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2UMMO BopoHecKasa rocygapcTBeHHaa MeJuLMHCKaa akaaeMus

Pe3iome. CTpeMUTENIbHOE OXXMPEHUE, COUETAIOIIECECs C TUITOBEHTUISILIMEN, TUTOTAIAMUYECKON AUCPETYISILIMEl, 2JIeKTPOJUTHBIMU
HapylIeHUSIMU B BUJIE TUIIEP- WIM TMIIOHATPUEMUU, NATOJOTUE BereTaTUBHON HEPBHOW CUCTEMbI U HEBPAJIbHBIMU OITyXOJISIMU —
CUMNTOMOKOMILIEKC, HelaBHO onucaHHbIl Kak cuHipoM ROHHADNET, Bei3biBatoLnii KapanopecrnupaTopHbie KpU3bl ¢ BO3MOXK -
HbIM JieTabHbIM ucxonoM. CuHapoMm ROHHADNET uMutupyer MHOXECTBO HIOKPUHHBIX 3a00JIeBaHUI U TeHeTUYECKUX (hopM
OXUPEHUS PAHHETO BO3PacTa U MOXET MPOSIBISATHCS PA3TUYHBIMU BapyUaHTaMU TUCHYHKIIMU TUMOTAIaMO-TUTTO(DU3APHOI CUCTEMBI.
B crathe nipencrapieHo onmrcanue KiamHndeckoro ciaydas cuaapoma ROHHADNET. Karwueswie caosa: cunopom ROHHADNET, oxcu-
peHue, demu, 2UNOMANAMUYECKas OUCPecYAAUUsl, He8PaNbHble ONYXO0AU.

Resume. Rapid-onset obesity with hypoventilation, hypothalamic, autonomic dysregulation, electrolyte disorders like a hypernatriemia,
and neural tumor (ROHHADNET) is a newly described syndrome that can cause cardioresperitory arrests and death. It mimics several
endocrine disorders or genetic obesity syndromes during early childhood and is associated with various forms of hypothalamic-pituitary
endocrine dysfunctions that have not yet been fully investigated. The article describes the clinical case of a 4-year old patient. Keywords:

ROHHADNET syndrome, rapid-onset obesity, children, hypothalamic, autonomic dysregulation, neural tumor.

€CMOTPSI Ha TOCTIZKCHUST COBPEMEHHOM MEIUITHEI,

IMpo0JIeMa IETCKOTO 1 TTIOAPOCTKOBOTO OKUPCHUS

OoCTacTCsT OYeHb akTyalabHOU. CyIIecTBYIOT pas-
JIMIHBIC (DOPMBI OXKMPEHUS JETCKOTO BO3pacTa: Hanboiee
YacTO BCTPEYacMOe B TIOMYJIIIIMI SK30T¢HHO-KOHCTUTYIIHN -
OHAJILHOE, W PeIKNe CHHAPOMAIbHEIC BapUaHTHI MOPOMI-
HOTO OXWPEHUS, OMHUM M3 KOTOPBIX SIBIISIETCS CUHIPOM
ROHHADNET.

Cunapom ROHHADNET (Rapid-onset Obesity Hypo-
ventilation Hypothalamic Autonomic Disregulation Neural
Endocrinological Tumor) — 310 omuH 13 30 TIEOTPOITHBIX
CHHIPOMOB, TIPEICTABICHHBIN CTPEMUTEIBHBIM OXWPE-
HUEM y JeTell MIIaIIIero BO3pacTa, TUIIOBCHTWIISIINCH,
TUTIOTAIAMUYECKOI W BETreTaTUBHOU TUCHYHKIINEH 1 He-
BPAJIbHBIMU OMYXOJISIMU (Yallle BCTPEYAIOTCS TaHTJIUO-
HeBpoMBl) [7, 12]. IlaToreHe3 oXupeHUs IIpU TaHHOM
CHHIIpOME OOBSICHSICTCS HapylIeHneM (byHKIIUHA WHTErpa-
TUBHBIX IICHTPOB TUIIOTaJaMyca, U KaK CICACTBUC pa3BH-
BaeTCs TTOBBIIIICHHBIN aIlIIEeTUT BIUIOTH A0 mojudaruu [2].
IMomumo oxupenus cungpom ROHHADNET Bkitouaer
cJemyoIIe MPU3HAKI: aJIbBEOJIIPHYIO TUTIOBCHTUISIIAIO
VI TIATOJIOTHMYECKM W3MEHCHHBIN BEHTHUJISIIMOHHBIN
KOHTPOJIb, 2JICKTPOJUTHBIC HApYIICHUs B BUIE THIICPHA-
TPUEMUN, TECPMUUCCKHUE WU IPYTUe TUIIOTAJTaMUIeCKIe
HapyIIeHNUS, YMCTBEHHYIO OTCTAJIOCTh MM 3aCPKKY MH-
TeJUIeKTyajabHOro passutus [15, 16, 21]. BnepBbie He-
nomHast dopma cmHapoma ROHHADNET (curmpom
ROHHAD) 6buta onrcana B 1965 1. Tlo3xe BBISIBISUTUCH
HOBBIC TIPU3HAKK 1 CUMIITOMBI, BXOMISIIINE B COCTAaB CHH-
IpoMa, W JTAIIb 0Kos1o 10 et Ha3am ObljIa oImrcaHa ToJTHAasT
dopma cunmpoma ROHHADNET.

Onucanne KIMHAYECKOTO cirydast: 1esouka C., 4 et 2 mec.
noctynia B meTckoe otneneHne GPI'bY DHII ¢ xanobamu
Ha TToymMdaruio, MOIUIATICHIO, M30BITOYHYIO MAcCy Tela,

MaJIOTIOABIKHOCTb, ONBIIIKY IIPY YMEPEHHOU (hPU3NIEeCKOi
HarpysKe, 4aCThIC MOUCHCITYCKaHNS, TIOTJIMBOCTb.

