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HeoHaTanbHas runepHATpMemMms — COCTOSIHUE, MPK KOTOPOM KOHLLEHTPALMS HATPHS B KPOBU HOBOPOXAEHHOTO pebeHKa npesbilaeT
145 mmons/n. MPUYMHAMM AAHHOM NATONOTMM MOTYT SBASTLCA 3060NEBAHNA NOYEK, SHAOKPUHHbIE NPOBNEMbI, TPAHCAEPMATbHbIE MO~
TepM BObI, STPOreHHas neperpyska Hatpuem. Kpome Toro, ofHMM 13 BaXHbIX GAKTOPOB, MPUBOASLMX K TMNIEPHATPUEMMM, OCTAETCS
06€e3BOXMBAHME BCIIEACTBME HELOCTATOYHOCTH PYAHOrO BCkapmnmeaHms. KnuHuueckmne npusHaku BKNIOYAIOT B ce6si: 3HAUUTENbHYIO
MOTEPIO MACCHI TENA, CHAXEHME TYPropa KOXM, 6eCrnoKOCTBO, MOBLILIEHUE TEMNEPATYPbI TENA, CYA0POrH, O TAKXE NPsiMyto runepbu-
nnpy6uHemmio. OCHOBHLIMU OCTIOXHEHUSIMU IAHHOTO COCTOSHMS SIBASIKOTCS BHYTPUYEPENHbIE KPOBOU3NUSAHMS, TPOMBO3 BEHO3ZHOTO CH-
HYCO M OCTPbIN HEKPO3 MoYeyHbIX KaHanbLes. C Lenbio KOPPeKLMM TMNEPHATPUEMUM UCMONb3YETCS MHDY3UOHHAS TEPAMMS U OAEKBAT-
HOe nepopanbHoe nuTaHue. B cratee npeacTaBneH KNMHMYECKMI CYHai TMNEPHATPUEMMM Y HOBOPOXAEHHOTO pebeHka, obycnosneH-
HOM runoranaktmeit y matepu. Llenbio gemoHcTpaumm sBnsSeTCs MOBLILEHME OCBEAOMIEHHOCTU M HACTOPOXEHHOCTM CPean
BPAYEN-MEANATPOB U HEOHATONIOTOB O BO3MOXHOCTM BO3HMKHOBEHMS [JAHHOM NPOGIEMBI.
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Hypogalactia as a cause of neonatal hypernatremia
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Neonatal hypernatremia is a condition in which the concentration of sodium in the blood of a newborn child exceeds 145 mmol/I. The causes of this pathology
may be kidney disease, endocrine problems, transdermal water loss, iatrogenic sodium overload. In addition, dehydration due to insufficient breastfeeding re-
mains one of the important factors leading to hypernatremia. Clinical signs include: significant weight loss, decreased skin turgor, anxiety, fever, seizures, and di-
rect hyperbilirubinemia. The main complications of this condition are intracranial hemorrhages, venous sinus thrombosis and acute renal tubule necrosis. Infusion
therapy and adequate oral nutrition are used to correct hypernatremia. The article presents a clinical case of hypernatremia in a newborn child caused by hypoga-
lactyly in the mother. The purpose of the demonstration is to raise awareness and alertness among pediatricians and neonatologists about the possibility of this
problem.
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Y HOBOPOXAEHHBIX AeTelt B CUy BbICTPbIX TEM-  TOM CUCTEMbI M MHTepcTUuManbHoro obvema [1, 2]. Hop-

NoB POCTa HAOMBONEE BLICOKA NOTPEBHOCTL B BOAE M SMEKT-  MANbHBIE MOKA3ATENM HATPUS B CIBOPOTKE KPOBU Y HOBO-
ponutax [1]. HaTpuit — OCHOBHOM KOTMOH BHEKNETOYHOM  poxaeHHoro pebeHka HaxoasTcs B auManasoHe ot 135 go
XUAKOCTH, onpeaensiowmit cTabunbHocTs BHyTpucocyamc- 145 mmone/n [1]. YposeHs Hatpus B kposw oiwe 145 mmonb/n
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aBnseTcs NaBOPATOPHLIM MOKA3ATENEM, CBUAETENbCTBYIO-
WM O PA3BUTUM HEOHATANbHOM runepHatpuemmn (P74.2
Oucbananc Hatpus y HoeopoxaerHoro) [3, 4, 5]. BaxHsi-
MM MEXAHU3MOMM pPerynsumm 6anaHca HATpMs B OPraHu3-
Me BbICTYNOET COYETaHHAs paboTa NoYeK U SHAOKPHUHHOM CHc-
Tembl (GHTUAMYPETUHECKMI TOPMOH, PEHMH-QHMMOTEH3UH-Orb-
[OCTEPOHOBASI CHCTEMA, NPELACEPAHbIM  HATPUNYPETUIECKMIA
dakrop). banaHc Mexay BHYTPUKNETOUHOM M BHEKIETOYHOM
XMOKOCTSIMM NOAREPXMBAETC KOPPEKTHOM paboToM BCex Me-
XQHW3MOB, BAMSIOLLMX Ha romeocTas Hatpws [ 1, 2, 6].

