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CASE REPORT

BboJe3np Kpona y pedeHKka ¢ BpOKIEHHOH COMATOTPOIHOM

HEJO0CTATOYHOCTBIO

© E.b. bawHuHa', O.C. bepcenesa', T.E. KopbiTko?, M.E. TypkyHoBa?

'®I6OY BO «CeBepo-3anaaHblil FOCYAAPCTBEHHbIA MEAMLIMHCKMIA yHUBepcuTeT um. .M. Meunnkosa» Munsapasa Poccun, CaHkT-
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Moa HabAoAeHHEM B AeTCKOM 3HAOKPUHOAOTMYeckom LeHTpe CaHkT-lNeTepbypra HaXOAUTCS NaLMEHTKa C BPOXKAEHHbIM FUMO-
nUTyuTapusmom. HeaoctaTtouHocTb ropmoHa pocTa (I'P) noaTBepkAeHa AMarHOCTUHECKUMM CTUMYASILLMOHHBIMK NPoBamm (MakcK-
MaAbHOe NKoBoe 3HaveHue P — 8,3 Hr/mMA). Ha MOMEHT AnarHocTuKM aecbruumnT pocta coctaBasia —3,9 SDS. Mpu MPT anarxo-
CTMPOBAHO «MyCTOe TypeLKoe CEAAO», HEOAHOPOAHAs CTPYKTypa runodusa. HapylweHnin yHKUMM APYFUX SHAOKPUHHBIX KeAe3
He BbisiBA@HO. KOCTHBI BO3PacT OTCTaBaA OT MAaCMOPTHOrO Ha 4 roaa M COCTaBASIA 9 AeT. BbIAM MCKAIOYEHBI COMATOreHHble NpH-
YMHBI 3aAE€PXKKM POCTA, XPOMOCOMHbIE aHOMaAMK. MIccAeaOBaHME FreHOB, aCCOLMMPOBAHHbIX C FTMMONUTYUTAPU3MOM, He BbISIBUAO
MyTauuit. bbiaa Havata Tepanua npenapatamun P B cyTouHon ao3e 0,033 mr Ha 1 Kr Macchl Teaa. Hepes 2 mec nocAe Havana
3aMeCTUTEeAbHO Tepanuu 60AbHas BblAa FOCMUTAAM3MPOBAHA B XMPYPrMYeckoe OTAGAeHMEe CTalMoHapa C CUMNTOMaMKM «OCTPOro
Xusotar. Tepanusi P 6bina nprocTaHoBAeHa. [Mpu AaAbHerwemM 0O6CAEAOBAHMKM YCTAHOBAEH AMarHo3: 6oae3Hb Kpora. lMocae
XUPYPrUHYECKOro A€YEeHUsI U Ha3HauyeHMs crneunduyecKon Tepanum pemmkenaom no cxeme, AedeHue P 6bIA0 BO30OHOBAEHO
(nepepbiB cocTaBuA 6 Mec). Ha HaCTOSILLMIA MOMEHT NaLMEHTKA MOAYYaAET 3aMeCTUTEAbHYIO Tepanuio [P 1 NocTosiHHYIO Tepanuio
conyTcTaylowero 3aboAreBaHns — 6oae3Hn Kpora.

Katodyesble cAoBa: BPOXKAEHHBIA runonuTyutapmsm, 6oresHs KpoHa, comaToTponHas HEAOCTaTOYHOCTb, FOPMOH POCTa, KAMHMYe-
CKMIA CAyYai.

The case of Crohn’s disease in a child with congenital growth hormone deficiency
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A female patient with congenital hypopituitarism is followed up at the Children’s Endocrinology Centre (St. Petersburg, Russia).
Growth hormone deficiency was confirmed by the diagnostic stimulation test; the maximum peak value of growth hormone was
8.3 ng/ml. At the moment of diagnosis, the growth deficit was 3.9 SDS. MRI showed the «empty Turkish saddle», the heteroge-
neous structure of the pituitary gland. No dysfunction of the other endocrine glands was identified. Bone age lagged behind the
chronological age and was 9 years. The somatogenic causes of growth delay and chromosomal abnormalities were ruled out. Mo-
lecular genetic testing of the genes associated with hypopituitarism revealed no mutations. Growth hormone therapy was started
in a daily dose of 0.033 mg/kg body weight. Two months after the growth hormone therapy had been started, the patient was
admitted to the Surgical Department with the symptoms of «acute abdomen». The growth hormone therapy was suspended. The
patient was diagnosed with Crohn’s disease upon further examination. After surgical treatment and prescription of specific therapy
with Remicade, treatment with growth hormone was resumed after the 6-month break. Now the patient is receiving replacement

