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AnHomayusn

Bposk/ieHHbIEe IOPOKU Pa3BUTHSA IeHTpasIbHOU HepBHOU cucreMbl (BITP ITHC) mpencTaBisioT cob60i 3HAUMMYIO METUIIMHCKYIO U COI[UAJIbHYIO
npobieMy. ITH aHOMAJIUU XapAaKTEPUBYIOTCS BBICOKOU BapUabeIbHOCThIO KITHHUYECKHX [TPOSIBJIEHHUH U YaCTO COITPOBOK/IAIOTCS COIYTCTBYIOIIIH-
MU TATOJIOTHSMHU, TAKUMHU KaK 3aCTOHHbIE THEBMOHUH, OeJIKOBO-3HepreTruecKasi HepocratouHocTh (BOH) u anemun. HecMoTpst Ha PeIKOCTD
9TUX 3200JIeBaHUH, U3yUEeHNE UX KJIINHUYECKUX 0COOEHHOCTe! U pa3paboTka 3¢ HeKTUBHBIX METO/IOB JIEYEHH OCTAIOTCA aKTyaJIbHBIMHU 3a7aua-
MH. ITO CBA3aHO ¢ HEOOXOMMOCTbIO YIIyUIIEHUsI KAUeCTBa JKU3HU MAIMEHTOB U 00JIErYeHUs] yX0/1a 32 HUMU JIJIsl KX OTIEKYHOB.

Iesu viccsie/I0BaHUs — OMMCAHUE OIBITA JieueHUst KoMopouaHoro nanuenta ¢ BITP [THC, aHamn3 KJIMHUYECKUX MPOSIBJIEHUH U COMYTCTBYOIITUX
[1aTOJIOTUH, a TaK)Ke Pa3paboTKa PEKOMEH/JAllUi 110 KOMILJIEKCHOW TEPANNY U PeabuInTaIuu.

B craThe mpejicTaBIeH KIIMHUYECKUH CIydall TAallMeHTKH ¢ THAPaHIHIehaTnel, COMMPOBOK/IAIOIIEHCS TAMKETBIMU 3aCTONHBIMY THEBMOHUSAMH U
B3H. B xo/1e uccieoBanus ObLIN UCIIOIB30BAHBI CJIEIYIOIINE METO/IbI: COOP aHAMHe3a U Kaji00, TIIATeIbHbIN aHAIN3 MEAUIITHCKON UCTOPUHU
IanyeHTa U TEKYIINX CUMIITOMOB, KJIMHUYECKUH OCMOTP, JJabOpaTOpHbIE UCCIIEe/IOBAaHUs, NHCTPYMEHTAIbHbIE UCCJIEZI0BAHNS, KOHCYIbTAIIIN
CITEIHATUCTOB.

VY nmaiueHTKH ¢ ruipaH3HIedateil 0TMeYaanuch CIeIyIIe KIMHNYECKIe TPOSIBJIEHNUs: 1) HEBPOJIOTHYECKIe CUMIITOMBI (BhIpajkKeHHAas TUIIO-
JIMHAMUS, CIIACTHYECKUN CKOJINO03, HApyIIEHNE TJI0TAaHUs U 3allIUTHBIX pepyIeKCoB); 2) peCiupaTOpHbIe OCTIOKHEHU (JacThle 3aCTOMHbIE ITHEB-
MOHUU, TPEOYIOIIKE UIUTETHHOTO JIEYeHNs U rocnutanusanun); 3) BAH (cHukeHne Macchl Tejia, HapyllleHe IIUTaHNA); 4) UMMYHOJIOTHUECKUEe
Hapymienus (camkenve ypoBHst CD4 u CD8 T-kieTok, HapyieHue cooTHoteHus T-xeamnepos u T-cympeccopos).

KoMmIuiekcHOe JieueHre BKIIIOYAIO: 1) aHTUOMOTHKOTEPATIUIO IS JIedeHHU s MH(QEKIIMOHHBIX OCJIOKHEHUH; 2) peabnInTaI[MOHHbIE MEPOIIPUATHS
(dbusuotreparnusi, ApIxaTeabHAs TAMHACTAKA); 3) KOPPEKIIHMIO MUTAaHUS (CIIEI[UaIbHbIE TUETHI U JIOMOJHUTETFHOE TTUTAHUE); 4) HMMYHOKOPPEK-
nuio (ojiepKKa UMMYHHOUN CHCTEMBI C UCI0JIb30BAHIEM UMMYHOMO/IYJIITOPOR).