OcHOBHBIMM POAKTOPAMM, MPUBOASLIMMM K PA3BUTHIO
TMNEPHATPUEMMM, BBICTYNAIOT: M3BLITOYHAA HEOLLYTUMAs
noTeps XMAKOCTH, OCMOAMYPE3, Anapesi, 3BbIToYHOE Noc-
TyNAEHUE B OPraHM3M SK30rEHHOIO HATPUS M NOYEYHAs He-
poctatoyHocTs. Kpome TOro, AOBOMBHO 4ACTO rMMepHaAT-
puemus sensetcs cnepctenem gernapatammm [1, 3, 6]. Oc-
HOBHblE d)GKTOpr pMCKO Y OOHOLWEHHbIX HOBopO)KJJ,eHHbIX
CBSI3AHbI C POHHEN BBIMUCKOW M3 CTALUMOHAPA Npu Hesb-
bekTMBHON NoAAEpXKE NAKTALMM MM HEAOCTATOYHOM Bbi-
paboTke rpyaHOro MONOKA, NPMBOAALLEN K NAKTALMOHHOM
HegocTtatouHoctn [6]. Knunnuecku runepratpuemus npo-
SBNSETCS PAAPAXUTENbHOCTbIO/ MPOH3UTENbHBIM MAQYEM,
ANUTENbHBIM KOPMIIEHUEM, YPEXEHMEM MOYEMCMYCKAHMH,
CHMXEHMEM MACChl Tend, JIMXOPAAKOM, XENTYXOW, TaXM-
KOPAMEN, TMMOTOHMEN U3MEHEHWUEM YPOBHS CO3HAHMS, Pa3-
BMTMEM CYAOPOXHOTO CMHAPOMA M METABONMYECKOTrO ALy~
nosa[1, 3, 7].

Nepeble COOBLLEHMS O TMNEPHATPUEMMYECKON AETUAPA-
TAUMK eTel, HOXOAAWMXCS MCKIIOUMTENBHO HA FPYAHOM
BCKOPMMBOHWM, B MAPOBOM HAYYHOM NUTEpPaType MosiBM-
nuck Tonbko B koHue 70-x rogoe npownoro seka. OgHako,
nepeble GonblME UCCIEAOBAHUS M META-AHANMU3bI, MOCBS-
LLEHHbIE OLEHKE PACMIPOCTPAHEHHOCTH M NPUYMHAM PA3BU-
TS COCTOSHMS, nosieunucek B koHue 90-x, nocne ysenuye-
HWSI 4YOCTOTbI BCTPEYAEMOCTU TMNEPHATPMEMMMU Y HOBOPOX-
peHHbix [8]. HecMoTps Ha cpasHuTEnbHO HEeManoe konuue-
CTBO MCCNENOBAHMM, BONPOC O MOAJIMHHOM PACMPOCTPAH-
HEHHOCTM HEOHATANbHOM MMNEPHATPUEMMM MOKA OCTAETCS
oTkpbIThiM. CBS3aHO 3TO B NEpBYIO oYepensb ¢ reorpadmye-
CKMMM U PETUOHANbHBIMIK OCOBEHHOCTSIMM, C OFPAHUYEHHOM
AOCTYMHOCTbIO BOMbHUYHBIX AAHHBIX M TPYAHOCTMW Opra-
HU3AUMM KATAMHeCTHYeckom cnyx6ebl [6]. daHHble pasnuy-
HbIX WCCNENOBAHMI MO YACTOTE BCTPEYAEMOCTM HEOHa-
TQNbHOM IMMNEPHATPUEMUM PASHSTCS B LWMPOKOM AMana-
30HE: N0 Pe3ynbTaTam 7 UCCNefoBAHMM, NPOAHANU3UPO-
BaHHbix Zakerihamidi M. et al., sta yactota cocrasnsier ot
1,38% po 6,45%, Torpa kak no paHHbiM Arora |. et al. —
4,7% [3, 9, 10]. CpegHss 4acToTa BCTPEYAEMOCTU HEOHA-
TanbHOM rMnepHaTpuemmnn B Poccun coctasnser 2% [3].

OnacHocTb rMnepHATPUEMMU OBYCNOBREHA TEM, 4TO
yBefMYeHUe OCMONSIPHOCTH MIA3Mbl KPOBM BbI3bIBAET PA3-
BMTME MMNEPTOHMYECKOTO COCTOSIHMS, YTO B CBOIO O4Yepenb
BefiET K ePOPMALMK 1 PASPYLLUEHMIO KNETOK. YMEHbLUIEHME
PO3MepOB KNETOK B LEHTPASbHOM HEPBHOM CUCTEME NPUBO-
AT K OTCNIOEHMIO BELLECTBA FONIOBHOMO MO3rd OT MEHMHre-
anbHbIX 0BONOYEK, PA3PbIBY COYCTHI MYBOKUX M NOBEPX-
HOCTHBIX BEH M, KOK CEACTBME, K BHYTPMMO3IOBbIM KPOBO-
MBNUSHWAM, TPOMBO3Y BEHO3HBIX CUHYCOB M/ MK MHGAPKTY

[5, 7]. Kpome Toro, HeapekBaTHbIM NOAXOH K CKOPOCTM
CHUXEHMS HOTPUS B CIBOPOTKE MOXET MPMUBECTU K PA3BM-
THIO CyBOPOT M oTeka ronosHoro mosra [1, 3, 8]. Cpeau ot-
AANEHHBIX MOCNEACTBUIM MMNEPHATPUEMMM MOXHO Bblfe-
fIMTb YMCTBEHHYIO OTCTQNIOCTb M O4ArOBbLIE HEBPONOTMYe-
ckue Hapywenus [3, 7].

HeoHatansHas runepHatTpueMus TpebyeT HEOTNOXHOM
MEIMLMHCKOM NOMOLIM Ansi KOPPEKUMM HAPYLUEHUM C
Lenblo MPEeAOTBPALLEHHS NIETANBHOTO MCXOAA M YIyuLIEHMs
nporHo3a ans xusuu pebenka [11]. ns seibopa cnocoba
KOPPEKUMU TUNEPHATPUEMMM MEPBOCTEMNEHHBIM SIBASETCS
onpeaeneHne STMONOIMYECKOro GaKToOpd, OLEHKH BOSIEMM-
Yeckoro cratyca u coctosHus rmapataumm [1]. Tepanestu-
YecKuMe MepOmnPUATUS BKITIOYAIOT B ce6s MHPY3UOHHYIO Te-
PANMIO U OAEKBATHOE SHTEPANBHOE MUTAHWE HOBOPOXAEH-
Horo peberka [1, 3].