M3 anamHe3a Xu3HU: peOeHOK oT 1 ¢pu3monornuyeckoi
OepeMeHHOCTH, | CPOUHBIX CAaMOCTOSITEILHBIX POIOB. Macca
tena npu poxaennu 2970 v (SDS=-1,14), mmuHa 51 c™m
(SDS=+0,62). Pocna 1 pa3BuBajach COOTBETCTBEHHO BO3pa-
cTy 10 2 neT. B HacaencTBeHHOM aHaMHe3¢e 00paIacT Ha ceOst
BHUMAaHNE OXWPECHUE Y OTIAa M 0a0YIIKU IO OTIIOBCKOI
yanK. Clly9aeB caxapHOTO I1rabeTa B CeMbe HE OTMEUCHO.

W3 aHaMmHe3a 3a00JIeBaHUST: C 2 JICT IeBOYKA CTajla MH-
TEHCHBHO ITPUOABIISITH B Bece (CO CJIOB MaTepH, TTOSIBIIIOCH
«OKPYTJI0e» JIMIIO, YBEAWUIMIICS XuBOT). Ilo3xke mpuco-
CIMHWINCH JKaXKa, YacThle MOYeHCITyCKaHMs. boabHast He-
OTHOKPATHO HAaXOIWIACh Ha CTAIIMOHAPHOM OOCIICIOBAHIH
M JICYCHNH T10 MECTY JKUTEIhCTBA C XKajl00aMI Ha IIPOIoJrKa-
FOIIytOCs IIPUOABKY Macchl Tesla 1 rmojmdarmio. CobmoneHme
TUTTOKAJIOPUITHOM THETHI M peXnMa (U3MIECKIX HAarPy30K
He TI03BOJISTIO CHU3UTH BEC.

ITpu npoBenenuu KT opraHoB OpIOIIHOM ITOJOCTU B JIOXKE
JIEBOTO HANTIOYEYHNKA OBLIIO BBISIBJICHO 00pa30BaHME C He-
YETKMMHU KOHTYPaMH, TJIOTHOCTHIO OT 3 1o 17 enH, pazmepom
3x2 MM 1 ObLT 3arton03peH cuHapoM KymmHra. mpu ropmo-
HaJTbHOM O0CJICTIOBAaHUH Y IEBOUKH OTIPEIEIISUTCH HOPMaJlh-
HbIe IMoKasaTe Koprusoda (B 8.00) — 650,0 HMob/J1 (HOpMa
150,0—660,0), ypoBenb AKTI coOTBEeTCTBOBa BepXHUM
rpannmamM HopMeI (B 8.00) — 115,0 rir/mur (Hopma 0—100,0),
4TO MO3BOJIMI0 UCKTIOUUTh AKTT-He3aBucuMbIil CUHIpOM
Kymmsra. Pe3ynbraThl Ipo0s! ¢ IeKcaMeTa30HoOM, Ha (poHe
KOTOPO#1 YpOBEeHb KOPTH30J1a CHU3WICS 10 92,0 HMOIB/1,
B CBOIO OUepeIh MCKITIOUMIIN Y TTAITMCHTKY 00J1e3Hb MI1IeHKO-
Kymmnra.

[Ipu mpoBencHNM OPANBHOTO TIIOKO30TOJCPAHTHOTO
tecta (OI'TT) maTosormu BEISIBIICHO HE OBLIO: Oa3ailb-
aeiii mHeynuH — 10,0 MKEn/mn (Hopma 0,7—25,0), uepe3
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Cnyyan n3 npakTUKH

[lnHamuka nokasateneit Macchl Tenia u pocta 60nbHoM C.

[ata usmepenms Bospact Pocr, cm SDS
03.11.2005 . 0 mec 51 +0,62
01.07.2008 r. 271 8 mec 94 +1,02
11.02.2009 . 313 mec 98 +0,74
19.07.2009 r. 318 mec 98 -0,07
16.10.2009 r. 3r 11 mec 102 +0,4
19.01.2010 . 412 Mec 102 +0,04

120 MUHYT TIOCIIe HATPY3K! TIIIOKO301 YpOBEHbh MHCYJIMHA
coctaBwi 52,0 MKEx/mu. ['urreprimkeMuist 1 HapyIeHUE TO-
JIEPAHTHOCTH K TJTIOKO3€ Y OOJTBHOM He AMarHOCTUPOBAJICE.

Y IeBOYKM HEOTHOKPATHO BBISIBIISIIACH TUTICPITPOIAKTH -
"Hemmst — 1020,0/1078,0 MME/n (Hopma 85,0—300,0).

B Bo3pacTe 3 j1eT 3 Mec OBIIIO OTMEYEHO PEe3KO0e YXYIIIICHIE
COCTOSIHUSI, TIOBBIILIEHME TeMIIEpaTyphl Tea 10 39—39,5°C,
noBbieane AJl mo 200/140 MM pT. CT., pa3BUINCH ObIXaTeIb-
Hasl HeJOCTaTOYHOCTh M CYIOPOXHBIN cHApoM. bormbHast
ObIJIa TOCTIMTAIM3MPOBAHA B peaHNMMAIIMOHHOE OTICIICHIE
B COCTOSTHMHM KOMBI, TI¢ B TeUCHNE 7 CYTOK HAXOOMJIach
Ha WBJL. Ilpu oOcnenoBaHUM B OMOXMMMUYECKOM aHAIM3e
KpOBU OBLTa BBISIBIICHA TUTICPHATPUEMMUS (JICKTPOJIUTHI
KpoBH: HaTpuii — 170 MMOJIB/ 1T, Kammuit — 4,4 MMOJTb/JI1, XJ10-
pumbl — 130 MMomnb/im). CpemHue TIOKa3aTelId TeMITCPaTyPhI
Teda pebeHKa B PeaHMMAIIMOHHOM OTICIICHUN COCTaBMIIN
37,8—38,4°C.

