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Annomayusn. Cunnpom Kokkeitna (CS) - 3T0 penkoe HaclneACTBEHHOE 3a00JIeBaHUE, KOTOPOE
nepesaeTcsi o ayTOCOMHO-PELIECCUBHOMY THUITY, IMEET BBICOKYIO T€HETHUECKYIO T€T€POr€HHOCTh U
pa3sHoOOpa3ue KIMHUYECKHX MposiBIeHUH. OCHOBHBIMU XapaKTepUCTHKaMU OOJE€3HH SBISIOTCA
HapylmeHuss B palboTe HEWPOIHIOKPUHHOM CHCTEMBI, NpoOIEeMbl € OpraHamMHM 3peHHs u
crnenuduueckue n3MeHeHus Ha koxke. Llenpio Hacrosimiell paboThl OBLJIO ONMHMCAHHWE KIMHHUYECKHX
0COOEHHOCTEH TXKENOTr0o TEUEHUs OCTPOI KHIlIeuHOH nHpekn y pedénka ¢ cunapomom KokkeiiHa.
PerpocnekTuBHBINM aHaIN3 HCTOpUN OoNe3HU 1eBoUKH 12 net ¢ cunapomoM KokkeiiHa, ednBiencs
B PecniyOnukanckoii kimundeckot nadeximonnoit 6onpuuie (PKNB) ropoga bumkek, ¢ 19.04.2025
roza o 30.04.2025 roga ¢ nuarno3om bakrtepuanbHas kumiedHast nHpekuus. OnucaHo coOCTBEHHOE
KIIMHUYECKOe HaOMIoeHNe TSKENIOTo ciayyash OCTpOM KHILEYHON MH(EKIUH y 1eBoukHu 12 jer ¢
MOATBEPKICHHBIM CHHIpoMoM KokkeliHa. PeOEHOK pOKIeHHBIH OT epBOii OepeMEeHHOCTH y MaTepu
C OTATOIIEHHBIM aKyIIepCKO-THHEKOJIOIHYeCKUM aHaMHE30M M MHBAJIMIHOCTBIO 2 rpynibl. J[eBouka
C TIepeHocusa SHTEPOMHBA3MBHYIO HUHQeKkuuto, Bb3BaHHyro E. coli 0152 (BUD),
SHTEPOKOJIMTUYECKYIO  Tsokenyro  ¢opMy Ha  ¢GOHE  MOJIMOPraHHOM  HEIOCTaTOYHOCTH,
METa0OJIMYECKUX, DIEKTPOIUTHBIX HAPYLICHWH, CHUMIITOMOB HWHTOKCHKAlMH. [IpeacraBieHHBIN
cilyyail MOTUEpPKUBAET HEKOTOphle  KIMHUYECKHE OCOOEHHOCTH TEUEHHsS] OCTPOM KHIIEYHOM
WHOEKIMK y JeTedl C peIKuMH HACIIEJCTBEHHBIMH 3a00JIeBaHUSIMA W HEOOXOIUMOCTh
MHUBUAYATU3UPOBAHHOTO MOJX0/a K JICUEHUIO TaHHOW KaTeropuu MalleHToB.

Abstract. Cockayne syndrome (CS) is a rare hereditary disorder characterized by autosomal
recessive inheritance, high genetic heterogeneity, and diverse clinical manifestations. Key features
include neuroendocrine dysfunction, visual impairment, and specific cutaneous changes. This study
aims to describe the clinical characteristics of a severe course of acute intestinal infection in a child
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with Cockayne syndrome. A retrospective analysis was conducted on the medical history of a 12-
year-old girl with Cockayne syndrome. The patient was treated at the Republican Clinical Infectious
Diseases Hospital in Bishkek from April 19, 2025, to April 30, 2025, with a diagnosis of bacterial
intestinal infection. This paper presents a clinical observation of a severe case of acute intestinal
infection in a 12-year-old girl with confirmed Cockayne syndrome. The child was born from a first
pregnancy to a mother with a complicated obstetric history and a Group II disability. The patient
presented with an enteroinvasive infection caused by E. coli O152 (EIEC), specifically a severe
enterocolitic form complicated by multi-organ failure, metabolic and electrolyte imbalances, and
symptoms of severe intoxication. The presented case highlights specific clinical features of acute
intestinal infections in children with rare hereditary diseases and emphasizes the necessity of an
individualized treatment approach for this patient category.

Knrouesvie crnosa: CUHAPOM KOKKeﬁHa, «CTAp4YCCKOE» JIMIO, BPOXICHHAA KaTapakrTa,
KHIICYHas I/IHCI)GKI_II/IH, 9HTepOHHB33HBHBIﬁ OHICPUXHUO3.

Keywords: Cockayne syndrome, "progeric" appearance, congenital cataract, intestinal
infection, enteroinvasive Escherichia coli (EIEC).

Octpbie kumeunble uHpexkuun (OKM) 3aHuMaroT OJHO M3 BEAYIIMX MECT B CTPYKType
MH(PEKIMOHHON TaTOJIOTUU JIETCKOTO BO3pPACTa W SIBIISIIOTCS OMHOW M3 HamOoJiee 4acThIX NMPUYUH
rocnutaiu3anuu y gereu [1].

3a0oneBaHusl MOTYT MPOTEKATh B JIETKOM, CPEeIHETHKENON U TKENON (hopMax B 3aBUCUMOCTH
OT Bo3pacTa peOEHKa, BO30YIUTENsI, IMMYHHOTO CTaTyCca U COITyTCTBYIOIICH MmaToinoruw [2].