HeoHaTanbHas rvnepHaTpMemMus B HaCTOSLLEE BPEMs
OCTAETCs AKTYANbHOM NPobnemoi NeauaTpUYecko cyx-
661. CneupanmucTam NepBMYHOrO 3BEHA HEOBXOAMMO KOHTP-
ONMPOBATL MPUMOABKKM MACCHI TENA, YACTOTY MOYEMCIYCKA-
HMI U CTYNA Y HOBOPOXAEHHbIX AeTei Ha NemMaTpuyeckom
y4actke. [ToMMMO 3Toro, BaxHbIM HOKTOPOM SIBIISIETCS YPO-
BeHb naktaumm mateper. C LLenblo NOBbILIEHWS OCBEAOM-
NIEHHOCTU BPAYEMN U NPEdyNPexXAeHUs PA3BUTHS TMMNepPHAT-
puemnmn y pebeHka Ha poHe rMNOranakTMm NPUBOAUM Kin-
H1ueckoe HabniogeHue. [NonyyeHo MHPOpPMUpPOBAHHOE CO-
rnacue.

KnuHnueckuin cnyuait. Ha 12 cytku xu3mHu gesouka B.
MOCTYMMUIA B OTAENEHUE PEAHUMALMM M MHTEHCHBHOM Tepa-
MMM HOBOPOXAEHHBIX M HepoHoweHHbix aeteit (OPUTH)
rBY3 «ArKb N29 um. I'H. Cnepanckoro 13M». Mama pe-
HeHka npenbsenana xanobel Ha NOTEPIO B MACCE Tena, Bsi-
noctb, cnaboe COCAHME, OTCYTCTBME MOYEUCTYCKAHMS Bo-
fee CyTOK.

N3 aHaMHe3a XM3HKM M3BECTHO, YTO PeBEHOK OT NepPBOM
HepemeHHOCTH, B | TpUMECTpe OCNOXHEHHOM PA3BUTUEM
cybKIMHUYecKoro rmnotupeosa, Ha |l Tpumectpe — rena-
TO30M GEpEeMEHHbIX, OT MEPBLIX CPOUHBIX POAoB Ha 39 He-
nene. Macca Ttena npu poxpeHun cocrasnsna 3630 r,
anvna tena 54 cm, no wkane Anrap 8/9 6annos.

Co cnoe matepu, Npobembl C MOYEMCTYCKAHUEM Y pe-
6EHKa OTMEYANUCH C POXAEHMS — MOUYMIACH HEPETYNAPHO,
3MM304bl QHYPHM JIIUTENBHOCTbIO OKONO CyTOK. [1pu natpo-
HaXe HO 5 CyTKM XM3HM YHOCTKOBBIA NEAUATP OBHAPYXMN
ybbib maccsl Tena 6onee 20%, B CBA3M C 4eM MM Bbinn pe-
KOMEHOOBAHbI €XE[HEBHbIE U KOHTPOJIbHLIE B3BELIMBAHMS,
OOKAPMITMBOHME CLEXEHHBIM TPYAHbIM MOJIOKOM MATEpPH,
MpU HEOBXOAMMOCTH [OMONHUTENBHOE BBEAEHME CMECH,
TAKXe KOHTPOMb AMYpe3a u cTynd. [laHHble pekomeHaaumMm
MONHOLEHHO He COBMIOAANMCH, O BBEAEUE CMECH BbI3BANO
y pebeHKa AMCNEenTUHECKME PACCTPOMCTBA B BMAE CPbITK-
BOHMM M 4OCTOTrO HEMEPEBAPEHHOTO CTyNa.

Mpu noctynnennn 8 OPUTH cocrosHune peberka oue-
HMBONOCh KaK Tsxenoe, obycnoenernHoe Il cTaaunen
5KCMKO3d, BENKOBO-3HEPTETUHECKON HEAOCTATOYHOCTBIO W
TSKENbIMM  DNEKTPONUTHBIMK HAPYLEHUIMM (rMnepHaTpe-
mus, runepxnopemus). [Npu nposefeHn aHTponomeTpuye-
CKMX M3MepeHmit macca Tena pebenka coctasuna 2650,
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Tabnuua 1. JlabopatopHsie nokasatenu naumerHta B. B auHamuke
Table 1. Laboratory parameters f patient V. over time

. Mox Ha 1 gens Ha BTopebie cyTku 3a ABa AHs fo [Mpw BbinKCcKe
okasarerb npebLiBaHMs B BBINUCKM (12 pens
nocTynneHM  Tepanuu

cTauMoHape (10 penb Tepanum) Tepanuu)
TemornobuH (r/n) (N: 117—155 r/n): 214,4 184,4 145,8 162 151
lematokput, % 66,6 59 46,4 46,1 42,3
Tevikoupsi (103 /mkn) (N: 5,0—19,5 103 /mkn) 11,62 16,59 11,25 17,57 15,58
Hetitpodunsl nanoukospepHbie/
cermeHTosfepHble (%) (0—8/17—36) 4/37 4/34 7/25 4/15 4/28
Tpombouutsi (103/mkn) (N:149—409 209 5 2020 103.5 243 295
103/mkn) ! ! !
YposeHb Hatpus (MMonb/n)
e 187 176 168 137 136
YposeHb xnopa (MMons/n)
(N: 98—107 mMons /) 147 113 111 102 100
Kpeaturun (mkmons/n) (N: 16—74) 147 — 56 44 44
Moueeuna (MMonb/n) (N: 1,7—8,3) 34,8 = 4,7 3,5 3,5
CPbB (mr/n) (N:0,1-8,2) 0,8 1 0,3 0,8 0,2
niokosa (MMons/n) (N:3,3—5,5) 55 57 4,1 3,9 4,3

Moces Ha M1kpodnopy
KQIQ: BbISIBIEH

Mwukpobuonoruueckue nccneposanms
Staphylococcus aureus,

MMoceB Ha MHKpOdOPY OTAENSEMOrO HOCOTOTKM: BbISBAEH
Staphylococcus aureus, Streptococcus viridans group