ITocme BOCCTaHOBIICHUSI CAMOCTOSITETBHOTO IBIXaHUS
¥ KOPPEKIINHU 3IEKTPOJIUTHBIX HAPYIIICHUIA Y IEBOUKM OOBEK-
TUBHO OTMEYAJINCh: IICHTPAJILHBIN TeTparape3, YaCTUIHbII
aMaIMIeCKUi CMHAPOM (KOMILIEKC TICMXOHEBPOJIOTHYe-
CKMX PacCTPOMCTB, MPOSIBIISIONINICS MOJHOW yTpaToi TO-
3HABATC/IBHBIX M COXPAHHOCTBIO BETETATMBHBIX (DYHKIIMIA),
KOHTPAKTYpPHl TOJICHOCTOITHBIX CYCTaBOB, Pa3BUBIIMECS
BCJICAICTBHC META0OMMICCKOM SHIIe(ATOMATUN W CUMIITO-
MaTm9ecKast SIICTICHS ¢ TIOJTMMOP(MHBIMI MTAPpOKCU3MaMU.
Ha D3I BoIsIBIICHBI yMepeHHBIC nrpGy3HBIC N3MEHEHUS
OMOPUTMUKM TOJOBHOTO MO3Ta, SMWICNTA(GOPMHAS aK-
TUBHOCTh. HecMOTpsI Ha HOpMaIM3alio YPOBHS HATPUS
B KPOBH, y IEBOYKM COXpaHsIach rumeprepmus. Ha done
Teparmy BePOIIITMPOHOM, TPOMOOACCOM, TTAHTOTaMOM, IIe-
PaKCOHOM OTMeYaIach ITOJIOXKUTEIbHAS] TMHAMHUKA B COCTO-
SIHUY OOJIbHOIA.

B 3 roma 11 mec neBouka nepeHeciia OPBU, ocinoxxHuB-
IIyIOCST TTHEBMOHHMEH ¢ IbIXaTeJIbHOM HEIOCTaTOYHOCTHIO
¥ aHAJIOTUIHBIMY 3JIEKTPOJIUTHBIMU HAPYIIICHUSIMHI (THTICP-
HaTpUEMHUST), TTOTPEOOBABIINMU JICUCHUS B YCJIOBHSIX peaH!-
MAaIIMOHHOTO OTIC/ICHMS.

OO0beKTHBHBII CTATYC NMPH MOCTYIUIEHWH B JETCKOE OT-
nenenne DHII (4 roma 2 mec): cocTosiHME TAIUEHTKHN
TSDKEJI0e, CaMOYYBCTBHE CTpamaeT yMepeHHo. Poct —
102 cm (SDS=+0,04), macca tena 35 kr (SDS=+4,89),
UMT=33,64 xr/m> (SDS=+5,67). JuHamuka TIoKa-
3aTeieli MacChl Tejla W pocTa OOJIBHOU IIpenCTaBICHBI
B Ta0s1. 1. PeGeHOK HaxoauIicsl Ha HU3KOKAJIOpUIHOM aueTe
(1300 kxan/cyTkn), ¢ OorpaHMYEHNEM YTJIEBOMOB. JleBouka
MaJIOTIOIBIDKHA, Pa3IpaKUTeIIbHA TP OTKA3€e JaTh ¢l ITUIILY,
oTtMeuanach Oynumus. [1pu ymepeHHOU (usmyeckoii Ha-
TPpy3Ke TOSBIISIINCH OIBIIIKA 1 TTOBBIIICHHAS TTOTJINBOCTb.

INcuxonornmueckuii cTaTyc: pa3roBapWBacT, ITOHMMAET
00pallleHHYIO pedb, HAa KOHTAKT MAECT HEOXOTHO, KaIlpu3-
HHUYAeT, HO TIPH aaIlTalliy IIPOSIBIIIeT MHTepec. JIBIDKeHMS

Tabauya 1
Macca Tena, kr SDS NMT, kr/m? SDS

29 -1,14

22 +3,94 24,90 +4,36
30 +5,19 31,24 +5,69
28 +4,21 29,15 +5,17
32 +4,71 30,76 +5,37
35 +4,89 33,64 +5,67

B pYKax B TIOJTHOM O0beMe, CUIIUT, MOXET CTOSITh Oe3 TTO/I-
JepKKW, XOMUT TIpU mojanepxke. [IcuxopeueBoe pa3BuTHe
C JIETKO#1 3a/Iep3KKOHi, TIOBTOPSIET OAMH HA00p ¢hpas.

KoxHbIe TOKPOBBI YMCThIE, YMEPEHHO BIIaXKHBIE. Ha KOXKE
TPYIHOM KJIETKY CTIepe OTMEUAETCsT BhIpaXKeHHAsT BEHO3-
Has ceTb. Ctpuii HeT. [TonkoxkHast KjieTyaTka pa3BuTa u30bi-
TOYHO, pacripefiefieHa HepaBHOMEPHO, TTPEUMYIIIECTBEHHO
Ha XuBoTe U B obnactu rpynu (puc. 1). Ilepkyccust u ay-
CKYJIbTALIMS CEPIlIa U JISTKUX 0e3 ocodeHHocTeir. Y 11=24
B MunyTy. YCC=86 B Munyty. A/l Ha 06enx pykax =80/50—
40 MM pr. ct. [Tomaypust no 3—4 5i/cytku, aHype3. [Tonosoe
pazsutne: Tannep 1. HapyxXHble MOMOBbIE OPTaHbl Pa3BUTHI
TPaBWILHO, TIO XKEHCKOMY THITY.

Y [1eBOYKM TOCTOSTHHASI TUTIEPTEpMUST 0e3 KIMHUKO-
JTabOpaTOPHBIX MPU3HAKOB BOCTIAJIMTEIHLHOTO TIpollecca.
Konebanus temmeparypsl Teja OOJNBHON B TeUeHUE ITHS
TpeaCTaBIeHBI Ha puC. 2.

Benymie ciHApOMBI B HEBPOJIOTUIECKOM CTaTyce 0OJTb-
HOW — TICHXOTATOMOA00HKIH (coueTanne adpheKTUBHO-BO-
JIEBBIX HApYIIEHWI C arpeCCUBHOCTHIO W HETAaTUBU3MOM)
¥ JIOOHO-KAJJIE3HBI CUHAPOM (CUMITTOMOKOMJIEKC, BKITIO-

Puc. 1. BonbHas C. B Bo3pacTe 4 net 4 mec.




Cnyyaun n3 npakTUKHU
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Puc. 2. Tuctorpamma Temneparypbl Tefia 3a nepuog, rocnutanusaumn

YA OOINYyI0 PacTOPMOXKEHHOCTh, IYpPaIllIMBOCTb,
MMITYyJIbCUBHOE TIOBEICHNE, acTa3nio-a0a3nio, aKMHE3UIO
M aripakculo).