Y  UMMYHOKOMIIDOMETHpPOBaHHBIX JI€T€H, BKJIOYas MAIUEHTOB C HACJI€ACTBEHHBIMU
3200J€BaHUSAMH, CONPOBOXKIAIOIIUMUCS ~ METAOOJIMYECKUMHM  HapyIIEHUSIMM W HUMMYHHOHU
HEZ0CTaTOYHOCThI0, TeueHne OKM Hepeako HOCUT aTUIMYHBIN 1 3aTsHKHOM Xapakrep [3, 4].

Cungpom Koxkeitna (CS) — ynbrpapenxoe (1:2,5 miiH) HacieICTBEHHOE 3a0oieBaHUE U3
IpyHIbl IPOT€POUIHBIX CHHIPOMOB, 00YCIOBIEHHOE MaTOT€HHBIMUA BapUaHTaMU B FeHax perapamnuu
JTHK (ERCCS8,ERCC6, XPB (ERCC3), XPD (ERCC2) u XPG (ERCCS)) u xapakrepusyromieecs
aHOMaJIbHOMI (OTOUYBCTBUTEIBHOCTBIO, BPOXKJIEHHOU KaTapakTou, MUKpoledanuei,
HEHPOCEHCOPHON TYroyXoCThlO, NAaTOJIOTWEN HEPBHON CHUCTEMBI, JPYTUMH MYJIBTHUCHCTEMHBIMU
M3MEHEHUSIMU U XPOHUYECKUMU ITpobiieMaM ¢ UMMYHHOU cucTeMoi[16].

Brepssie cunapom 6611 onucad B 1936 rogy E. Cockayne y n1Byx cubcoB ¢ Mukpouedanuei u
YMCTBEHHOH OTCTAJIOCTBIO KaK «KapJIMKOBOCTH € aTpoueit ceTyaTtku U mIyxoToit» [6, 7].

Pa3Butne cunnpoma KokkeitHa cBsizaHo ¢ TpeMs Tunamu MmyTanuil: B rene ERCCS (ren CSA,
tun mytauuu A), B rene ERCC6 (ren CSB, tun myranuu B), octanbnbie Tunbsl myTtaiuu (tun C)
TeHETUYECKU HE IETEPMUHHUPOBaHbI. BeTpeuaeTcst B paBHOM Mepe y JIMIL MYKCKOTO U KEHCKOTO 10J1a.
(5, 8].

Jletn ¢ cunHapomoM KokKkeliHa MMEIOT yMEPEHHYIO 3aJEpXKKy ICHUXOMOTOPHOTO pa3BUTHUS
(3IIMP), 3anepkKy B TEeMII€ pOCTa U MaCChl TeJia, a TAK)KE PEUEBOTO Pa3BUTHA. Y HUX (DOPMHUPYIOTCS
KOHTPAKTYphl OOJIBIIUX CYCTaBOB, HAPYIIEHUS MOTOPUKH M MHOTOYMCIECHHBbIE HEBPOJOTHYECKHE
OTKJIOHEHHs. B 3aBUCHMMOCTH OT TSDKECTH TEUEHHs! KIMHHYECKHUE TIPOSBICHUS MOTYT OBITh
BBIPQ)XEHBI B pa3Hble BO3PACTHBIC NMEPHOJbI KU3HU pedeHka. [Ipu JIerkoM TeueHUH NpOsBICHUS
CHUH/IpOMa OTMEYAIOTCSI B MOJPOCTKOBOM MEpHUONE, MPU TSHKEIOM YK€ Ha MEPBOM IOy JKU3HU C
(dbopMupOBaHNEM UHBAIHMIM3ALNN U HEPEJIKO MPUBOIALIAT K cMepTU. B cpeaHeM Takue 1eTH KUBYT
ot 5 1o 16 ner. [6].
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[To nmuTepaTypHBIM JaHHBIM, OJHUM M3 CAMBIX BaXKHBIX aCIIEKTOB BEJICHUS JIeTEH C CHHAPOMOM
KoxkeliHa ABIsieTCS UX MOBBINICHHAS] CKJIOHHOCTh K MH(GEKIUAM, 0COOEHHO BUPYCHBIM. IMMyHHas
cHCTEeMa TaKUX MAIMeHTOB MOXXET OBITh OcjallieHa, 4To JeNlaeT MX YS3BUMBIMHU Iepe/ MUPOKUM
CIEKTPOM HH(EKIMOHHBIX 3a00JIEBaHUM, BKJIIOYas OCTpPble KUIICYHbIE WHGEKIUH. Y TaKUX
nanueHToB TeueHne OKUM moxeT compoBOXKIaTbCs BBIPAXEHHOW JAeruipaTalueil, HapylleHueM
AIIEKTPOJIUTHOTO OajlaHCa U CKIIOHHOCTBIO K 3aTSHKHOMY BOCCTAaHOBUTENIBHOMY Tiepuoay [9-12].

Llenp wucciaenoBaHus OMHUCATh KIMHUYECKHE OCOOCHHOCTH TSDKENOTO TEYSHHS OCTPOH
KuieyHol nHpekunn y pedéuka ¢ cuapomom KokkeilHa M MOAXOIBI K JUATHOCTHKE, JEYCHUIO U
MOHHUTOPHUHTY COCTOSIHUS Y MAIMEHTa C PEIKMM HacJeICTBEHHBIM 3a00JIeBaHUEM.