Acinetobacter baumannii

*CPb — C peaktusHbiit 6enok

noteps B Bece coctaensna 27% (980 r) or maccsl npu pox-
AeHnn. [pu PU3MKANBHOM OCMOTPE ONPERENsNMUCh 3HAYM-
TENbHAS CyXOCTb KOXM M CIM3UCTBIX, CHUXEHUE TYPropa Ko-
Xu, 3anaBlmit 6onbwon pogauuok — 1,2 x 1,2 cm, He Ha-
NPSXEH, 4OCTOTA AbIXATENbHbIX ABMxXeHuit 48/muH, caty-
pauns 95%, aptepuansHoe pasnewue 81/48 mm.pr.ct,
6papmrkapars go 80 ya./MWH Ha doHe rMnoTepmun Ao
350C. B neBponoruuyeckom cratyce cosHaHue pebeHka
PACLEHNBANOCh KK MOBEPXHOCTHOE OFfyLIEHWEe, NO3a BS-
NOM  3KCTEH3UW, KPATKOBPEMEHHbLIM PA3APAXMUTENbHbIM
nnay. Ha MOMEHT nocTynneHus cocTosHue aHypmu, Mode-
BOJ My3bipb He nanbnmposancs. [ocne NnocTaHoBKKM Moue-
BOTO KATETEPA BbINO MOMYYEHO 3 MIT KOHLEHTPUPOBAHHOM
MOYM «PXABOro» OTTEHKA. B xome nposeaeHus auardoctude-
CKMX MEPONPUATUI Y pebeHKa onpenensnmucs NPU3HaKM ocT-
poro nospexaeHus noyek (OMM): onuroaHypwus, HapyLe-
HWEe Q30TOBBLIAENUTENBHON QGYHKUMM MOYeK — MOBbILEHME
yposHs kpeatuHnHa fo 147 mkmons/ n (N 16—74), ype-
mus (MouesmHa go 34,8 mMons/n, N 1,7—8,3). B 6uoxu-
MMYECKOM QHANM3e KPOBM CMHAPOM LMTONM3A (anawu-
HamuHoTpaHcdepasa (AIT) 104 E[/n, acnaptatammuHoT-
paHcdepasa (ACT) 82 E[l/n, N 0—40), taxensie anektpo-
NUTHBIE HOPYLUEHWS — rUNepHATpemms (HaTpUM OBLWMH —
187 mmons/n, N 136 — 152), runepxnopemus (xnop —
154 mmons/n, N 100—107). Mpu nposegexnn ynstpa-
3BYKOBOTO MCCIEAOBAHMS XMAKOCTb B MOYEBOM My3bipe He
BM3YQIIM3MPOBANACH.

Mpyu ocMoTpe HeBpoOMOra AEBOYKA BSNAS, A3 OTKPbI-
BAJIA HA PA3APAXMUTENH, FrONOC Cnabblii, Nnay 6e33ByyHbIN,
MBILLEYHAS TMMOTOHMS, MPU3HAKOB OYArOBOM CMMMTOMATH-
KM M Cymopor He BbisBneHo. PebeHoK KOHCYMbTUPOBAH 3H-
AOKPUHONOTOM — MPU3HAKOB BUPMAM3ALMKM HET, MO AAH-
HbIM M3 reHeTM4YecKoM NabopaTopun ybeamuTenbHbiX 4AHHBIX
30 BPOXAEHHYIO AMCHYHKLUMIO KOPbl  HOAAMOYEYHWKOB
(BOKH) HeT, B KpOBM ypoBEHL KOPTM3ONA B Npepenax pe-
dbepeHcHbix 3HaueHuit. [lo AaHHBIM 3xoKkapanorpadmm
(OXO-KT) onpepensinoch yBenuyeHMe npasbiXx OTAENOB
CepALa, CHUXEHUE CUCTONMYECKOM YHKLMM NIEBOTO Xeny-
nouka, 6bpagukapams Bo BpeMs uccneposanus. Ha snek-
tpokapanorpamme (IKT) Takxe oTmeuanach TeHaeHUMs K
CHMHYCOBOM 6paAMKAPAMM, MOBLILIEHME MOTEHLMANOB NPa-
BOTO XeNy[ouka, u3MeHeHus B mmokapge. [aHHble uccne-
AOBAHMS MOATBEPXAANM HAMMYME KAPAMONATUM, KAK Clef-
CTBME OCHOBHOTO 3a6oneBanus. Metogom HeltpocoHorpa-
bumM BbISIBNIEHB SXOMPU3HAKM HESHAUYUTENbHBIX MMMNOKCHUYE-
CKMX M3MEHEHMI NapeHxmmbl. [laHHbIe paCLUIMPEHHOTO Heo-
HATANBLHOTO CKPUHMHIG OTpuuaTenbHble. [JononHuTensHble
MccnenoBaHus, npoeefeHHbie B MockoBCcKoM LigHTpe Heo-
HATANBLHOTO CKPUHMHIA, NATONOTMMM Y AAHHOTO NALMEHTA HE
BbISIBUIIN.

Ha doHe Hauana MHPY3MOHHOM Tepanum U afeKBATHOM
SHTEPANbHOM HArPY3KM Yepe3 HA3OraCTPASbHbIM 30HA CO-
cTosiHMe pebeHka CTabMAM3MPOBANOCH, OTMEYANACh HOP-
manusauus nabopatopHeix nokasatenei (tabn. 1). Dure-
PAnbHOE MUTAHME B CBA3M C TMMOrANAKTUEN Y MATEPH NpPO-
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Tabnuua 2. Jleyenne, nposeaeHHoe nauneHTy B. B craumonape
Table 2. Treatment given to patient V. in the hospital

Hanpaenenve tepanuu
MHbysunorHas Tepanms
YactmuHoe napeHTepasnbHoe NUTaHmue
DHTepanbHOE NUTaHKe
AnTMBaKTEpHanbHAs Tepanus

MocuHppomHas Tepanms

BOAMIIOCH AOMOSHUTENbHLIM BCKAOPMIMBAHWMEM OAANTMPO-
BaHHOM monouHol cmeckio (AMC) no 70 mn 8 p/cyt. Ot-
Meyanach HOPMANM3ALMs CTYSA 30 CYET YPEXEHMs KPATHOC-
™ o 5 pas B cyTku. [lnypes Ha doHe npoBoauMoit Tepanmu
yaoBneTsopuTensHbii, cpeaHuit Temn 3,1 mn/kr/uac, moua
CBET/IO-XeNToro LgeTa.