therapy with growth hormone and permanent therapy of the concomitant Crohn’s disease.
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JmarHocTKa BPOXICHHON COMATOTPOITHOM Hemo-
CTaTOYHOCTH, OCHOBAaHHASI HA MCCICIOBAHUM CTUMYJIH-
poBaHHOI ceKpelny ropmoHa pocta (I'P), mosBoister
BepuULIMPOBaTh 3a00JIeBaHUE U OIpenelisieT Heo0Xo-
OVMOCTb POCTCTUMYJIMPYIOIIEH Tepamnuu IIpelapaTaMu
I'P [1]. [Ipumenenune I'P mipu HU3KOpocaocTu Ha (poHe
TSDKEJTBIX UIMMYHOJIOTMYECKH OITOCPEIOBAHHBIX HApYIIIe-
HUI TpeOyeT 0cob0il ocToposkHOCTH. COMATPOIIUH SIB-
sgercst 3¢(GeKTUBHBIM 1 6€30ITACHBIM IIpEIIapaToM Y Je-
teil ¢ necpumrom I'P [2, 3]. OgHako HEBO3MOXHO MPO-
THO3MPOBATh BOSHUKHOBEHUE B Ipoliecce Tepanuu [P
KaKUX-JINOO COMYTCTBYIOIIMX 3a00JIEBaHUN Y KOHKPET-
HOTO TAIIMEHTa, IIPOBOLMPYIOIICH TPUINHON KOTOPHIX
MOTJIO OBITh HAYAJIO 3aMECTUTETHHOM TepaTIHH.

Onucanume cayyas

Iloxg HaGmomeHWeM JETCKOTO 3HAOKPUHOJIOra B
JeTckoM 3HIOKPUHOJOTMYECKOM IIEHTpe Topojia

Cankr-IletepOypra Haxomutcst neBouka 2002 roma pox-
neHus. Biepsble K sHIOKpUHOIOTY oopatvmch B 2015 T.
B Bo3pacte 13 yreT ¢ XayrobaMu Ha HU3KHE TEMITBI CKO-
POCTH POCTa C paHHETO Bo3pacTa (B 1-i1 rom KU3HH BBI-
pocna Ha 17 cMm, 3a mpeAlIecTBYIONINe 00CIeI0BaAHUIO
TOIbl CKOPOCTh POCTa HE MpeBhIIaia 4 ¢cM B Trom). 3a-
Iep>KKa POCTa CBSI3BIBAJIACH C KOHCTUTYIMOHATBHBIMU
OCOOEHHOCTSIMU ¥ COMAaTUIECKUMU MpuInHaMU. Tak, ¢
11 net HaGarona1Iach peBMAaTOJIOTOM B CBSI3U C OOJISIMU B
cycraBax. bomm B 1eBOoM Ta300eIpeHHOM U JIEBOM TOJIe-
HOCTOITHOM CYCTaBaX ObLIN paclicHeHBI KaK ITPOSIBJICHUS
peakTUBHOTO apTpuTa, 6bome3nu Llrsarrepa.

B Bo3pacre 13 neT o6caenoBaHa B SHIOKPHUHOJIOT -
YeCKOM CTaIlMOHAape IO ITOBOAY HU3KopociaocTh. SDS
pocta 66T —3,9. [Ipu TIpoBeaeHNN CTUMYJISIIIMOHHBIX
TECTOB BBISIBJICHO CHIDKCHME IUKOBBIX 3HaueHMil [P:
MaKCUMAJIbHBIN BBIOpOC cocTaBui 8,3 HI/MJ. Takum
00pa3oM, OBLI OATBEPKACH AUATHO3 COMATOTPOITHOM
HeIoCcTaTOYHOCTH. MP-KapTrHa He MCKIIIovana Haju-
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KAMHWYECKI CAYHAN

yrie MUKPOaJeHOMBI runodu3a; IMarHoCTUPOBAHO ITy-
CTOE TYpelLKOe CeI0, HEOAHOPOAHAS CTPYKTYpa IUIIO-
¢uza. HapymeHnii GyHKUMU OpYyruX 3SHAOKPUHHBIX
JKesie3 BBISIBJIEHO He ObL10. KOCTHBIN BO3pacT OTCTaBajl
0 MacMmopTHOro Ha 4 roja 1 coctaisii 9 jet. bpuiu uc-
KJIIOUEHBl COMATOTeHHbIE MPUYMHBI 33ePKKU POCTa,
XPOMOCOMHBIE aHOMaIUU. MOJIEKYISIpHO-TeHeTUYe-
CKO€ MCCJIe[IOBaHUE T€HOB, aCCOLMUPOBAHHBIX C TUITO-
MMUTYUTapU3MOM, He BBISIBMJIO MyTaluii. bblia Havyara
tepanus npenapatamu I'P B cyrounoii nose 0,033 mr Ha
1 Kr Macchl Tena.