PerpocniekTuBHBIM aHamu3 WUCTOpUM OOJE3HM IeBOYKH 12 jet ¢ cuHapoMoMm KokkeitHa,
neyuBIueiics B Pecyonukanckoii knuanyeckoil nngpexkunonnoi 6onpuune (PKUB) ropona bukek,
¢ 19.04.2025 rona no 30.04.2025 roxa ¢ nuarno3om bakrepuanbHas KuiedHas HHQEKIHs.

Onucanue xkaunuyeckozo ciayyasa. Pesyneratbl. B kumeunoe otnenenne PKUB nmocrynmia
neBoyka B Bo3pacte 12 ser. Marbh pebeHKa MpeabsaBisiia kaloObl Ha 03HOO, Kallellb, HACMOPK,
MOBBILLIEHUE TEMIIEpaTyphl T€la, CHUKEHHUE alIeTUTa, TOUIHOTY, MHOTOKpPaTHYIO PBOTY, BSJIOCTb,
0eCIOKOICTBO, HAPYIICHNWE CHA W YaCThIM KUAKUHA cTyn. Pedbenok Oonen ¢ 16 ampens 2025 roxa,
3a00JIeBaHUE HAYaJIOCh OCTPO C MOSIBIIEHUS 03HO0A, BAJIOCTH, PEAKOTO KalllJsl, 3aJI0)KEHHOCTH HOCA U
cCHIDKeHUs anmetuTa. B nentp cemeiinoit meaununsl (LICM) ne obOpamanuce. 18 anpens, Ha poHe
COXPaHSIOIMXCS KaTapalbHbIX IPOSBICHUM BO3ZHUKIN MHOTOKPATHAs PBOTA M YACThIM KUK CTYII.
CocTosiHuEe OBICTPO YXYIIIMIOCHh, OTMEYajach BbIPAXKEHHAs BSUIOCTh, MOBBILIEHHE TEMIIEPaTypbl
tena 10 39 0C, cHmkenue nuypesa. Mamoii Obuta BbI3BaHA CKOpasi MEIULIMHCKAs TIOMOIIb U peOEHOK
TOCMIUTAIN3UPOBAaH B mMpoduiibHOe oTAeneHue PecrnyOnukaHCKoll KIMHUYECKON HHQEKIMOHHON
OonpHUIBL. V3 aHamMHe3a >KM3HM HM3BECTHO, YTO Yy MarTepH IMAlUCHTKH HMMEJCS OCIOKHEHHBIN
aKylIepCKO-TUHEKOJIOTUYECKUN aHaMHe3, OHAa HMEeT HHBAJUAHOCTh 2 TIpyHlbl, y Hee OblIu
IIPOBEJCHBl HEOJHOKpATHBIE OINEpallid Ha IIO3BOHOYHUKE II0 MNOBOAY O3XMHOKOKKO3a. [lepBas
O6epeMeHHOCTh, HacTynuBmas B 2000 roay, 3aBepmimiack BeIKUAbIIIEM. MH(popmanys o TedeHUn
OEpEeMEHHOCTH M CPOKE T'eCTalluM OTCYTCTBYeT. MaTh He MpoXoauiia HeOOXoUMble 00ce10BaHus,
13-3a 4ero NpUyrMHa CaMONPOU3BOJILHOTO a00OPTa OCTalach HEBBIICHEHHOW. BTOpas 6epeMeHHOCTb 1
ponsl, HacTynuBmKe B 2012 romy, 3aKOHYWINCH pOXAeHUEM AeBOo4Yku ¢ BecoM — 3000 rpamm,
poctoM — 56 cM. Poxbl OblIM caMocTosATENIbHBIE B cpoKe 38 Hezenb, AeBOUKa 3aKpuyasa cpasy, K
Ipyad TPUIOXKEHAa B NEpBbIE CYTKH, BbIMMCaHa W3 pojaoma Ha 3 naeHb. Co cioB marepu 3Ta
O6epemMeHHOCTh npoTekana Ha Gpone yacTeix OPBU. IIpodunakruueckre npuBUBKU peOEHOK MOTyda
10 1 roga mo kanmeHaapro, 3aTeéM MaMa OTKa3ajlach OT BakIMHaluHu. PeOGeHok pa3BuBajcs A0 3-X
MECALIEB HOPMaJbHO, HO B IOCIEAYIOIIEM Haudajga OTCTaBaTb B BECOPOCTOBBIX I10KA3aTEsX.
OTtmeuanach BbIpaK€HHAs 3aJiep’KKa ICUXOMOTOPHOIO U pedueBoro pa3Butus. [lo mecTy xkutenbcTBa
JieBoYKa Oblila HampaBjieHa K HEBpOJIOry s KoHcyibrauuu. [lo pesynpraraMm uccienoBaHui, Ha
OCHOBAHMU KJIMHUYECKOM KapTHHBI M TeHeTH4eckoro mnoarBepxxiaeHus myrtanuun ERCC6 Obut
yCTaHOBJIEH quarHo3 - cuHapoM Kokkeitna. K 12 ronam pebeHok UMen 3aepKKy pocTa U pa3BUTHS,
BBIPQKCHHYIO MBIIICYHYIO0 THUIIOTOHUIO, XPOHUYECKYI0O HYTPUTHUBHYK HEJOCTATOYHOCTH, JIETKYIO
TYTOyXOCThb, (HhOTOAEpPMATUT W Maccy Tena Bcero 18 kr. JleBouka oOe3NBIKEHA 3a CUET HATHYHS
BBIPAKEHHBIX KOHTPAKTYP B KPYIHBIX CyCTaBaX KOHEUHOCTEH.