MNpn ocMoTpe HeBposora crnycrs TPOE CYTOK OTMe4a-
NOCh NOMOXMWTENbHAS AMHAMMKA B BUAE YMEHbLUEHUS CUHL-
POMQ YrHETEHMS, HOPACTAHMUS MBILIEYHOTO TOHYCA.

B cBs3n ¢ HanMUMeM neikouMTo3a B HaYAEe roCnuTanm-
30UMKM HA3HAYEHA AHTUOAKTEPHANbHAS Tepanus 1 Bbina oT-
MeHEHA MpK HOPMANM3ALMM NOKA3ATENEN KPOBU. Takxe y
pebeHKa oTMeYanuch NPU3HAKM 0BE3BOXMBAHMS, YTO MNOA-

TBEPXACETCA  BLICOKUMM  MOKA3ATENSMM  FEMATOKPMTA.
KomnnekcHas nposogumas Tepanus NpepcTasieHa B
Tabnuue 2.

Cnycta 6 pgrew (18 cyTkM XM3HM) HOXOXAEHUS B yCno-
eusx OPUTH peberok 6bin nepesepeH B otaeneH1e nato-
NIOTMM HOBOPOXAEHHBIX M HEAOHOLWEHHbIX AeTeH, rae 6bino
npoposkeHo sHTepansHoe nutaxue no 80—%90 mn AMC, 8
pas B CyTku Yepe3 kaxasle 3 yaca. Ha MomeHT nepesopa
coCcTOsiHME pebeHKa € NONOXUTENbHON AMHAMMKOM: [EBOY-
KO OKTMBHQS, QNMETUT COXPAHEH, MOMHbIA 06beM SHTepPaArb-
HOTO MUTAHMUS YCBAMBAMA XOPOLLO, CKOPPUIMPOBAHbI SeK-
TPOSMUTHbEIE HAPYLUEHMS, CTOMKO HOPMANM3OBANMCh MOKA-
3aTenu a3oTncToro obmena.

PebeHok Bbinucan gomoit Ha 12 cytku Tepanmu (24 cyr-
KM M3HM). Ha MOMEHT Bbinucku cocTosiHne pebeHka yaos-
NETBOPUTENBHOE, CUMMTOMbI SKCMKO3A KynMpoBaHsl. [duypes
QOEKBATHBIM, MOYA CONOMEHHOTO LgeTa. B naboparopHbix no-
KO3aTENsX HOPMOHATPUEMMS, HOPMOXIIOPEMMS, HOPMOKA-
nuemms, moyesmnHa 3,5 MMonb/n, kpeatuumn 44 mkMons/n,
ananuHammHoTtparcdepasa AT u ACT 19 E[l/n. 3a spe-
Msi npebbiBaHMs B cTaumMoHape npuMbaeka B BeCe COCTABMIA
802 r, npu Bbinncke macca tena 3452 r. MNpu seinucke aa-
Hbl PEKOMEHAALMM MO NPOAOIIKEHMIO KOPMNEHUs B obbeme
90—100 mn kaxgsie 3 yaca ¢ 0693aTeNnbHBIM KOHTPONEM
Maccel Tena.

O6¢cyxpeHune

Mo panubim Sarin A. et al., HeoHaTansHas rnep-
HATPMEMMS YaLLe BCETO SIBASETCS CNEACTBMEM HAPYLUEHMS
romeoctasa Bogbl, a He Hatpus [15]. Cnektp npuumH, npu-
BOASLLMX K PA3BMTMIO LJAHHOTO COCTOSIHMS AOBOJILHO LIMPO-
KM 1 BKNIOYOeT B cebs SHOOKPUHHYIO MATONOMMUIO, BPOX-
[ileHHble MOPOKM M 3060NEBAHMS MOYEK, AMAPEIO M PBOTY,

AMMHOKMCAOTBI

Mcnonbsyembie npenaparsi

[ekctposa, pacteop Hatpus xnopuaa 0,45%, NonnsnekTpoanTHbIe PACTBOPSI

AMC no 70 mn, 8 p/cyT, yepes cocky,/ 30Hg
Amnnumnnnuu-cynsbaktam 150 mr/kr/cyTku

TNesokaprutin 30% 200 mr/kr/cyTku

HeaeKBATHYIO MHPY3MOHHYIO TEPAMNMIO, YPE3MEPHbIE HEO-
LWYyTMMbIE MOTEPU KMAKOCTM HOBOPOXAEHHBIM PEBEHKOM,
Hec6anaHCUPOBaHHOE,/HENPABMILHO MPUIOTOBNEHHOE MK~
TaHue u apyrvne. Kpome toro, nopsepkeHHOCTb HOBOPOX-
AEHHbIX HEOHATANLHOW TUNEpPHATPMEMUU OBycnoeneHa
HE3PEenocTbio MOYeK, KOTOpPAs MPEnsTCTBYET BbIBEAEHWIO
n3bbiTouHoro Hatpus y mnageHues [ 1, 3, 6]. Mo aanHbIM nc-
cneposanus Bhat et al., ewe opgHoi npuumntHon passutis ru-
NEPHATPUEMMM MOTYT BLICTYNOTb BPOXAEHHBIE QHOMOMM
PA3BUTHUS, KOTOPbIE HOPYLLAIOT OKT COCAHMs y pebeHka 1 Tem
COMbIM NPUBOAST K 0be3BoxmBaHmio. K HAM oTHocsTes de-
dbekTbl Heba, aHkunornoceus (B ctatbe Sajad A.B. et al. pan-
Has B3aMMOCBA3b bbina BoiseneHa B 16,4% cnyyaes) [11].