Pe3yabTaThl A0NOIHUTEIBLHBIX UCCJIEI0OBAHMIA: B OMOXIMM-
YeCKOM aHaJIM3¢ KPOBU IMPU3HAKY TACTUITAICMIH, KOHIICH-
TpaIy OCHOBHEIX 3JICKTPOJINTOB B TIpeieIax HOPMEIL.

B ropMoHaTEHOM aHaIM3e BEISIBJICHO CHIDKCHUE YPOBHSI
¢B. T4 o 10,3 mvons/i (HopMma 11,5—20,0) mpu HopMaTbHOM
nokazaresie TTT 1,9 MME/n (Hopma 0,64—5,7), uto ObL1O
pacIeHeHO KaK TIPOSIBIICHWE BTOPWUYIHOTO THUIIOTHPEO3a.
Taxke orMevascsa Hu3Kui ypoBeHb MDP-1, KoTopslii co-
ctaBu 56,6 Hr/mi (SDS=-1,3), 94T0 B COBOKYITHOCTH CO CHH-
JKEHMEM TEMIIOB POCTa HE TTO3BOJISICT NCKITIOUNTD Ne(PUITAT
TOPMOHA POCTa y MMAIMEHTKN, OMHAKO Ha MOMCHT TOCTIMTA-
JIM3AIIH 33IePXKKU POCTa Y ICBOYKH HE OTMEYAIOCH 1 TTO TsI-
JKECTH COCTOSTHUSI CTUMYJISIIIMOHHEBIC TTPOOBI Ha BHIOPOC
TOPMOHA POCTa HE MPOBOAWINCH. Y NEBOYKU COXPaHSIIACh
croiikas runeprpojakruneMust — 1067,0 MME/n (Hopma
90,0—540,0). BeistBieHO TTOBBIIIICHIE YPOBHS JICTITHHA, KOP-
penupytolee ¢ U30bBITOYHO Maccoii Tena (Taoir. 2).

HccnemoBanye ypoBHS MeTaHE(PHUHOB B CYyTOYHOI MOUE,
XpoMorpaHrHa A 1 HeiipoHcnerdmaecKoit 3Homas3s! (NSE)
B KPOBU OTKJIOHEHMIA He BBISIBIUIO. [1pr IMMYHOJIOTHYECKOM
WCCIIeAOBAHNN KPOBHU BEISIBJICH OTHOCUTEITEHBII MOHOIIATO3,
yBenmmaeHre monm NK-KjIeTok (HaTypallbHbIe KUJUIEPHI),
YTO KOCBEHHO CBHUIICTEIBCTBYET 00 ayTOMMMYHHOM TIpoIiecce
B opranmsme. immyHornooymmabt IgA, IgM, IgG B npenenax
HOPMBI.

I1pu noBropHoM nposBeaeHun KT HaamoyeuHMKOB ma-
TOJIOTUYECKUE U3MEHEHUST OOHapyXeHbl He Obutn. Ha MPT

Tabauya 2

PesynbTarbl rOPMOHALHOIO aHas13a KPOBY MaLMEHTKI NP MOCTYeHm
B OTZeNeHne

[OpMOHBI Pesynbrarbl Mgﬂg:'gﬂ':g Pegmz:a:ue
AKTT 10,4 nr/mn 7,0-66,0
KopTu3on (cbiBOPOTKA) YTPO 207 HMOb/N 123,0-626,0
lMponaktut 1067 ME/n 90,0-540,0
BroakTuBHbI NponakTuH 538,0 MME/n 64,0-395,0
TIT 1,895 MME/n 0,640-5,7
T4 cB 10,3 nMOonb/N 11,5-20,0
WHeynuH %) En/n 2,3-26,4
N®P-1 56,6 Hr/Mn 50,0-300,0
JlenTtuH 56,7 Hr/Mn 1,1-27,5
AnbOCTEPOH 425,0 nMonb/n 28,0-291,0
AKTVUBHOCTb PEHMHA MJ1a3Mbl 5,0 HI/MI/4 1,9-55

TOJIOBHOTO MO3Ta — TIPU3HAKM aTpoPUU KOPTHKAIBHBIX
1 CyOKOPTUKATBHBIX OTIENOB (puc. 3).

Taxske MPOBONMIIOCH MCCIICAOBAaHUE YPOBHS CaTypalllii
KHCJIOpoia B KPOBH Y peOeHKA B HOUHOE BPeMsT — CpeIHIE
nokasatean coctaBuin 80—83%, ¢ snm3omaMy CHUXKEHUS
10 60—63%, 4TO CBUAETEILCTBYET O CHHAPOME TMIIOBEHTHU -
JIuu y 00JbHOU. PeOEHOK KOHCYIbTUPOBAH OKYJIHUCTOM,
BBISIBIICHBI IIPU3HAKK BHYTPUUEPEITHOM TunepTeH3nn, OS —
pacxomsiieecs Kocoryasue, NICKITIoueHa IMMTMEHTHAsI JIeTeHe -
palms ceTYaTK!, XapakTepHast 1t cuHapoMa bapae-bus.

Mopb6uaHoe OXHpeHUe, ObICTPOIPOrpecCUpyrouiee
¢ 2 JeT, TUIIoTaIaMIdecKast TUC(YHKIIAS B BUAE TTonmba-
TUU ¥ TIOJUANIICUN, TICPCUCTUPYIOIIAs TUIICPHATPUEMMUST,
HapyIIeHNe TePMOPETYIISLINHI, CHIDKCHAE CaTypalliy KHC-
JIopoa B COYCTAHUU CO CTOMKOW TUIIEPIIPOIAKTHHEMMUCIH,
BTOPUYHBIM THITOTUPEO30OM IIPA OTCYTCTBHUU OOBEMHBIX
o0pa3oBaHUil B TOJIOBHOM Mo3re no gaHHbIM MPT 1mo3Bo-
JIMJIO YCTaHOBUTH muarHo3 — cuHapomM ROHHADNET.
Hespomornaeckast CMMIITOMAaTHKA ¥ KOPTUKAJIbHAS 1 Cy0-
KOPTHKAaJIbHASI aTpo(HsT TOJIOBHOTO MO3Ta, BEISIBICHHEIC
Ha MPT, MOTyT IBIATBCSA KaK IIPOSIBIICHIEM JAHHOTO CHH-
IpoMa, TaK W OCIIOXXHCHHUEM JJTUTCIIBHON KOMBI, KOTOPYIO
TepeHecIa MareHTKa B 3 rofa.