Obvexmuenvie Oannvie: OOIIEe COCTOSHUE pEOEHKA TKENO€ 3a CUYET MYJIBTHCHUCTEMHBIX
U3MEHEHUH, MeTa0OJMYEeCKUX HapyIIeHHH, MHTOKCHKAIMOHHOTO W KOJUTHOrO CHHApoMoB. Ha
OCMOTP M MaHUNYJSIIMM pearupyer OeclOKOWCTBOM, IUIa4eM, XAOTHYHBIMH JIBUKEHUSMU
KOHeyHOcTel. BepOanbHbIil KOHTAKT HE JOCTYINEH: IEBOYKA HE pa3roBapuBaeT, OOpallleHHYIO peyub He
nonumaet. Boicoko nuxopaaut — 10 39°C. OTMeuaercst BAIOCTb, BHIPAKEHHAS JKak/a, OTCYTCTBHE
annerurta. [lonokeHne BBIHYKIEHHOE, CAMOCTOSATENIbHO HE CHAMUT. JleBouka HE BHIUT, 3a
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JIBUKYUIUMECS MPEeAMETaMU HE IPOCIISKUBAET U3-3a BPOXKIEHHON KaTapaKThl, CIyX CHHXKEH B BUIY
HaJIN4YUs HEHPOCEHCOPHOU TYrOyXOCTH BTOpOil creneHu. KoxHble MOKpOBBI OJe/IHbIe, YUCThIE, Oe3
CBIIIM, OTMEYAETCSl yMEPEHHAs CyXOCTh KOykU. KoskHast CKiTaika Ha )KUBOTE PacIipaBisieTCcss MEJICHHO.
[MToakokHO-KHPOBAs KJIETYATKA MPAKTHUECKU OTCYTCTBYET. [ 1a3a 3anaBIine, CIIM3UCTas HOJIOCTH PTa
cyxasi, OJieIHO-pO30Basi, YUCTasl, €CTh KapUO3HbIE 3yObl. 3€B TUIIEPEeMUPOBaH, HEOHbIE MUHIATHHbI
runeptpodupoBanbl. OTMEYAIOTCS BBIPAXKEHHbBIE OTEKH CTOII, TACTO3HOCTh MSTKUX TKaHEeHW HIKHEN
Tpetu roneHel. Ilepudepnueckne numdarnueckue y3ibl MNaTbIUPYIOTCS B IMOAMBIIICYHBIX U
MaXOBBIX OONIACTAX, MENKUe, 6e300se3HeHHbIE. [[pIXaHne uepe3 HOC CBOOOTHOE, UMEETCS OBIIIKA
CMEILIaHHOTO XapaKTepa C y4acTHEM BCIIOMOTaTeIbHOW MYCKYNaTyphl, yacToTa apixaHus 40 B 1MuH,
SpO2 — 93%. Ilpu nepKyccuu JeTKUX BBISIBICHO MPUTYIJICHHE JIETOYHOTO 3BYKa C 00X CTOPOH B
HIDKHUX OT/EJax JIETKUX, TIPU ayCKYJIbTAIMH - IbIXaHHUE HaJ JIETKUMH KECTKOE, OCIadieHue ¢ 00enx
CTOpPOH, OOJIbIIIE B HYKHHUX OT/ENAX CIEBA, 3[1€Ch JK€ BBICITYIINBAIOTCS BIIAYKHbBIE MEJIKOITY3bIpUaThie
xpunbl. CepieuHbIe TOHBI IPUTITYIICHBI, pUTMUAYHBIC, apTepuaiibHoe AaBieHrne — 100/60 MM pr. CT.,
UCC — 96 ymapoB B MuHyTy. [lynbc Ha mnepudepuyeckux cocynax yAOBICTBOPUTEIBHOTO
HAIOJIHEHUS] W HampsDKeHWs, pUTMUYHBIA. JKMBOT  cierka B3ayT, OOJE3HEHHBIH B
napayMOWIMKaIbLHOW 30HE M JIeBOM moAB31oIIHONW obnactu. [lepucranpTuika cHmkena. [leyens u
cene3eHka He yBenuueHbl. CTyi )KUAKU, 3eseHbli co cnu3bio 10 10 pa3 B cyTku. [lnype3 CHIDKEH.