Yepes 2 Mec niociie Havyaja Tepanuu I'P naimeHTka
OblIa TOCIIUTAIU3UPOBAaHA C MOJO3PEHUEM Ha OCTPhIi
anneHauuT. [1pu onepaiuu Mo 3KCTPEHHbBIM MoKa3a-
HMSIM TUArHO3 ObLT NONTBEPXKICH; MPOBEICHA alllleHI -
SKTOMMSI W PpEe3eKLUSI BOCHAIMTEIbHO-M3MEHEHHOM
MPSITU cajlbHUKA. [ MCTOJIOTMYECKM BBISIBJIEH (hJIeTMO-
HO3HBII aIIeHIUIIUT, IEPUTOHUT, ME3CHTECPUOJIUT.
Tepanust coMaTpONIMHOM ObLTIa BpEMEHHO IPHOCTAHOB-
neHa. Yepes 3 maHs Iocie BBIMUMCKW M3 CTallMoHapa y
00JIbHOI BO3OOHOBWJIMCH CUJIbHBIE OOJIU B )KUBOTE, I10-
SIBWJIACh JIMXOopaaka, ObLl OOHapyxXeH WHOUIbTpaT B
MpaBoii MoAB3mOIIHOK oOjacTu. IIpu MOBTOpPHOI TO-
cnutanuzauuu Bo Bpems mpoBeaeHus Y3UM u KT
OPIOIIHOM IOJOCTA ITMAarHOCTUPOBAH TEPMUHAIbHBIN
WJIEUT, OMEHTHT, MEXXKUIICUHbII a0CIecC, TUBEPTUKY.T
MOAB3MOIIHON KullkU. Ha3zHaueHa aHTUOaKTepuasb-
Has Tepanus. [Ipu obcaenoBaHuu yepe3 1 mMec mocie
ITOBTOPHOM TOCIUTAIM3AMKA OOHAPYKEHBI COXPaHSIIO-
1yecs: MpU3HaKU CUCTEMHOro BOCIAJICHUsI, 00yCIOB-
JIeHHble WHGWIbTPAaTOM B OpiomHoi mnojgoctu 10—
15 cM 6e3 abciienpoBaHusl, BOCIIAIUTEIbHbIE U3MEHE-
HMSI B TEPMUHAJIBLHOM OTAEJIE ITOIB3AOIIHONM KUIIKU,
pe3KOoe YTOJIIIEHUE CTEHOK TOHKOM KMIIIKU C Cy>KEHUEeM
MpocBeTa 10 3 MM, IPU3HAKU PACIIMPEHUS KUIIKU
npoxkcumanbHee. Jlnarnos «ooyie3Hb KpoHa» ObL1 1oa-
TBEPXIEH NAaHHBIMU CEPOJIOTMYECKOTO OOC/IeI0OBAHMS:
nosbieHrne ASCA 0601X KJIaCCOB, TTOBBILIEHNE KaJlb-
MpoTeKTHHa 10 607.

IIpu ananuze rena NOD2/CARDI5 peuentopa K
MypaMWIAMIENTUAY (KOMIIOHEHTY OaKTepraibHOMI Kile-
TOYHOM CTEHKM) BBISBJICH TeHETUUECKUIA PUCK O0JIe3HU
Kpona.

JHeBouka Iojydyaia [UIMTeIbHYI0 aHTUOAKTepUalb-
HyIO Tepamnuio (TueHaM, uedTa3suauMm, aMuKaluH, 1e-
(ermum). YuuTeiBas neHeTpupylolnyo (Gopmy 3adoJie-
BaHUSI C Pa3BUTHEM OCJOXHEHUI, OblIa IpoBeldcHA
crienMduryeckasi Tepamus IpernapaToM PeMUKEI.
B cBs3u ¢ BeIpaXXeHHOI 3aIepKKOM POCTa U BHICOKUM
PUCKOM XUPYPTrUYECKOTIo JIEYSHHsI OT Tepallii CTePOM -
JamMu ObLIO pellieHo Bo3aepxkaTbes. Ha (poHe mpoBoau-
MOI Tepaluy HaOJIONaJoCh YMEHbBIIEHUE pa3MEepOB
MH(WIBTPaTa, HO BBICOKAsI JIaOOpaTOpHAasi aKTUBHOCTh
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U TIOBBIILIEHUE TeMIIepaTyphbl COXpaHsUIMCh. bblia mpo-
BeleHa MOUMArHOCTUYeCKasl Jamapockonus. BrisiBieH
Y4aCTOK M3MEHEHHOI KUIIKM, BBIIIOJTHEHA JIallapOTO-
MM M Pe3eLIMPOBaH WICOLEKaTbHBIN Yrol KUIIIEUHUKA.
IlocneonepaiioHHbIA TepruoA MpoTeKan 6e3 0coOeH-
Hocteil. Tepanust peMUKeI0oM OblIa MPOIOJIKEHaA.