CriesiaHbl BBIBOJIBI O BAYKHOCTH MEXKIMCIUILIMHAPHOTO II0/IX0/]a, COBMECTHBIX OCMOTPOB U KOHCYJIBTAITUI CHEI[UAIUCTOB Ui pa3paboTku a¢-
(EeKTUBHON CTpaTeruu JeueHusi, HeOOXOAMMOCTH PeabuIuTAIliU ¥ TO/IEPKKY JIeTel ¢ TAKUMU IATOJIOTUSMU, MPOPUIAKTUKN OCJIOKHEHUM.
OTMeueHa Ba’KHOCTh CEPhE3HOTO MO/IX0/[A K ITIAHUPOBAHUIO CEMbH, IIO/ITOTOBKY K O€PEMEHHOCTU U PO/iaM, OXPAHbI 1 3aIIIUTHl MATEPUHCTBA.
Taxkum 06pa3oM, KOMILIEKCHBIH OX0/] K Jieuenuto nanueHToB ¢ BITP ITHC no3BoJisieT yyIydInuTh IPOTHO3 U TOBBICUTH KAUECTBO UX KU3HH, He-
CMOTPSI Ha TSXKECTh OCHOBHOTO 3a00JIEBAHMS.

Karoueswvte caoea: BpOK/IeHHbIE TIOPOKH, IIeHTpabHasl HEPBHAs CHCTEMA, THEBMOHUsI, aHEMUsI, OEJIKOBO-IHEPTeTHUECKAasi HEJ[OCTATOYHOCTD.
Jlas yumuposanus: Jlarynosa H.B., Cemenuyk T.B., Boponosa A.B., Mouaps B.B., Kyanesuu E.W., Msarkas H.O. OnsIt jieueHust KoOMOpOu/-
HOTO MMalfenTa ¢ BpoKAeHHbIMY mopokamu passutus [[HC. Kaunuueckuilt pazbop 6 obweit meduyuHe. 2025; 6 (4): 74—79.
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Abstract

Congenital malformations of the central nervous system (CNS CMs) represent a significant medical and social issue. These anomalies are charac-
terized by a high variability of clinical manifestations and are often accompanied by comorbid pathologies such as congestive pneumonias, protein-
energy malnutrition (PEM), and anemia. Despite the rarity of these diseases, studying their clinical features and developing effective treatment
methods remain urgent tasks. This is due to the need to improve the quality of life for patients and to facilitate care methods for their caregivers.
Objective — to describe the treatment experience of a comorbid patient with CN'S CMs, analyze clinical manifestations and comorbid pathologies,
and develop recommendations for comprehensive therapy and rehabilitation.

The article presents a clinical case of a patient with hydranencephaly, accompanied by severe congestive pneumonias and PEM. The following
methods were used in the study: collection of anamnesis and complaints, thorough analysis of the patient’s medical history and current symp-
toms, clinical examination, laboratory tests, instrumental studies, and specialist consultations.

The patient with hydranencephaly demonstrated the following clinical manifestations: 1) neurological symptoms (pronounced hypodynamia,
spastic scoliosis, swallowing and protective reflex disorders); 2) respiratory complications (frequent congestive pneumonias requiring prolonged
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treatment and hospitalization); 3) PEM: weight loss, nutritional disorders; 4) immunological disorders (decreased levels of CD4 and CD8 T-cells,
impaired T-helper to T-suppressor ratios).

The comprehensive treatment included: 1) antibiotic therapy for the treatment of infectious complications; 2) rehabilitation measures (physio-
therapy, breathing exercises); 3) nutritional correction (special diets and additional nutrition); 4) immunocorrection (immune system support us-
ing immunomodulators).

The importance of an interdisciplinary approach, the need for joint examinations and specialist consultations to develop an effective treatment
strategy, rehabilitation and support for children with such pathologies, complication prevention. There should be a serious approach to family
planning, preparation for pregnancy and childbirth, and maternal health protection.

Thus, a comprehensive approach to treating patients with CNS CMs allows for an improved prognosis and enhanced quality of life despite the
severity of the underlying disease.