[To moBoay rumoTHpeo3a ManMeHTKe Ha3HaYeHA TePaITHst
JI-TupoKcrHOM, HaUMHasI C 25 MKT/CYT C TTOCIICIYIOIITM YBe-
JITIeHUEM 036! 70 50 MKT/CyT moa KOHTpoJeM cB. T4.

YuuThIBas BEIpAXKEHHOE CHIDKCHHE CaTypallii KICIopoaa
B KPOBH B HOYHBIC YaCHI ¥ TTOCTICAYIOIIYO TUTTOBCHTIISILIMIO,
namyeHTKe pekoMeHaoBaHo rposeneHne CUTTATT-tepanmin
(CPAP — Continuous Positive Airway Pressure) — meTom co3-
TAHWS TIOCTOSTHHOTO TIOJIOXUTEIHHOTO JaBJICHUS B IbIXa-
TEJTBHBIX ITYTSIX, B CBSI3U C BBICOKM PUCKOM BOSHMKHOBEHISI
artHoO® BO CHE M Pa3BUTHEM OCTPOM KapauopecTpaTOpHOM
HEJIOCTATOYHOCTH.

ITo pexoMeHmaIy HEBPOJIOTOB K TepaIriy J100aBJICHEI
HOOTPOITHBIN TpenapaT ((DeHOTPOIIIII) W TIPOTUBOSITIIICII-
THYECKOe CPelacTBO ((PMHIICTICHH) B 03¢, OKa3hIBAIOIIICH
TOJIOXKUTEILHOE NEeCTBHE HAa KOTHUTWUBHYIO (DYHKIIMIO
M TICUXOMOTOPHOE Pa3BUTHE, a TAKKE YMEHBIIICHHUE TTPH3HA-
KOB arpeccum.

O6cyxpeHue

B mromasistoneM OONBIIMHCTBE CIydaeB, KaK y JETei,
TaK M Y B3POCIBIX BCTPEUACTCST SK30TeHHO-KOHCTUTYIINO-
HaJIbHOE OXUpEHME, IS KOTOPOTO XapaKTepHbI JOBOJIBHO
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Puc. 3. MPT-kapTuHa ronoBHoro Moara 6osbHoii C.

MeIUIeHHAsI TIPOTrpeccysl IMPUOaBKM MACCHI Tela M COITYT-
CTBYIOIIIEE YBEIMUCHNE CKOPOCTH POCTa WJIM HOPMaTbHEIC
teMnbl pocta [9, 18]. Ha dhoHe Koppekuuu nutaHus u u-
3MYECKOM aKTUBHOCTH TP JAHHOM BUJIC OKMPEHUS OTMEYa-
eTCsI afjeKBaTHOe CHIDKeHne Beca. YpoBeHb MMDP-1 y nereit
C BK30T¢HHO-KOHCTUTYLIMOHAIBHBIM OXUPEHUEM OOBITHO
OTIpele/IsIeTCST Ha BepXHE TpaHMUIle HOPMBI IIJISI JaHHOTO
Bo3pacta |3, 5]. Y Haieii manueHTKy ¢ 2 JIET pa3BUBAIOCh
OBICTPOITPOTPECCUPYIOIIEe OXKMPEHNE, TUIOXO OTBEYAOIIee
Ha M3MEHCHME peXXMMa IMUTAHUS W COIPOBOXKIAOIIEECS
CHIDKEHUEM TeMITOB pocTta. YpoBeHb MDP-1 y neBouku Ha-
XOIWJICST HYDKE HOPMATHUBHBIX 3HAUCHMIA.

OTINYUTENbHON XapaKTePUCTHUKOW CHHIpOMA
ROHHADNET sgaBnsietcss HOpMmaJlbHOE pa3BUTUE IETEil
1o 2—4 neT, 1o Havaia MaHU(peCcTaIly TIEPBBIX CUMITTOMOB,
KaK TpPaBUJIO, ¢ OBICTPOIIPOTPECCUPYIONIETO OXMPCHUS.
C aT10oro rneproaa OTMEUYAETCsl CHUKEHUE TEMITOB CKOPOCTU
pocra. K 6—7 rogam Bce et ¢ cuanpomoM ROHHADNET
MMEIOT MOPOMIHOE OKMPEHHE, 9aCTO COUETAIOIICEeCs C BbI-
pakeHHOII TMHEKOMACTHEH, OTMEJArOTCS TICPBBIC PECITH-
paTopHBIC HapyIICHWS B BHIE allHO3. XapaKTepHBIMH
(eHotunmueckumu rpusHakamu cuHapoma ROHHADNET
SIBJISIFOTCS JTYHOOOPa3HOE JINIIO C OOJIBIIIMMHI IIIEKAMU, KOPOT-
Kasi Tojictas wmest. B ormmaue ot 6onesnu Muenko-KyimHra,
npu curapome ROHHADNET y OoJIbHBIX OTCYTCTBYIOT
KOXXHBIE U3MEHEHMS B BUE «MaTPOHU3Ma» 1 cTpuii [10].

[Ipobaema TMarHOCTUKM PAHHETO CTPEMUTEIIEHOTO 0K~
PEHUSI, COUETAIOUIETOCS C 3aIEPXKKON POCTa PU CUHAPOME

ROHHADNET, 3aximodaeTcs B CXOXKECTH KIIMHUYISCKUX
CUMIITOMOB C CUHAPOMOM ujau Oojie3Hbio KymmHra [1].
Cpenn 6 mauumeHtoB ¢ cuHapomom ROHHADNET,
omrcaHHBIX Bougneres P. 1 coaBT., THIICPKOPTU30IN3M
MOI03peBaJICs B ITOJIOBUHE CJTydaeB HA OCHOBaHUH ITporpec-
CHUPYIOLLETO OXXMPEHUSI B COYETAHUM C 3a[IepKKOIi pocTa [2].
V Hameit 6onbHOI B Bo3pacte 3 et npu nposeaeHun KT
3a0PIOITMHHOTO MPOCTPAHCTBA IT0 MECTY SKUTEJIHCTBA OBLIO
BBISIBJICHO 00BbeMHOE 00pa30BaHNe HaATIOYeUHIKA 1 3aITOI0-
3peH cuHapoM KyimHra. OnHako HopMasibHbIE TTOKa3aTes Ik
koptuzona u AKTI 1 npoba ¢ nekcamMmeTa3oHOM MO3BOJIMIA
WCKJTIOUNTD JaHHBII IUArHO3.

