
IIMHTA YaCTO COMPOBOXIAETCS OCTOXHEHUSIMU CO CTO-
POHBI TeNaTOOUTUAPHON CUCTEMBI, YTO SIBJSIETCS MPO-
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THBOITOKA3aHWEM TSI UCITOJIb30BaHUS KETOKOHA30JIa.
B 3TOM cityyae MoXeT OBITh IPUMEHEH IPYroil MHTUOM -
TOp CHHTE3a KOPTHMKOCTEPOMIOB — METHpPAIlOH, Ha
¢oHe mpreMa KOTOPOTO MOXHO ITOATOTOBUTH MallMEH-
TOB B TSKEJIOM COCTOSTHUM K XHUPYPTUISCKOMY JICUCHHUIO
[8]. B Haliem ciaydyae OT TaKoro JieueHUs pelieHo ObL1o
OTKa3aThCsl, YUUTHIBAST CJIOXHOCTHU TIPUOOPETEHUSI Me-
THparnoHa Ha TeppuTopn PD 1 oTcyTcTBIE HEOOXOMM-
MOCTH OTCPOYKM orepanuu. OTrcaHbI clTydal perpecca
Iocjie OMHOCTOPOHHEM aIpeHaJIdKTOMUM, OTHAKO He
OBUI0O HHUKAKOM BO3MOXHOCTH IIPOTHO3MPOBATH
YCITeITHOCTh 3TOM TAKTMKU Y HAIlIeTo nmalreHTa. Tede-
HUe cuHapoMa KymmHra B TaHHOM ciy4dae OBLIO TSI-
XKEJIBIM — BBIpakeHHasl 3a7epXKa (U3NIECKOro M
IICUXOMOTOPHOTO Pa3BUTHUS, YacThle MHMEKIIMOHHEIE
3a00JIeBaHUS, STM30IbI IBIXaTeIbHOM HEAOCTATOYHO-
CTH, TIOBBIIIIEHNE TTEUeHOYHBIX TpaHCAaMWHA3. YUUTHI-
Bast BO3PACT U TsKeJIoe 00Ilee COCTOSTHIE, HeOOX0Mu -
MO OBIJIO ITPOBECTH paAWKaJbHOE JCUeHNE B KpaTJaii-
IIFi¢ CPOKH, a OMHOCTOPOHHSIST aApeHaTI9KTOMUS MOT-
JIa He TIPUBECTH K PEMUCCHUM TUTIEPKOPTULIM3MA, UTO
OBIJIO COMNPSIKEHO C PUCKOM JJIs1 KU3HU. DTU OCOOEH-
HOCTHY TeUYEHUSI U PUCK PA3BUTHS KU3HEYTPOXKAIOIINX
OCJIOXKHEHHH TUTIEPKOPTUILIM3MA TIPUBEN K PEIICHUIO
0 IBYCTOPOHHEM ampeHaIsKTOMMU. BEBIa BEITTOIHEHA
JIaTTapOCKOMMYeCKast IBYCTOPOHHSIS aapeHAIIKTOMMUS
06e3 OCIIOXHEHUI C TOCIeIyIONINM Ha3HAaYeHUEM IT0-
CTOSTHHOW 3aMeCTUTEeIbHAsI Tepaluy TII0KO- U MUHE-
pajlokopTUKOonIaMu. B HacTosIee BpeMs Iepuon Ha-
OtoneHust cocrasiseT 1,5 roga mociae agpeHaadKTo-
MWHU, KPU30B HAAIIOYEYHNKOBOI HETOCTATOYHOCTH HE
6buT0. TTallMeHT MPOXOOUT eXEeromHOe O0CIIeqOBaHME
CO CKPMHWHTOM BO3MOXHBIX KOMITOHEHTOB 3a00JIcBa-
Husg. Ha MoOMeHT oOciiemoBaHMSI B BO3pacTe Toma y
MaJIbuKa MMEJINCh PacIlpOCTpaHEHHBIE TSITHA IIBETa
«Ko(e ¢ MOJIOKOM» U PEHTTEHOJOTHUECKHE TTPU3HAKH
MHOX€ECTBEHHO! (hUOPO3HON AUCTLIIA3UU KOCTEH.