Y neBoukH OBLTM OTMEUEHBI MYJIBTHCHUCTEMHBbICE MU3MEHEHHS, XapaKTepHbIE IJs CHHIpPOMa
KokkeiiHa: crapuyeckoe BBIpaKCHHE JIMIIA, YMEPEHHAs MUKpoledans, TOHKAH HOC, 3a0CTPEHHBIN
noA00OpOJOK, Ype3MepHO Oonblive eOpMHUPOBAHHBIE YIIHBIE PAKOBHHBI, MOPIIMHBI Ha JOY,
3amaBIIMe OpoOUTHI ¢ MUKpodTanbMuel ¢ 00euX CTOPOH, KH(]O3 MO3BOHOYHMKA, CrubaTelbHbIC
KOHTPAKTYPhI KOJIEHHBIX U TOJICHOCTOIHBIX CYCTaBOB, a TAK)KE YKBUHO-BAJIbI'YCHAsl YCTAHOBKA CTOII,
cTombl y3KkHe nedopMupoBaHHBIE. KOHEYHOCTH HENpPONOPLUMOHATIBHO JJIMHHBIE W TOHKHUE
OTHOCHUTEJIBHO TYJIOBHINA, HE HCKIIOYACTCS IUCTPOPHUUHBIA THI TenociokeHus. IloakoxxHO-
KHUpOBas KJETYaTKa MpPaKTUYeCKH OTCyTCTByeT. CO CTOPOHBI UEpernHO-MO3TOBBIX HEPBOB
HaOmoaeTcss JIByCTOPOHHEE CXOASIIEeCs KOCOINIa3ue, KpyMHOPA3MAIlUCTBI TOPU30HTAIbHBIN
HUCTarM C pOTaTOPHBIM KOMITOHEHTOM. lIMeeTcsi BpOXKICHHAs IBYCTOPOHHSISI KaTapakra,
HelpoceHcopHas Tyroyxocts. OTMeqaeTcsi BRIpa)kKeHHOE OTCTaBaHKE B POCTE U MACCE 110 CPABHEHUIO
C BO3pacTHOM HOPMOIA.

Hannvie nabopamopmnvix uccireoosanuu: B obmem aHanu3e KpoBHU — aHeMmus | cTeneHu
(remornoOuH — 95 /11, 3putpountsl — 3,97x1012/1), TpoMmbounTo3 (700%109 /i), BbIpaxKeHHBIN
neitkormTos  (26,8x10° /m) ¢ HeiftpodumnesoMm (manouxosaepHele HeHTpodual — 7%,
cermentosnepusie — 70%, mumdorutel — 12%, monomutel — 9%, s03uHOPUIBI — 2%),
YCKOPEHHOE OCeaHne 3pUTPOLUTOB (53 MM/4).

B OnoxumudeckoM aHanmse KpoBu — o0mmii 6emok 51 1/, ane0ymun — 31 1/, MOYeBHUHA —
7,2 MMOJB/T, OCTaTOYHBIN a30T — 21,6 MKMOJB/1, KpeaThHUH — 50 MKMOJIB/JI, TirOK03a — 5,9
MMOJIB/1, o0mui oumupyoruH — 10 MKMOb/1, NpsAMON OMIMPYOMH — 5 MKMOJIB/J, HEMpsAMOH
OUIMpyOMH — 5 MKMOJIB/JI, TIOBBIILICHHE aKTMBHOCTH acmapraramuHoTpaHcgepaza (ACT) — 53
En/n, ananmnamuuorpancdepaza (AJIT) — 74 En/n m C-peaktuBHoro Oenka — 24 wmr/i.
[IpokaneuuTonun — 2,04 Hr/miL.

Ha penTreHorpamme opraHoB rpyaHOH KI€TKH OOHApyKe€HBI 04ard MHQWIBTPAIIMA B HIKHEH
JI0JI€ JIEBOTO JIETKOro. B OakTepnooruueckom rnocese kaja Ha d+s rpymnmy oOHapy>KeH OOMIIbHBIH
pocT HHTepOoMHBa3WBHBIX ImTaMMOB Escherichia coli O152, 4ro moaTBep:knaeT HaIU4He
SHTEPOMHBA3UBHOTO SIICPUXNO03a Y MAMEHTKH. B KomporpamMme: CTyn KHUIKHH, 3eJIEHBIH, CIIH3b B
00JIbILIOM KOJIMYECTBE; B MUKPOCKOIHH BbISIBIEHBI JeHKouThl — 30-40 B 1osie 3peHust, 3puTPOLUTHI
Hen3MeHeHHble 8-12-15 B mose 3peHus; Makpodaru eJUHUYHbIE, IPOCTEHIINE U sSiIa ITIHCTOB HE
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HaleHbl. 3akmodeHue Y3 BHYTpEHHHX OpraHOB OPIONTHOM MOJIOCTH: TOKCHYECKHUE U3MECHECHHS B
noyax.

Ha ocnosanuu kiuHuko-1a60pamopHulx 0anHuLx ObLI 8blcmasier Kiunuveckutl ouachos: A04.2
OHTeponHBazuBHas uHOeknus, Bei3BaHHAs E. coli 0152 (DUD), sHTEepOKOIUTHYECCKAS TsKeIas
dbopma. Ocnoxuenue: JleBocTOpoHHS HWKHenoneBas nHeBMoHus. JIH 1-2  cremenw.
ComyrcTByromiee 3aboneBanue: cuHapoM KokkeitHa. Anemus. B kumeunom otnenenuun PKUbB
MIPOBEICHO KOMIUIEKCHOE JieueHue: croi Ne 4a, npoOHOe MHUThE 1O TUaHy A, aHTHOaKTepuaibHasi,
J€3UHTOKCUKALIMOHHAs, CHMIITOMaTHYECKas Tepanus. B kaduecTBe aHTHOAKTEpHUaIbHOM Tepaniy ObLI
HazHaueH runpoduokcarut (Llunpokc) u3 pacyera 20 Mr/Kr/cyTku BHYTpUBEHHO, 110 90 M1 1Ba pa3a
B JeHb. Hauwaro mnpoBeaeHue HH(PY3UOHHON JAE3WHTOKCUKALIMOHHOW TEpaluy IOJIMUOHHBIMU
pactBopamu B 006beme 180 mut 2 pas3a B CyTKH ¢ 10OaBI€HUEM JApOTaBeprHa 2,5 MJI BHYyTPUBEHHO C
ydeToM 00JeBOro cuHApoMa. B KadecTBe MaTOreHEeTHMYECKOW Teparnuy Ha3HAueH MaHKpPeaTUH B
tabnetkax. Ha ¢pone mpoBonuMoii Tepanuu y peOeHKa MoiIoKUTEIbHOW JMHAMUKHI HE OTMEYajioch, B
TEUYEHHUE CIEAYIOIUX ABYX CYTOK OHA MpoAoinKaia GeOpuibHO JTUXOPAAUTh, Kallledb YCUITUIICS, CTall
MPOAYKTUBHBIM, OOJIM B JKMBOTE COXPAHSIIMCh, HOCHJIM CXBAaTKOOOpA3HBIM XapakTep, CTYl ObLI
CKYZIHBIM C OOMIIEM CIIM3H, IEPUOAMYECKH C MIPOKUIKAMU KPOBU 7-8 pa3 B CyTKH.