Y 3HAUNUTETHPHOTO YKCJIa ONMMCAHHBIX TAIIMEHTOB C CHH-
npomoM ROHHADNET umerncs aepuumt ropMoHa pocTa,
BTOPHWYHBINA TUTTOTUPEO3 ¥ TUTIOTOHAIOTPOITHBIN TUITOTOHA~
JIU3M, YTO B COUYETAHUU C TUMOTAIAMUYECKIM OXXUPEHUEM
HaBOIUT Ha MBICITb 00 0OBEMHOM OOpa30BaHUU TOJIOB-
HOTO MO3Ta, B TIEPBYIO ouepedb O KpaHMOMapuHTHOME.
Hns 6onbHbIX ¢ cuHapoMoM ROHHADNET Ttakske xapak-
TEPHBIM JJa00OPaTOPHBIM MPU3HAKOM SIBJISIETCS TTOCTOSTHHAS
yMepeHHasI THIIePIIPOIAKTIHEMHS. B HallleM KIIMHNTIeCKOM
CJIydae W3 BBHIIICTICPEUNCIICHHBIX IIPU3HAKOB Y TAIIMCHTKH
WMEJICST BTOPUYIHBIN TUTIOTUPEO3 W CHIDKCHHEIN YPOBEHD
N®P-1, KocBeHHBIN TTPU3HAK OePUIIMTa TOPMOHA POCTa,
HEOTHOKPATHO OIIpeAeIsICS MOBBIIICHHBIA YPOBEHD IIPO-
JakTrHa B KpoBu. [1pu npoBenenun MPT-uccienoBanust
TOJIOBHOTO MO3Ta 00beMHBIX 00pa30BaHMil Y OOJTEHO BBI-
SIBJICHO He ObLIO.



CUMIITOMBI BETETaTUBHON AUCPETYIISIIIAN BCTPEIAFOTCS
TPAaKTUYECKN y BeceX 00bHBIX ¢ cuHapoMoM ROHHADNET.
OCHOBHBIM TIPOSBICHUEM IUCPETYIISIIINN BETeTaTUBHOMU
HEPBHOM CHUCTEMBI SIBIISICTCS TUIIO- WUIM TUIICPTCPMUS.
Taxkske MOXET OTMeUaThCsl 3pauKoBast TUCHYHKIINS (TIpe-
MMYIIECTBCHHO N3MEHEHHAsI peakiMsl Ha CBET) M CTPadu3M,
HapyieHre MoTopuku 2KKT. NactpouHTecTHHANIBHBIE HA-
PYIICHUS TIPOSBIISIIOTCS 3alI0paMU WIM XPOHMUYECKOM T1a-
peeii [2].

Y gactu GOJBHBIX OTMEYAeTCs TTOBBIIICHHBIN YPOBEHD
TIMKEMHUU TIPW TIPOBEACHUN OPAJTbHOTO TJIOKO30TOJC-
pantHoro Tecta (OI'TT), mipu 3TOM Oa3abHBIN YPOBEHB
WHCYJIMHA U TIOCIICAYIOIINE €T0 IToKa3aTeIn B TCUCHHE TIPO-
Beneuud OI'TT rtaxke moBbimeHbl. OMHAKO B TAKOM K€
TIPOIICHTHOM COOTHOIIIEHNY MOXET OIPEACIISTHCS U TIOHN-
JKEHHBIN 0a3aIbHbII YPOBEHDh MHCY/IMHA M HU3KUIA €T0 BEI-
Opoc Ha CTUMYJISIINIO TIIOKO30# [4]. DTH OTKIOHECHUS
CBSI3aHBI ¢ HAPYIICHUSIMHM TUTTOTAIAMUYECKON PETYIISIIIAN
CeKpeIMy MHCYJIMHA TTOIKEITyIOYHOM XKele30ii. YPOBEeHb
JISTITWHA B TU1a3Me y 601bHbBIX ¢ cuHapoMoM ROHHADNET
CpPaBHIM C TaKOBBIM Y TTAIIMEHTOB ¢ KOHCTUTYLIMOHAIEHO-
5K30T€HHbIM OXKMPEHUEM C aHaTorndyHbiM UMT.

l'umepHaTpreMusi, OTMeYaroIIascst y 00JbHBIX ¢ CHHIPO-
moMm ROHHADNET, He 00yciioBieHa HecaxapHbIM auade-
TOM, Y KIIMHUYIECKH ITPOSIBIISICTCS HEMOCTATOYHBIM O0BEMOM
CYTOYHOI MOYH. YPOBEHb OCMOJISTIBHOCTI KPOBH, KaK TIpa-
BWJIO, OCTacTCs MPU 3TOM HEM3MEHEHHBIM, OCMOJISUTBHOCTD
Mouu B npeaenax 680—851 MOCMOII/KT B paHHUE YTPEHHUE
YJachl M TI0CJIC BOMHOW IEIpUBAIlUM. Y YacTH ITAIIICHTOB
OIMCAHO YepeloBaHUE SMU30J0B TUIEP- U TMITIOHATpUE-
MWH, 9TO CBUICTEIBCTBYET B ITOJIB3Y HAPYIICHUS TUITOTAJIa-
MUYECKOM perysisiLiii BOMHOTO OOMeHa. Y Hallleii MalueHTKU
TUTICPHATPUEMUS Pa3BIIIach CIIOHTAHHO, Ha (DOHE YIOBIIET-
BOPUTEIHLHOTO COCTOSTHUSI, I TIPEIIIICCTBOBAIA Pa3BUTHIO
KapauopecIpaTopHOro Kpr3a.