PaHee cuuTanoch, 4TO y [feTeM HQ E€CTECTBEHHOM
BCKOPMIMBOHWW COAEPXAHME HATPHUS B KPOBM MOYTH BCEr-
Aa B npepenax Hopmel, ogHako Del Castillo-Hegyi et al. u
Butler B. et al. B cBomx pabotax ocsewaioT HeoHATANbHYIO
rMNepHATpremmio, 0byCnoBNEHHYIO HOPYLUEHUEM FPYAHOTO
BCKAPMIIMBOHMS B CIEACTBMM TMMNOTANOKTUM, HeSPPeKTHB-
HOM NAKTALMM MM UX KOMBUHALWM B YCITOBMSIX MOMBITOK CO-
XPOHEHMsI CTATYCA UCKIIOYUTENBHO FPYAHOTO BCKAPMIMBA-
Hus [7, 12]. B cnyuae cokpaluenmns notpebnenus rpyaHoro
MOJIOKQ B KAYECTBE 3ALUMTHOrO MEXAHM3MA MOYKM MbITAIOTCS
peabcopbUpPOBATL HATPUM M3 MOYM Afisl NOAREPXAHUS KUA-
KOCTM B OPraHM3Me, YTO B CBOIO OYepenb NPUBOAMT K runep-
natpuemmunt [?]. Kpome Toro, Marwa E.I. Masri et al. B ceoem
HOBNIOAEHNUM OMMUCHIBAIOT TMNEPHATPUEMMIO Y HOBOPOXAEH-
HOTO, BbI3BAHHYIO YPE3BLIYAMHO MOBbILLEHHBIM COAEPXKAHUEM
HATPUS B MATEPUHCKOM rpyaHom monoke [13].

B naHHOM KiMHMYeCcKoM cryyae runepHaTpuemms bbina
CBSI3GHA C HEAOCTATOYHOCTBIO FPYAHOTO MOMOKA Y NepBo-
pOAsLLEN MATEPH, TOK KOK PEKOMEHAALMM BPAYA-Neanar-
pa MO KOPPEKLUMU MUTAHMS peBeHKA BbINMOMHEHbBI HE BbinM.
MHble NpuuMHbI PA3BUTUS TMNEPHATPUEMUM Y HOBOPOXAEH-
HOrO B AHOMHE3€ OTCYTCTBOBANM M BblIM UCKIOYEHBI B NMPO-
Lecce obcnenoBaHms.

B teuenne 1-i Heaenu XM3HWU AOHOLIEHHBIN HOBOPOX-
OeHHbI pebeHok TepseT o 7% CBOEN MACChl NPU pOXae-
HWM B CNEACTBME QAANTALMM K BHEYTPOBHOM Xxm3Hu. Habop
M BOCCTQHOBNEHME MACCHI TENA [O 3HAYEHMM NPU POXAE-
Hum npoucxoamt k 7—10 ghio xuskm [1, 9, 14]. B onucan-
HOM KIIMHMYECKOM Cily4ae noTepst Macchl Tena Ha 12 cyTku
XU3HK cocTasuna 27 %, 4TO B COBOKYMHOCTM C 3MU30AAMM
QHYPMM SIBUAOCH NOBOAOM ANl GECNOKOMCTBA MATEPMU.

Hanbonee xapakrepHoe TeueHMe HEOHATANbHOW -
nepHaTpuemnn Habnopaetcs ¢ 3 no 21 cytku xumanm [15].
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Tabnuua 3. CpasHuTEnbHAS XAPAKTEPUCTUKA KIMHMYECKOM KAPTMHBI M M3MEHEHMI B NABOPATOPHBIX MOKA3ATENsX, ONMCAHHBIX B IUTEPA-

TYPHbBIX MCTOMHMKAX W M3MeHeHus y naumenta B. [1, 2, 10, 17]

Table 3. Comparative characteristics of the clinical picture and changes in laboratory parameters described in the literature and changes in

patient B. [1, 2, 10, 17]

JlaHHble 13 IUTEPATYPHBIX MCTOYHMKOB

Msmenenns y naupenta B.

PanHne cumnTomsl

Yacroe, anuTensHoe KOpMIEHHE rpyabio
IMpoHauTensHbIA Ay

Moteps maccel Tena 6onee 15—17%

Cyxue nogrysHuku» 6onee 6 yacos

Kpucrannsl ypatos B Moue (kpacHsie noary3Hukm)
CHMXEHHBIM Typrop KOXu, CyXOCTb CIM3UCTBIX
Kentyxa

TpyaHoCTU ¢ NpoByXaeHMEM BO BPEMS KOPMITEHHMS!

OnutensHoe, HeabdpeKkTHBHOE NPUKNCALIBAHKE K IPyau
PasgpaxutensHbii nnay, GuicTpas yromnsemocts
Moteps maccsl Tena 27%

Cyxue nogarystuku 6onee cyTok;

Moua «pxaeoro» useta nocne katetepuaaumm

CHiXeH Typrop Koxu

ﬂoanMe CUMMNTOMBI

CoH 6onee 4 yacos 6e3 KopmeHHst

3anasLwmit pOAHUYOK

Jletaprus

SlmepHas xentyxa (onuctoToHyc, petpokonauc)
SHuedanonatnyeckoe nuuo (nycroit Barnsga)
MMneprepmus

Cypnoporu, anHos

Bpaankapaus

Bpaaukapams (HCC 80 ya,/muH)