Keywords: congenital malformations, central nervous system, pneumonia, anemia, protein and energy deficiency.
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BBepgeHne

Bposk/ieHHbIE ITOPOKU Pa3BUTHSA IIEHTPAJIBHON HEPBHOH
cucrembl (BITP ITHC) mpesacTaBiisiioT coOOM TPYIILY TsKe-
JIBIX U Pa3HOOOPa3HBIX aHOMAJINHU, CBA3AHHBIX C Hapylle-
HUEM HOPMaJIbHOTO Pa3BUTH: I'0JIOBHOT'O M CIITHHOT'O MO3Ta.
ATU IOPOKH XapaKTEPU3YIOTCA JIeTeHepATHBHBIMY U3MeHe-
HUAMH B HEHPOHAX U MX HECIIOCOOHOCTBIO K PereHeparuy,
YTO IPUBOJUT K IIHPOKOMY CIIEKTPY KJIMHUYECKUX IIPOsIBIIE-
HUU U OCJIOKHEHHWH. B GOJIBIIMHCTBE C/lydaeB XapaKTepHA
HEBPOJIOTHUECKAsA 0YaroBas CUMIITOMATHKA, HO HE CJIE/IyeT
3a0BIBaTh O COILYTCTBYIOIIEH ITATOJIOTUH, KOTOPAast MeJIEHHO,
HO BEPHO IPUCOENHSIETCS B JlaibHekem [1].

B mamHOI cTaThe peuys MOUAET O BPOXKAEHHON THAPAHIH-
nedanuu. [Tpu M3yyeHNU OTEUeCTBEHHBIX M 3apy0erKHBIX
CTaTel MOKHO ITPUMTH K 3aKJIIOUEHHUIO0, UTO IAaHHBIE O KJIH-
HHUYECKUX OCOOEHHOCTSX, IIPOTHO3€ U BBIKUBAEMOCTH IIPH
TUAPOsHIEDATONATHN OCTAIOTCS CKyJ[HbIMU [2, 3]. DTO
CBSI3AHO C PEJKOCTHIO 3a00JIEBAHUA U YACTBIM IIPEpBIBA-
HHeM 6epeMEeHHOCTH B CJIy4asx IIOCTAHOBKY JUArHO3a IIpe-
HaTaJbHO B Pa3BUTHIX CTpaHaX. B cucremaTnueckoMm 06-
30pe MHPOBOH JINTEPATYPhl OBLIO BBIABJIEHO TOJIBKO
75 CJIy4aeB, IPUYEM CAMBIH OOJIBIION 0030p BKJIIOYAT B
cebs1 Bcero 17 ciIydaeB JJaHHOH marosiornu. Ha ocHOBaHMM
9TUX OTPAHUYEHHBIX HCCJIEZIOBAHUN CUUTAETCSH, YTO MHO-
r'He [MalieHThl He JIOKUBAIOT JI0 2 JIET KU3HU U TeM OoJiee
JIO 3peJIoro Bo3dpacTa [4, 5]. DTOH TOUKe 3peHus IPOTUBO-
pedar HEeCKOJIbKO CTaTed O CIIydasX, JOKYMEHTHUPYIOIIUX
BBDKUBIIIKX B TE€YEHHE JUINTETBHOTO BpEMeHH [6, 7]. Yenex
B IIO/IZIEPKAHUHN KU3HEHHBIX (QYHKIUNA OCHOBAaH Ha KOM-
IJIEKCHOM JIEYEHUU IATOJIOTUH, KOTOPhlEe BOBHUKAIOT KaK
OCJIOKHEHUSA JIJIUTEJIBHOU TUITOJINHAMUH U I1ape30B. Yacto
BIIP ITHC comyTCTBYIOT TAKeJIble 3aCTOHHbIE ITHEBMOHUH,
GesikoBO-3HepreTryueckas HezocTarouHocTh (BOH) u aHe-
vun. Ocobennocru teuenus BIIP ITHC nanpsamyio cBs-
3aHBI C BOBHHKHOBEHHEM OCTPBIX MH(PEKINN HIKHUX JIbI-
XaTeJbHBIX IyTed W pa3BUTHEM ITHEBMOHMH. ['MnopuHa-
MU, MUACTEHUSA, CIACTUYECKHH CKOJINO03, HAPYIIEHUE IJI0-
TaHUA, ACIUPALINA U 3aCTOH CJIU3UCTOTO COAEPKUMOTrO0, Ha-
pYILIEHUE BCexX 3alTUTHBIX pedIeKCcoB (B JAHHOM CIydae Ba-
JKeH KaluieBoH pedJieKc) MPUBOJAT K TAKEJIOH I'MIIOBEH-
TUJIALUE U PA3BUTHIO JbIXaTEJIbHOH HEIOCTATOYHOCTH.
B pesysbrare yacToro mocemeHus Je4ebHO-IIpOdIIIaKTH-
YECKUX YUPEXKIEHUH, JUIUTEIBHBIX TOCIUTAIN3AUN IPO-
HCXOAUT KOHTAMUHAIUA aHTHUOHOTHUKOPE3UCTEHTHBHIMHU
mrrammamu 6axrepuit [8]. detu ¢ BIIP ITHC umeroT Tpy/-
HOCTH B aJJalITAlIMK K MEHAIOMUMCS (PaKTOopaM OKpy»Kako-