B nerkux BbICTyNIIMBaINCh BIAXXKHBIE MEIKOIY3bIpYaThlie XPHIIBI ClieBa B HIDKHUX OTJENaXx,
OJIBIIIIKA C YyYaCTUEM BcrioMorarenbHoi Myckynatypsl, YJ[ 34-36 B 1 MuHyTy. YuuThiBas Haauuue y
JICBOYKM ITHEBMOHUH, BBIHYXJIECHHOE I10JIOKEHUE, CBS3aHHOE C OrPAaHUYEHHEM MOJBUKHOCTH, K
JICYCHHIO T00aBJICH BTOPHIM aHTHOMOTHUKOM HE(PTPUAKCOH | Tp. B CyTKH BHYTPHUBEHHO M MAacCCaX
o0J1acTu TPYIHOM KIIETKH, a Takxke aMOokcou 1o 30 Mr Tpu pas3a B IeHb B Kau€CTBE OTXapKHUBAIOIIEH
tepanuu. [IpomomkeHa Ne3MHTOKCHKAIMOHHAs Tepanus. Ha 5 neHp jeueHus temmeparypa Tena
CHHU3MJIACch O HOPMbI, MaMa JIEBOYKH OTMETHJIAa HEKOTOPOE YIy4IlIEeHHE CaMOYyBCTBHS Y peOeHKa,
MalUEeHTKa Hayaja [OHEMHOTY KylIaTh, YJIYyYIIWJICS SMOLIMOHAIBHBIA (POH, MOYTHU IEepecTalu
0ecIoKONTh 0OJM B JKUBOTE, HO KPAaTHOCTh CTyJa OCTaBajlach 7-8 pa3 B CyTKH ¢ OOMJIMEM CIIH3H.
Tonbko Ha 6 NE€Hb JIEUEHUS] Yy MAIMEHTKU OTMEYAETCS 3HAYUTENIBHOE YIy4IllEHHWE COCTOSHUS U
paciieHMBaeTcs Kak cpefHeTshkenoe. VIHTOKCHKaIs yMepeHHas, Kallelb MPOAYKTUBHBIHN, OJbIIIKa
YMEHBIIINIIACh, YACTOTA AbIXaHUsI 26 B MUHYTY, B JIETKUX KECTKOE JIbIXaHHUE, XPUIIbI €IMHUYHBIE CIIEBA
B HW)KHHMX OTJAeNax Jjerkoro. I'eMonnHamuka craOuibHas. JKUBOT MATKUN, JOCTYINEH TITyOOKOU
nasbauy, HO ele 00JIe3HEHHBIN B JIeBOU Mo/B3101IHOM 06iacTu. CTyn KamuneoOpasHblii 4 paza B
CYTKHM, HO BCE€ €lle C OOJbIIMM KOJIMYECTBOM ciu3u. K nedyeHuio MOAKIIOYEeH 3YOMOTHK —
HopmoOakr L o 1 came 2 pa3a B 1eHb.

K 10 muro or Hauanma Tepamuu COCTOSHME peOEHKa pAacCIEHUBAETCS KaK OTHOCHUTENIBHO
YAOBJIETBOPUTEIHHOE IO OCHOBHOMY 3abosieBaHM0. He MMX0opaauT, MOSBUIICS aIlMEeTHUT, KHUIKOCTh
nbeT Xopoio. Kams HeT ApIxaHue IPOBOJUTCS MO BCEM JIETOYHBIM MOJSM, XPUIIOB HE CIBILIHO,
onplmku HeT. CeplieyHble TOHBI PUTMUYHBIE, SICHBIC. JKUBOT MSTKUN, YyBCTBUTEIBHBIM B JIEBOU
MOJB3AOIIHON obnacTu, cTyn 2 pasa, KammuieoOpasHbld, 0e3 marosormueckux npumeceid. Ha
KOHTPOJILHOW PEHTT€HOTpaMMe OPTaHOB IPyAHON KJIETKH WHPUIBTPATUBHBIN TeHEH HEe 0OHAPYKEHO.
PeGeHok BbIMMCAaH JOMOHM C YIy4IIEHHEM U PEKOMEHJAIMSIM MO COOMIONEHHIO TUEThI, IpUeMy
7yOMOTHKOB Ha MpoTshkeHuH eme 10-12 mHeid.