3aKknoyenue

Cungpom KymmHra Ha (oHe ABYCTOpPOHHEN TH-
MepIuIa3uy HaIIMOYeYHUKOB, MaHU(MECTUPOBABIINI Ha
IIepBOM TOMy XXW3HU, Yalie Bcero ooycinosieH CMOB.
3armoa03pyTh MPaBUJIbHBIN IUATHO3 MOXHO ITPY HAJIM-
YUM TATEeH LBeTa «KOo(he C MOJIOKOM», XOTSI UX OTCYT-
CTBUE HE MCKIIOYaeT auarHo3. OcMOTp HeoOXOommMo
IIPOBOIUTD PETYJISIPHO, TaK KaK MSTHA MOTYT ITOSIBISITh-
cs1 B 000€ BpeMsI TIOCTIe POXKISCHUS B TEUCHUE TIEPBBIX
JIeT X13HU nauuveHTa. TeyeHue cuHapoma KyiiuHra y
JIeTel TepBOro roga uMeeT cBou ocobeHHoctu. Hanbo-
JIee YaCTBIMM KJIMHUYECKUMU MPOSIBJICHUSIMU SIBJISTIOT-
¢ 3amepkKa (U3NIECKOro 1 IICMXOMOTOPHOTO pa3By-
TSI, MATPOHU3M B OTCYTCTBHME OXWPEHHS, pa3BUTHE
OCJIOXKHEHMI B BUIE MMMYHOIE(hUIINTA U MATOJOTHH
cepIeYHO-COCYAUCTOM cucteMbl. Hanmune pubpo3Hoii
NUCIIIa3UU KOCTEU MOXKET ObITh OLLIMOOUYHO MPUHSITO 3a
MeTacTaTUIeCcKoe MopakeHne U MIPUBECTU K HEBEPHOMY
IMarHO3y paKa HaAIOYeYHHUKA.
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K crathe M.A. Kapesoii u coasm. «Cunapom Kymmnra y pebeHka nepBoro roaa >Ku3Hu»
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Puc. 1. Tpachmk pocra nauneHra. Puc. 2. Tpachnk maccbl Tera naumeHTa.
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Puc. 3. MNMaumeHT B BO3pacTte 4 mec.
Pocr 54,5 cm. SDS pocra —4.6. Macca tena 4,44 xr. SDS mMaccel Te1a —3.6. MaTpoHU3M, ITATHA LIBETA «KO(]E-C-MOJIOKOM», OTCYTCTBHE N30BITKA

Macchl Tea.
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K cratbe M.A. Kapegoii u coaem. «Cunapom Kymunra y pedbeHka nepBoro roaa >Ku3Huw»
(npodoasicernue)

Puc. 4. Maunent B Bo3pacre 1 roaa, yepes 8 mecsLes Nocae onepaumm.
Pocr 63,7 cm. SDS pocra —3,62. Macca tena 6,8 kr. SDS UMT —2,14.

K cratbe E.A. boeosoii u T.1O0. Ilupsesoii. «I1ceaoruneprpopudeckass MUONATHS
npu runotupeose y pedenka (cunapom Koxepa—/leope—Cemuiibena)»
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Puc. 1. Maabuuk, 6 AeT 11 mec, ¢ Bnepsbie BbiBAHHbIM  Puc. 2. Maabuuk, 7 AeT 7 mec, cuHapom Koxepa—Aebpe—
cnHapomom Koxepa—Aeope—CemmabeHa. CemuabeHa Ha (poHe 8-mecs4HON Tepanun AeBOTUPOKCH-

HOM. I