KapmmopecnmpatopHble KpU3bl — KpPaTKOBPEMEHHEIC
SMMU301bI OCTAHOBKM IBIXaHWUS M CEpHCUYHON MeATeIbHO-
CTH, BCTpeUaroIIuecs: 6ojice YeM y ITOJOBUHBI TTAlICHTOB
¢ cuaagpomoM ROHHADNET [2, 10]. TakuM cocTOSHUSIM
O0OBIYHO MPEAIIECTBYIOT PECIIUPATOPHbIC HAPYILIEHHWS, Ma-
HUMECTUPYIOIINE CHIKCHUEM CaTypallii W TTOSIBIICHUEM
aItHO® BO CHE, IOSIBJISIIOLIMECS 32 6—25 MecsleB 10 Kap-
THUOMYTbMOHAIBHBIX KPH30B. Y OOJBHBEIX MMEET MECTO
aJTBBEOJISIPHAS TUTTOBCHTIUISAIINS PA3IMIHON CTETICHU TsDKe-
CTH, Y KaK pe3yJIbTaT Pa3BUBAIOTCS THIICPKAITHIS 1 THITIOK-
cemusi. HekoTopsIM marmmeHTaM U3-3a TSDKECTU COCTOSTHUS
MOKET TTOTPeOOBAThCS CYyTOUHASI MCKYCCTBCHHAS] BEHTHJISI-
WS JIETKUX. B OTHEeTbHBIX ClTydasix, HeCMOTPST Ha OKa3aHUe
BEHTWISILIMOHHOM M peaHUMALIMOHHOM TIOMOIITHN, Kaparope-
CITMPATOPHBIC KPU3BI MOTYT IIPUBECTH K JICTATBHOMY MCXOY.
l'irroTamamyc, CTBOJI TOJIOBHOTO MO3Ta U BECh TOJIOBHOM MO3T
B 1LIEJIOM Y YMEPIINX OT KapIUOPECIIMPaTOPHBIX HAPYIIICHUI
OOJTLHBIX Ha ayTOTICHH, KaK ITPaBUJIO, HOPMAaJIbHEIE, 0€3 BOC-
TaJINTETLHOTO JIM3MCA OTUX TKaHel [2].

laHTIMOHEBPOMEI IMArHOCTUPYIOTCS, KaK IIPABUJIO, B BO3-
pacte 7—8 JIeT TTocyie pe3KOro IIPOTrPeCcCUPOBAHIS OXKMUPEHUSI,
JIOKAJIM3YIOTCS B 3aIHEM CPEAOCTCHUN 1/ WIN HAIITOUCTHH -
Kax, pa3IMJIaroTCs 10 pa3Mepy 1 B CPETHEM COCTABIISTIOT OT 1,5
110 2,5 cM B muameTpe. [1pu TMcTomormaeckoM uccaeI0BaHuI
TaHTJIMOHEBPOMBI COCTOSIT M3 TAHIVIMOHAPHBIX KJIETOK (He-
KOTOpPBIC U3 HUX MOTYT OBITh HE3PEIBIMI) U 3PEJIBbIX IIIBaH-
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HOBCKUX KJIETOK (3pesiast ctpoma) [13]. 1l TaHTIMOHEBPOM
He XapaKTepHBI KJICTOYHAST aTUIINSI, MUTOTHYECKAsT aKTUB-
HOCTh 1 HEKPO3 KJIETOK. B ricciiemoBaHm, TIpeaCcTaBIeHHOM
Goto S. 1 coaBr. (2001), omHOCTOPOHHME HAIITOUCTHUKO-
BBIC TAHTJIMOHEBPOMEI HE CEKPETHPOBAIN KATEXOJIAMIHEI
WA METa0OJINTH KaTeXOJJaMUHOB, M HA B OTHOM CITydac
He OBUIO 3HAYMMO UIMTEIBHBIX 3MU30J0B AMaper, KOTO-
pbIc CBUIETEIBCTBOBAIM OBl O CEKPEINM TaHTJIMOHEBPO-
MOI Ba30aKTHMBHOTO MHTECTHMHAJIBLHOTO IOJIUIICIITHAA [§].
HeckonpKo Ipyrux CXOXWUX UCCICTOBAHMI TIPEITIONIArafoT
B3aMOCBSI3b MEXKIY HEePOoOIacTOMOI W ayTOMMMYHHBIM
MMapaHeOIUIACTHICCKIM CHHIPOMOM, TIPUBOISIINM K THIIO-
Taammaeckoit nucperyisunn [20]. Tot daxkr, 9To y ABOMX
JIETE C OIMyXOJIbIO OBLIA IIPOBEICHA €€ PE3CKIINS, BIIOCIICI -
CTBUM 0€3 KaKMX-JIM00 KIMHUICCKNX WA TOPMOHAIBHBIX
M3MEHEHU, HABOIUT Ha MBICITb, UTO ITapaHeOIUIaCTIICCKAsT
CeKpelMs N30BITOYHOTO KOJIMYSCTBA HEMPOTICIITUIOB OITy-
XOJIBIO HE MOTJIA CTIOCOOCTBOBATH SHIOKPUHHBIM WJIN THITO-
TagaMmdecKuM TposBieHussM cuaapoma ROHHADNET.
Ha KT-cnnmkax y 60ombHBIX ¢ cuHapomoM ROHHADNET
KaJTbIIN(PUKATBI B OITYXOJIM HE OIPENeISIINCh, B TO BpeMsI
KaK OTHOCHUTEIHHO YacTO B OOJIBIIION BRIOOPKE OOJTLHBIX OHHI
XapaKTePHBI JIJIT N30 IMPOBAHHBIX TAHIIMOHEBpoM [11, 19].
l'oMoBaHMIMHOBAS KMCITOTA, BaHIMIMIHIATEHAS KMCIIOTA,
MeTaHe(pUH, HOpMeTaHeDpWH, SMTUHEDPUH U HOPOIIIHU-
HepHH, TOTTaMIH He TIOBBIIICHBI Y OOBHBIX ¢ CHHIPOMOM
ROHHADNET. I1pu 6o:bl110#i BEIOOPKE HaLreHToB (n=49)
C M30JIMPOBaHHBIMU FAHIIMOHEBpOMaMU B 37% ciiydaeB OT-
MeYaJIoCh MOBHIIIICHIE YPOBHE TOMOBAaHWIMHOBOI 1 BAaHU-
JIMJIMUAHIATBHON KUCIIOTHI [6].

g 6onpHBIX ¢ cuHapoMoM ROHHADNET xapakTepHbI
PpasIMIHbIC TTOBEICHICCKIEC HAPYIIICHNS B BUIC ayTUICCKIX
PacCTpOMCTB, YMCTBEHHOM oTcTamocT. CTeneHb YMCTBEH-
HOI OTCTAJIOCTA MOXET BapbUPOBATh Y 3THX OOJIHHBIX OT JIET-
KO 10 ymMepeHHOoU. M3 HeBpOJIOrMYECKUX IPOSBICHUMA
HanboJIee 9acTO BCTPEUAIOTCS TeHEPATM30BaHHBIC TOHUKO-
KJIIOHMYECKUE CYyTOPOTH, 00CECCHBHO-KOMITYJIbCHOHHEIC 3a-
OoJIeBaHMS ¢ SIM304aMU TIcuxo3a [2].