Cnyctst 6 Mec BO30OHOBWIM JICUECHUE MperapaTaMu
I'P B no3e 0,033 mr/kr/cyt. Ha dhoHe nmpoBoaumoii Tepa-
muu ypoBeHb MDP-1 (mekabpp 2016 1.) — 282 Hr/miL.
YpoBeHb TOPMOHOB IIIMTOBUIHOM XeJie3bl M HAIIOYey -
HUMKOB — B IIpejiesiax HOpMEL. 3a 6 Mec 3aMeCTUTEIbHOM
Tepanuu IocJie ornepaluu npubaBKa B pocTe COCTaBUIa
4 cm, SDS pocra —4,07.

O06cyxaeHune

CJIOXXHOCTh OMUCAHHOIO CJlyyas ONpenessieTcs
nByMs (pakTopamu. [1epBblii CBSI3aH C AMAarHO30M TUTIO-
MUTyUTapu3Ma (WM COMATOTPONTHOU HEIOCTaTOYHO-
ctn). ABasgeTca v 3To 3abojieBaHUE MEPBUYHBIM, Ha
¢doHe kotoporo MmaHudecTupoBaia 6osie3Hb KpoHa,
WIA TeHETUYECKU NETEPMUHUPOBAHHOE 3a00JIEBaHNE C
WMMYHOIIATOJIOTUYECKUM MEXaHU3MOM pa3BUTHUS, 00-
se3Hb KpoHa, nmpossBUIOCh Y pebeHKa MpOTrpeccUupyro-
1Ieii 3anepKKOol pocTa ¢ HapyuieHueM cekpeuuu I'P?

Bropoii u Hanbosee CIOXHBIIA BOTPOC — BO3MOXK-
HocTb nponosnkeHus aedeHust ['P. CoBnaneHue Havana
POCTCTUMYJIUPYIOLIEH Tepanuu U MaHudbecTtaluu 060-
se3nu KpoHa omnpenesnsieT HeoOXOAUMOCTh B3BELIEHHO-
ro noaxonaa K mpopoipkeHuto jgedeHus I'P. C yuerom
3HAYUTEJBHOTO OTCTABaHUS B POCTE U CTAOWIIBHOTO CO-
MaTUYEeCKOTO COCTOSIHMS Ha (DOHE JIeYeHUs Tpernapa-
TOM PEMUKEN ObUIO PellieHO MPOAOJIKUTH Tepanuto ['P
oz KoHTposieMm ypoBHst MDP-1.

3akAloueHune

3aMecTUTeNbHAS Tepanusl TOPMOHOM poOCTa TP
BPOXICHHOM THITOIMTYUTAPU3ME SIBJIICTCSI HEOOXOMM~
Moii. OmHaKo MpW Ha3HAYCHUM COMATPOITMHA HYXXHO
VUUTHIBATh HAIMYKE y TTAIIMEHTOB COITYTCTBYIOIINX 3a-
OosieBaHMIT, MaHUdECTAUMSI KOTOPHIX MOXET OBITh
CIIPOBOIIMPOBaHA 3aMECTHTENIbHOI Tepammeil. beso-
IMTACHOCTDH MCITIOJIb30BaHUSI TOPMOHA POCTa y IeTei T0-
KazaHa, HO B KaXXIIOM KOHKPETHOM CJIydae TpeOyeTcs
TIIATEJIbHOE HAOTIOACHME 3a TTAllIEHTOM

JOINOJIHUTEJIbHAA NTHO®OPMALIUS

Corsacue namuenTa. [lanyeHT 106pOBOIBHO MoANMcan MHGop-
MUPOBAaHHOE cOrjlacue Ha MyOJMKAlUIo MEepCOHAIbHON MeIUIMH-
CKOi1 MH(bOpMaLIMKM B 00e3IMueHHO (hopMe B XKypHase «[1poGieMbl
SHAOKPUHOJIOTUI».

KonpamkT uaTEpecoB. ABTOPHI 1€KJIapUPYIOT OTCYTCTBUE SIBHBIX
U TTOTEHIMATbHBIX KOH(MIMKTOB MHTEPECOB, CBSI3aHHBIX C MyOJIMKa-
1LIMei HaCTOSIIEH CTaTh.
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