3anaswmi pogHUYOK

MMnotepmus

MNameHeHus B J'IG60pGTOprIX UCCnenoBaAHMUAX

[NoBbileHe KOHLEHTPALMM CbIBOPOTOUHOTO HATPMS
YBenuueHne ypoBHs a30TA MOYEBMHbI KPOBM

HesHauntensHoe YBEeJIMHEHME TIOKO3bl B CbIBOPOTKE KPOBM

Knuuuueckme npusHaKM M CUMNTOMBI rMNEpHATPUEMMYEC-
KOM AEernapaTaumu pasHOOBpPAsHbl M XAPAKTEPHU3YIOTCS
nosgHei manndectaumeit [16]. [na HOBOPOXAEHHBIX C Tu-
NepHATPUEMMEN XOAPAKTEPHBI TXenas runepbunpybuHe-
MMsi 30 CYeT NpsMOM PPAKUMM, PA3APAXMTENBHOCT, He-
NPEOAONMMOE HYBCTBO FONIOAA M XAXAbI, YTO MPOSBISETCS
«KOAHBIM» COCAHWMEM BO BPEeMsi KOpMIEHMs. Takxe y TaKMX
HOBOPOXAEHHbIX HabnoaaloTcs NpU3HakM obe3Boxwuea-
HUS B BUAE CHUXEHMS TYPropa KOXM, TAXUKAPAMUM, TMMOTEH-
31, TIMXOPAAKM U METABONMYECKOTO AUMAO3d, YTO YKA3bI-
BAET HO YMEPEHHYIO UMW TAXENYIO NOTepIo XMAKoCTH. B Ts-
XenblX Cly4yasix HEBPONOrMYECKUEe CMMMTOMbI MOTYT MpO-
rPeccHpoBaTL OT PA3LPAXMTENBHOCTU U MPOH3UTENLHOTO
KpuKa, [0 cnabocTi, NoAepruBaHUi, Cyaopor, sHuedano-
NATMM, YTO B KPAMHEM Crlyyae MMeeT neTanbHbix nexog [ 1,
15]. B orMCAQHHOM KITMHMYECKOM Cllydae MATh NpeabsiBisia
Xanobbl HA BSNOE COCAHME, YTO CBAZAHO C NPeobnapaHm-
eM CMHOPOMO YrHeTeHMs Ha ¢oHe BenkoBo-sHepreTuye-
CKOM He,OCTATOYHOCTM.

B tabnuue 3 npuBepeHo cpaBHEHME KIMHUYECKOW Kap-
THHBI NaupeHTa B. ¢ cuMnToMamm, onucbiBaeMbIMM B nnTe-

Mpw noctynnennn yposers Na B kpoeu 187 mmons/n
lMosbiweHne moueBmHbl o 34,8 MMonb/n

Iniokosa npw noctynnernn 5,5 mMonb/n

patype. B npeactaeneHHoM HaBniopeHWMM KnMHUYECKas
KAPTMHA HEOHATANBHOM MMNEPHATPHUEMMM Y AeBoYKM B. co-
OTBETCTBOBASIA OMUCAHHBIM B MMPOBOI HOYYHOM NIUTEPATY-
pe CNy4asM, BKIKOYAS HANMMYME KOK PAHHUX, TOK U NO3AHUX
cumnTomos [1, 2, 10, 17].

Insi KoppeKuMM BbISIBIEHHBIX M3MEHEHWI NMPOBOAMNACh
MHPY3MOHHAS TEPANUS U COOTBETCTBYIOLLEE NOTPEBHOCTSIM
nepopanbHoe MUTAHWE CAANTUPOBAHHBIMU  MOJOYHBIMM
cMecsiMU. BaxkHbIMKM acnekTamm KOppeKLMM HEOHATAsbHOM
TMMNEePHATPUEMMK SIBNSIETCS CKOPOCTb M COCTAB MHPY3MM.
Ins KOppeKkuyu 3NEKTPOSUTHBIX HAPYLIEHMH NPU HEOHA-
TONBHOW TMNEPHATPUEMMM PACTBOP AOMXKEH ObITH rMNOOC-
monsipHbim [2]. Momnmo sToro, rMnepHaTpuemmnyeckoe co-
CTOsIHME CBA3OHO C AedpUUMTOM BOAbl, YTO Takxe Tpebyer
PACCYETA M KOPPEKLMU NMPOBOAMMON MHPY3MOHHOM Tepa-
nuu [3]. PaccuntanHbin obbem BBOAUTCS MEASEHHO HA Npo-
TaxeHnn 48—72 yacos. ONTMManbHAsi CKOPOCTb CHUXEHMSE
ypoBHs HaTpus coctaensietr 10—15 mmons/n B cyTku, ¢
koHTponem kaxasie 4 yaca [1, 17, 18, 19, 20]. MNpu ypoe-
He HaTpus 6onee 200 mmonb/n peliaeTtcs BONpoc o nNpo-
BeAeHuM neputoHeansHoro ananmsa [ 19]. CeoespemerHas
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AMArHOCTMKA COCTOSIHWUS Y HOBOPOXAEHHBIX MO3BONSET KAK
MOXHO POHbLIE HAYATb KOPPEKLMIO SNEKTPOSIUTHBIX HAPY-
LUEHUM, YTO HMBENUPYET NOKA3AHUA K 3OMECTUTENBEHOM MNo-
YEYHOM TEPANMUM, YTO W BbINO MPEACTABNEHO B KIMHWYe-
CKOM Cyyae.