Tabauuya 3
CpaBHuTENbHAS KIMHMYECKAs XapaKTEPUCTIKA MALMEHTOB C CUHAPOMOM
ROHHADNET 13 aByx Hanbonee KpynHbix uccnenoBanmii [2, 10]

Ize-Ludlow D.,  Bougneres P.,
2007 [10] 2008 [2]

Yucno nauveHToB 15 6
PanHee nporpeccupyiolLiee oxupeHie 15/15 6/6
YMeHbLLEHNE TEMMOB CKOPOCTM POCTa 4/15 4/6
g;ggaimme BbiOpoca CTI™ npy CTUMYNSILMOHHBIX 915 46
Hapnoye4H1koBas HeAOCTATOYHOCTb 4/15 2/6
CuHppom Kywmtra 0/15 1/6
[nepHatpuemus 715 6/6
HecaxapHblit avabet 5/15 0/6
neprponaktuHemus 715 4/6
[MNOroHaZOTPONHbIA MMNOrOHazM3M 5/15 4/6
lMpexpneBpemMeHHbIi nybeptat 2/15 0/6
PecnupatopHbie HapyLueHus 15/15 6/6
KapavopecnupaTopHble apecTbl 9/15 3/6
CvMNTOMBI AMCPEryNsILM BEreTaTMBHOM HEPBHOI 915 26
CcuCTEMBI

Onyxonu LEHTPATILHOTO HEPBHOMO rpedHs 5/15 6/6
[aHrn1oHeBpOMbI 1/15 5/6
HeiiponoBeneHyeckue 3abonesaHns 8/15 2/6
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B tabmmiie 3 mpencraBiieHa cpaBHUTEIbHAS KITMHUIECKAst
XapaKTepPUCTHKA MManeHToB ¢ cuHapoMmoM ROHHADNET
W3 IByX HaboJIee KPYITHBIX MccaenoBanmii [2, 10].

B pannem nerctse cuanpomM ROHHADNET moxer BbI-
3BaTh 3aTPYTHCHUS B IMATHOCTUKE W IIPUHST 32 OKMUPECHUE
TIPY MHOTUX APYTUX CUHAPOMAX, CBSI3aHHBIX C TTON(arueii.
HuddepeHInaTbHas TMarHOCTUKA TODKHA TTPOBOIUTHCS
¢ cunapomamu Ilpanepa-Buinu, Jloypenca-MyHa, bapne-
bunna u nepunimTom enTuHa.

Heduumt genTruHA y 9eJoBeKa XapaKTepu3yeTcs TshKe-
JIBIM TIPOTPECCUPYIOLINM OXHMPEHUEM ¥ BBIPAXKEHHOM T10-
ymcarueii [14]. ITo cpaBHEHUIO ¢ OOIBLHBIMU C CUHIPOMOM
ROHHADNET y HUX oTMeUaeTcsl OUeHb HU3KHIT YPOBEHD
JienTuHa. B mepBble Mecsibl )KU3HU Y OOJIbHBIX € AeULIK-
TOM JIEITUHA Ha0JIIonaeTcst ObICTpas prbdaBKa Macchl Teja,
COITPOBOXKIAIOIIASICST TSDKEJION TToIMdarneit m arpeccus-
HBIM TIOBEICHUEM TIPH OTKA3€ Jaul eIbl. Y 9acTH MTAlIeHTOB
C HU3KMM YPOBHEM JICTITUHA HAOJII0aeTCsl paHHSIsI 3a/1epXKKa
pocta 1 1e(ULIMT FOPMOHA POCTa C OTCYTCTBUEM €T0 BhIOpoca
Ha CTT -cTUMYISLIMOHHBIX TecTax, HU3Kuit ypoBeHb MDP-1,
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HeTIPaBWIBHBINA ITyOepTar, TabopaTOpHO MOATBEPKICHHBII
TUIIOTOHAIOTPOITHBIN rimoroHann3M. Ozata 1 COaBT. OITUCHI-
BalOT B CBOMX pabOTax IMaTOJIOTUIO CUMIIATIIECKOI HEPBHOM
CHCTEMBI ¥ OOJTBHBIX ¢ HU3KMM YPOBHEM JICTITUHA, COYeTa-
1ourytocs ¢ aedekraMu B 3 PEPEeHTHON peryisiiuv TepMo-
rexesa [17].

ITpuBeneHHBIH KIMHUYECKUI Cllydail oTpaxkaeT COBO-
KYITHOCTb CHUMIITOMOB U JMAarHOCTMYECKUX MPHU3HAKOB
cuaagpoma ROHHADNET. Paszauiia Bo BpeMeHU MaHM(e-
CTallM MEXKJIy PAHHUM SHAOKPUHHBIM OXUpPEHUEM U OoJiee
MO3AHUMHU BEHTUJISILMOHHBIMU MIPOSIBIEHUSMU CUHApPOMA
MOXKET NPUBOAUTH K AMAarHOCTUYECKHM OLLIMOKAaM, Pa3BUTHIO
OCJIOXKHEHUI 1 JIeTalbHOMY Mcxoay. YacTble Kapauopecnu-
paTOpHbIE HapYILIEHUsI U BO3MOXKHbBIE >KU3HEYTPOXAIOLINe
COCTOSIHUSI Y JAHHOM KaTeropruu NaureHTOB IUKTYIOT MOUCK
HOBBIX METOAOB 3(PHEKTUBHOM Tepanuu, MPUBOASIIIUX K 10-
CTUDKEHUIO TTPUEMIIEMBIX MTOKa3aTeseit MacChl TeJla U TTOBbI-
1LIEHUIO KaueCcTBa >KU3HU OOJIbHBIX.
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