OcTpble KHIIEYHbIE MH(EKIUHU, MPOTEKAIOIUE C KOJUTHUYECKHUM CHHIPOMOM, COCTAaBIISIFOT
IPYIIy OMACHBIX M MPU 3TOM PAa3HOOOPA3HBIX MO ATHOJOTHYECKOMY COCTaBY SHTEPOMHBA3HMBHBIX
3abosneBanuii. B o0meil MupoBoil cTpykType nuapeiHbIX 3a0oieBaHMN y JeTeld MHGPEKIHMOHHBIC
TeMOKOJIUTBI COCTABIISIIOT MPUMEPHO 8%, HO SIBIIAIOTCA HanOoJiee TSXKEIbIMHU 10 TEYEHUIO U UMEIOT
HauMeHee OnaronpusTHbIN poruHo3 [11-13].
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VY PEKOHBAJIECIIEHTOB C CHHJIPOMOM T'€MOKOJIUTA B OTAAJICHHOM KaTaMHECTHYECKOM IEpPUOIE
BO3MOXKHO (POPMHUpPOBAHHE CHHIPOMA PAa3JIpPaXKEHHOTO KHUIIEYHHKA, a TaKKe BOCHAJIUTENbHBIX
3200J1eBaHNI KUIIEUHUKA ay TOMMMYHHOU nipupossl [13].

VY gerell ¢ TEHETUYECKMMM IIOJIOMKAaMM M HAcJE€ACTBEHHBIMM HEMpOJEreHepaTuBHbBIMU
3a00JIeBaHUSIMU €CTh CBOM OCOOCHHOCTH Da3BUTHS 3a00JE€BaHM CBSI3aHHBIX C JKEIYIOYHO-
KHMIIEYHbIM TPAaKTOM. Y MHOIMX [AaUEHTOB C CHHAPOMOM KOKKelHa OnucaHbl TIacTpo-
s30(dareanvHas pedurokcHas 00e3Hb, MOPAKEHUE TI€YEeHH, BaphUPYIOIIEE OT YMEPEHHOIrO
MOBBIIICHUS YPOBHS TIEYCHOUHBIX (DEPMEHTOB /IO XOJIECTAaTHUECKON OOJIE3HH MEYCHU U TIEYCHOYHO-
KJIETOYHOM HE0CTAaTOuHOCTH [14].

Onucana cepust Clly4aeB Pa3BUTUSI OCIOKHEHHUM CO CTOPOHBI NMUILEBAPUTEIBLHON CUCTEMBI Y
[IAUEHTOB ¢ CHHIpOMOM KoOkkelHa, IpUHMMAaBIIMX MeTpoHuzaason. Ilociae Tepanuu
METPOHUA30JI0M pa3BUJIach OCTpasl MEYEHOYHAs] HEJOCTATOYHOCTb, B 3 CllydasiXx — C JIETaJbHbIM
nucxonoM. MexaHu3M renaToTOKCMYHOCTH HeusBecTeH. B Hacrosiiee Bpemsi cuHapoMm KoxkeliHa
paccMmarpuBaeTcs Kak abCONIIOTHOE MPOTUBOIOKa3aHUE K IPUMEHEHUI0 MeTpoHuAa3oma [15].

CoOTBETCTBEHHO BBHIOOp AHTMOAKTEPHATBHBIX MpPENapaToB IS HAlmled MalHeHTKA
OCYLIECTBJISIJICS. C YUETOM MMEIOUIUXCS MPOTUBONIOKA3aHUH, aJUIEproJIOTMYECKOro aHaMHe3a U ObLI
OpPUEHTHPOBAH Ha MIMPOKHH CIIEKTp OakTepuii cnocoOHbIX K MHBa3uu. Ha ¢one nedenus y pedeHka
MIPOBOAUJICS  PETYISPHBIA KOHTPOJIb (PYHKLIMU IMOYEK M TEYEHHU, MOHUTOPUHT YPOBHS IJIFOKO3BI
KkpoBH. Teuenne 00Je3HU y HaIIEH MAIMEHTKH ObLIO TSXKEIBIM, HO JOOpOKadeCTBeHHBIM. JImxopaika
JUTAITAch 5 THEH, cria3Mbl M 00JIE3HEHHOCTH TOJICTOM KUIIKKA COXPAHSUIMCH B TE€UCHUE 6-7 JTHEH, CTyI
HOPMAJIU30BAJICS NPAKTUYECKH TOIAbKO K 10 AHIO, YTO COOTBETCTBYET TSKEJIOMY TEUEHUIO
SHTEPOMHBA3UBHOIO JIIEPUXH03a, MPU KOTOPOM BOCCTAHOBJICHHWE CIU3UCTOW OOOJOYKH TOJCTOM
KUIIKKM HactynmaeT K 7-10 ngHIO OOJe3HH. OHTEPOMHBA3MBHBIC DJIIEPUXUU  BBI3BIBAIOT
IM3EHTEPHENIo00H0e 3a00JIeBaHNe, KOTOPOE MPOTEKAeT ¢ CHMOTOMAMHU OOIIEH MHTOKCUKAIIUN U
MIPEUMYIIIECTBEHHBIM MOPAKEHUEM TOJICTOM KHIIKH C Pa3BUTHEM KaTapajbHO-TeMOpPparuyeckoro,
SPO3UBHOI0, MHOT/IA SI3BEHHOT0 MpokTocurmouura [11, 12].