el cpejibl 3a CYeT IOBPEX/IeHUA HEHPOHOB U CTPYKTYD
TOJIOBHOTO MO3Ta, SHAOKPUHHBIX JKeJie3, KOTOPbIEe UTPAI0T
Ba)KHYIO POJIb B GOPMUPOBAHIY UMMYHUTETA U PETYIIALNN
(yHKIIMI BCcex OpraHoOB ¢ IOMOIIbI0 TODMOHOB B HEHpoMe-
nuaropoB. CHmxeHue ypoBHel CD4, CD8 T-kseTok u coot-
HomleHusa T-xenmepoB u T-cympeccopoB y HanueHTOB C
BITP IIHC uacro omuchiBaeTcsi B HaydHBIX TpyAax [9].
[THEBMOHUM y TaKUX JE€TEH YaCTO aTUIIUYHEIE, TSIKEJIble U
sarsoxHble. OHU BeZyT K pa3Butuio bOH u anemumn, 4to B
pe3ysbTaTe MPUBOAUT K 00PA30BAHUIO IMOPOYHOTO Kpyra
MaTo(pU3NOJIOTHIECKUX IPOIeccoB. /et ¢ HapymeHuAMu
I[THC yarre morubaT OT WH(PEKITMOHHO-BOCTATUTETHHBIX
3abosieBaHuil. 110 JaHHBIM CTATUCTUKH, 15% yMepIIUX Jie-
Ted UMEIOT HEBPOJIOTHYECKUE TUATHO3BI, UTO 3HAUUTETHHO
MIPEBBIIIAET IPOIEHT CMEPTHOCTH OT HEBPOJIOTUUECKUX
TIPUYHH CPEJIU IETCKOTO HACEJIEHUS B I[€JIOM.

Takum 00pa3oMm, JieueHre KOMOPOU/IHBIX HAI[UEHTOB C
BITP ITHC TpebyeT KOMILJIEKCHOTO U MEXIUCIHUILIMHAP-
HOTO TOZAXO0/a, BKJIIOYAIOIIET0 CBOEBPEMEHHYIO JAHArHO-
CTHKY U JIeYeHHE COIYTCTBYIONUX 3a00JIEBAHUM, a TAKKe
pa3paboTKy HHAUBUAYATbHBIX IPOTPAMM PeabuIuTaIUN U
nmosi/iep kK [10].

[enu maHHOUM PabOTHI — OMHUCAHUE OIBITA JIEUEHUS KO-
mop6buHoro nanvedTa ¢ BITP ITHC, aHamn3 KIMHIYECKUX
MIPOABJIEHUH W COIYTCTBYIOIIMX ITATOJIOTHH, a TaK)Ke pas-
paboTKa peKOMeHAIMH 110 KOMIUIEKCHOH Tepanuy U pea-
OUIMTALINH.

KnnHnueckoe HaGﬂIOAEHI/Ie

JleBouka 13 JIET TOCHUTAIN3UPOBAHA B OT/EJIeHHUE JIeT-
CKOH peaHMManuu 1o Tsokectu cocrosgHus I'bY3 PK «Pec-
myOJIMKaHCKasA JIeTcKasA KIWHWYecKas O0opHUIa» r. CuMm-
(epormosnp npu oMoy caHaBuanuu. 3abosiesia 0CTpo, B
TedeHUe CyTOK IOSIBWJIMCH OJIbIIIKA U Kaiesb. Vmeercs
peHTreHorpaMmMa OpPTaHOB IPY/IHON KJIETKH B IIPAMOU IIPO-
eKITUH.