B npencrasneHHoM knuHUueckom cnydae Beina npose-
AEHA MHQY3MOHHAS TePanusi MMIOKO30-CONEBbIMM PACTBO-
pamu u3s pacueta 120 mn/kr/cytkun 6es yueta sHTepansb-
HOro MUTAHMs. B nepsbie cyTkM Tepanum NpuHATO pelueHmne
O BOCMOMHEHMU MMHMMANBHO BO3MOXHOIO KONMYECTBA
(320 mn — 120 mn/kr/4ac) ¢ uenbio CHUXEHWS pUCKa BHY-
TPUKNETOYHOM runepruapaTtaumm (oteka mosra m nerkmx). B
KayecTBe CTAPTOBOro 6bin BbIGPAH pactsop rmioko3sbl 10%
B kombuHauun ¢ 0,45% pactBopom HaTpus xnopuaa Ha
nepsble 6 YACOB, C MOCHEAYIOWMM MEPEBOAOM HA M300C-
MmonsipHble cpeabl (cbanaHcMpoBaHHbie pacTeopsl) nNpu Le-
NIEBOM CHWXEHWM HaTpus. YPOBEHb HATPUSI KOHTPONMPO-
BANICS KaXAble 3 4aCA, TAKXKE MPOBOAMICS KOHTPOSb KMC-
NIOTHO-OCHOBHOTO paeHoBecus. Ha doHe nposoauMon mH-
dY3MOHHOM Tepanuu YAANoch AOBUTLCS MOCTENEHHOTO
CHWMXEHMS YPOBHS HOTPMs B CbiBOpOTKe He Bonee vem 10
MMOnb/ 1 B CyTKM, Y4TO TAKXE MONOXMTENbHO CKA3QNOCh HA
06LLEeM COCTOSHUM NALMEHTKM.

C uenblo onpeneneHns OTAANEHHbBIX NOCNEACTBUI Heo-
HATANBHOM TUMNEPHATPUEMMU BbINTO NPOBEAEHO MPOCMEK-
TMBHOE UCCNEAOBAHME TUNA «CYYAM-KOHTPOMb», KOTOPOe
NoKA3ano, Y4TO y YETBEPTH AETEH, NepeHeclnx ee, Habrio-
ACNACb 30AEPXKKA PA3BUTHS MPU OLEHKE PA3BUTUS C MO-
moupsto Tecta [ensep Il. MMpu atom, Bospact maHndbecta-
UMK COCTOSHMA Bbin 0BPATHO MPOMOPLMOHANEH 4YaCTOTE
BbISBNIEHMS OTKNoHeHui [21, 22].

Takrm 0Bpa3oM, HECMOTPS HA MONOXMTENbHYIO AMHA-
MWKY B HEBPOJSIOrMYECKOM CTATYCE MU HE3HQYMTENbHbIE M-
NOKCUYECKUE MBMEHEHMS HO HEMPOCOHOTPAdUM, LEeBOYKE
B. 6bino0 pekoMeH[OBAHO AanbHEMNLWEE AUCNIAHCEPHOE Ha-
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briofeHne HEBPONOra C LENbio KOHTPOSNS TEMMOB HEPB-
HO-NMCMXMYECKOTO PA3BUTHS.

3aknoueHue

Monoko matepu sensietcs Hanbonee $usmono-
TMUYHBIM ANt KOPMIEHUS PEBEHKA MEPBbIX MECALEB XM3HMU,
OOHOKO HEJOCTATOYHOE rPYyAHOE BCKAPMIMBAHME BCen-
CTBME TUMOTANAKTAM MOXET SIBUTbCS MPUYUMHOM PASBUTMS
TOKOrO COCTOSIHMS, KAK HEOHATANbHAS MMMEPHATPUEMMS,
YTO W BbINO NPEACTABNEHO B KAMHMYECKOM cnydae. B Ha-
cTosilLee BPEMS UCCIIEAOBAHME HATPUS B KPOBM HE BXOAMT B
06s13aTeNbHbINM NEPeYEHb Y AETEN NEPBOrO MECSLIA XM3HH, B
CBAI3M C YEM MEAMLMHCKME PABOTHUKM AOMKHBI BbITb OCBE-
AOMIIEHbl O AGHHOM COCTOSIHMM M HOCTOPOXEHbI K €ro BO3-
HWKHOBEHMIO Y HOBOPOXAEHHbBIX AETEN.

Mpn PA3BUTMM HEOHATANBLHOM rMNEpPHATPHUEMMM pebe-
HOK HYXAOETCs B FOCMUTANM3ALMM C Liebio Npefynpexae-
HUSI PA3BUTMS TPO3HBIX OCIOXHEHMM, CMOCOBHBIX MPUBECTH
K HEOBXOAMMOCTM NlEeYeHHsl B YCNOBMAX OTAENEHUS PEaHM-
Maumu, NPOBeAeHUs AAeKBATHON MHDY3MOHHOM TEpanuK, d
TaKXe noabopa HeOBXOOMMOrO SHTEPASILHOTO MUTAHMS
QAANTUPOBAHHBIMU MOMOYHBIMU CMECSMM.

HaHHble Meponpusitus ByayT cnocobcTBOBATL YayyLle-
HWIO HEBPOJIOTMYECKOTO CTATYCA, KOPPEKLMM SNEKTPOMUT-
HbIX HOPYLIEHWH, HOPMANM3ALMM GYHKLMM NOYEK, CHIMXKe-
HWIO NOKA3ATENeN A30TEMMM.

BHumaHMe k obLuemy cocTosiHMio pebeHKa, KOHTPOb 3
y6binbio,/nprubaskamm MACChl TEAA 1 KOAUYECTBOM MOYEMC-
MYCKAHMM, CBOEBPEMEHHASI KOPPEKLIMS TEXHUKM BCKAPMIM-
BAHMS, CTUMYNSUMS NOKTAUMM, O MPU HedpPeKTUBHOCTM
FPYAHOTO BCKAPMIIMBOHMSI MCMONb3OBAHME CAAMNTMPOBAH-
HbIX MOJIOYHbIX CMECEH, BASIIOTCS NEPBOCTENEHHBIMM 3a0-
YOMM, CTOSILLMMM NEPE POAUTENSIMU U YHACTKOBBLIMU Meau-
aTPAMM, KOTOPbIE CMOCOBHBI MPEAOTBPATUTL PA3BUTUE Bbi-
PA>XEHHbIX 3NEKTPONIUTHbLIX HOpyLIJeHMl"i.
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