Kpome Ttoro, teuenue kuiiedHoid MHGMEKIMH y peOeHKa ObLJIO OCIOXKHEHO JIEBOCTOPOHHEH
HIDKHEJIOJIEBOM TTHEBMOHHUEN C TMPOSIBICHUSMHU JBIXaTeIbHOM HEAOCTAaTOYHOCTH M TpeOoBajIo
MOCTOSTHHOTO HAONIONICHHS U aJanTalliyd TePareBTUYECKOM TaKTHKU C YYETOM MPOTPECCUPOBAHUS
CUMITOMOB, Ha ()OHE TUMOTPO(PHH, HAPYIICHHON (YHKIIMU MEYEHHU, MO KOHTPOJIEM BUTAIbHBIX
nmapamMeTpoB M OWOXMMHUYECKUX ToKa3aTesnei. J[marHocTuka OCTpPBIX KHINEYHBIX HWH(EKIIHA
OCHOBBIBA€TCSI HAa KIMHUKO-3MUAEMHOJIOTMUECKUX U JIaDOpaTOpHBIX JaHHBIX, & y MAIMEHTOB C
penkumu 3a005eBaHUSIMU TpeOyeTCs YUUTHIBATH JOTOTHUTENbHBIE TEHETHYECKUE U KIMHHUYECKHE
aCTeKThl, KOTOpble MOTYT CYIIECTBEHHO MOBIUATH HA BBIOOp Tepamuu M MPOTHO3 3a00JIeBaHUA.
BaxxHO OTMETUTbH, UTO KOMILJIEKCHBIH MOAXOJ K JICUEHUIO TAaKUX 3a00JI€BaHUN MMEET pellaroliee
3HA4YEeHHE JJI IPEIOTBPAIICHUS Pa3BUTHUS OCIOKHEHUH 1 yITydIlIeHUs] KaueCTBa )KU3HU MalueHTa. A
YUUTBIBAas MYJIBTHUCUCTEMHOCTh MpOSBIEHUs cuUHApoMa KokkeiiHa, JeuYeHHe TaKuX NalMEeHTOB
TpeOyeT ydacTHs CIENHATUCTOB PAa3IMYHBIX Npoduiei, BKIOYas MeIUaTpoB, HEBPOJIOTOB,
0(pTaabMOIOTrOB, OTOPUHOIAPUHTOJIOTOB, (PU3NOTEPANIEBTOB M FACTPOIHTEPOIIOTOB.

[TomruMO HENOCPEACTBEHHO KJIMHUYECKOM Ba)XHOCTH, OTOT Cilydaid MOJYEPKUBAET
HE0OXOIUMOCTh MEIUKO-T€HETUYECKOT0 KOHCYJIbTUPOBAHUS MpHU IJIAHUPOBAHUU OEPEMEHHOCTH,
0COOEHHO B CITydasix, KOT/Ia y MaTepH WU OJU3KUX POACTBEHHUKOB UMEETCS CIIOKHBIN aKyIIepCKo-
THHEKOJIOTHYeckuil aHamHe3. [loHMMaHue U TUArHOCTHKA PEIKUX TeHETUYECKUX 3a00JeBaHUM 10
pOXKIeHHsI peOeHKa WM B paHHEM BO3pacTe MOTYT MPEIOTBPATUTH TSKEIBIE OCIOKHEHUS, AATh
ManueHTaM BO3MOXHOCTh 3HAYUTENIbHOTO YBEIMUEHUS MPOJAOKUTEIbHOCTH )KU3HU U YIIyUIIEHUS
€€ KauyecTBa.
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Takum 00pa3oM, BaKHOCTh PAaHHETO BBISBICHUS CHHIpoMa KOKKeWHa M IPYrHX PEeaKux
3a00JIeBaHUN B KJIMHUYECKOH MPAKTUKE HEBO3MOXKHO TEpPEOleHHTh. [IpencTaBieHHbIN cirydai
MOTYEPKUBACT BAKHOCTH MEPCOHATU3UPOBAHHOTO TOIXOJa K TOSBICHUIO MYJIBTUCHCTEMHBIX H
HEOOBIYHBIX CHHJIPOMOB y JETEH, YTO MOKET 3HAYUTEIILHO MOBBICUTH BEPOSTHOCTH MPABUIHHOTO
JIMarHo3a W YJIYYIIUTh NPOTHO3 3a00JieBaHMsI. JTO KIMHHYECKHIA CITy4all MOATBEPANI, YTO JIETH C
opbaHHBIMH 3a00JICBAaHMSIMH TIEPEHOCIT WHQEKIMOHHYIO TIATOJIOTHIO TSDKENO, €€ TEUYCHHE
3aTATUBACTCS U YACTO OCJIOXHSETCS, a COUETaHNe 3HAHUN O PeIKUX 3a00JICBAHUAX C KIMHUYECKUM
ONBITOM JIMATHOCTUKH W TMPABWIBHOTO BBIOOpA JICYCHHUS BCE K€ TMO3BOJSET JOOUTHCS
OnmarompusiTHOro wucxoia. OH TakKe akKICHTHPYeT BHUMAaHWE HAa 3HAYCHUU TEHETHYECKUX
KOHCYJIBTAllMii M BHUMATEIBHOTO OTHOIICHUS K CJIOXHBIM CIy4asM, YTO MOXXET CYIIECTBEHHO
VIYYIIUTh TPOTHO3 JUIS MAlUEHTOB ¢ penkumu 3abosieBanusmu. [lomoOHBIE HAOTIOACHUS
MIPEJICTABIISAIOT 3HAYUTEIIHHBIA HHTEPEC TS IIEANATPOB, TCHETUKOB, HEBPOJIOTOB U CIICIIUATIICTOB 10
penKUM 3a00JICBAHUSM.
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