OOBEKTHBHO: COCTOSTHUE TSAKeEJIOe, 00yCIOBIEHO IPyOBIM
HeBposiorndeckuM fedunutoM. BOH Tskesnon creneHwu.
BereratusHoe cocrosgHue. Cyopor HeT, TeTpanapes, Ipy-
Oble KOHTPAKTYPHI CYCTaBOB. MeHUHIeaIbHBIX 3HAKOB HET.
KoxxHble TIOKpOBBI OJie/IHBIE, CyXUe, TYprop U 3JacTHY-
HOCTH CHIDKeHBI. Cu3ucThie 000JI0UKH YHCThIE, PO30BEIE,
s3BIK 00JI02KeH OesibiM HaseroMm. Temmeparypa 36,3 °C,
JINCTaJTbHBIE OT/IEIbl KOHEYHOCTEH XOJIofHble. [IpIxaHue
CIIOHTAHHOE, OJIbIIIIKA CMEIIAHHOTO XapaKTepa, YacToTa
JbIXaHHUA — 26 B MuHYTY, SPO, — 96%. AyCKyJIbTaTUBHO JIbI-
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XaHUeE JKeCTKOe, IPOBOJUTCSA II0 BCEM IOJIAM, XPUIIbI CyXUE,
poBosiHbIe. [eMOAMHAMUKY yAep:KUBaeT 6e3 MeTMKaMeH-
TO3HOU KOppekiuu. AprepuanbHoe jasienue (All) —
177/88 MM pT. cr. TOHBI cepAlia yMEPEHHO IPUIJIYLIEHSBI,
pUTMUYHBIE, YaCTOTa cepieunbix cokpamienuii (YCC) — 83
B MuHyTy. JKuBOT MArKNH, 6e3601e3HEeHHBIN. Ilepucrap-
THKa COXpaHeHa. [[nypes 10 MOUeBOMY KaTeTepy COXpaHEH.
Macca Tesna 13 Kr. lleHTpasbHBIN BEHO3HBIN KaTeTep ycTa-
HOBJIEH B IO/KJIIOUWYHOU BEHE CIIPaBa. YCTAHOBJIEH JI0-
TIOJTHUTEIBHBIM BEHO3HBIN JIOCTYH — NeprudepudecKuil Be-
HO3HBIM KaTeTep B IPaBOU KUCTH.

AnamHe3 dcusHu: pebEHOK OT IepBOU OepeMeHHOCTH,
IepBBIX poZioB. Pogmitack 10.07.2010. BosibHa ¢ poxxAeHus,
HaOsozaercs y HeBpostora. [Tocienyromuye Tpu Gepemen-
HOCTH Y MaTepy 3aKOHUYUJIUCH POXKAEHHEM 30POBBIX Jie-
Ted. Martp orpunaer Hasimyue BITP ITHC y 6m3kux poj-
CTBEHHHUKOB U UX JIETEH.

IIpedsapumenvmstilt duaenos. BIIP ITHC: rugpansHie-
¢danua. Crnacruyeckuil Terpamape3 ¢ rpyObIMU Hapylie-
HUAMYU QYHKIMH JBIKeHUA. CHMIITOMaTHYeCcKas SIIMIel-
cus ¢ noauMOpdHBIMU NpUnasKaMu. BpoxxaeHHas nato-
JIoTHA 3pUTeNIbHOrO aHanusaropa. Kosmoboma ceryarku, xo-
PUOPETHHHUT, aTpodus ceTIaTKu 000UX Iy1a3. S-00pa3HbIi
CKOJIMO3 TPY/IOTIOSICHIYHOTO OT/ies1a. AHEMUsA 1-H CTEIeHH
runoxpomHas. BOH Tsxeson creneHn.

IIpoBenieHo 06CIeIOBAHE.

3axatouenue no daHHbIM nexmposHyedanozpagpuu:
perucTpupyercs IOCTOSHHAasA MOHOTOHHasA ciabo nudde-
PEHIIMPOBaHHASA AKTHBHOCTH F'OJIOBHOTO MO3Ta PE3KO CHU-
JKEHHOHM aMIUTUTYZbI. JIOKAJIBHYIO MATOJIOTHIO, MEXKIIOJY-
[IAPHYI0 aCHMMETPHIO, SIIIENTUIECKYI0 aKTUBHOCTD BbI-
SABUTH HE IPEJCTaBJIAETCA BO3MOXKHBIM H3-3a HHU3KO-
aMILIATYZHOM KPUBOH.

Jlanmble komnvromepHoil momoepaguu 0p2aHos8 2pyoHol
KAemKu: BBIHYKJIEHHOe I10J103keHue 60s1bHON. Kudockoino-
THYecKas AedopManusa rpyJOIOsCHIYHOTO OT/eJIa II03BO-
HOYHUKA, AedopManus TPy[HOH KJIeTKH. B pasinyHbIX
cerMeHTax OOOUX JIETKHWX: MHOXKECTBEHHBIE, IIPeHMylie-
CTBEHHO IepUOpPOHXHAJIBHO PpACIOJIOXKEHHBIE OYaru
(6Gosbinie B 3a1HEOA3AIBHBIX CETMEHTAX); IIJIOTHOCTD JIETOU-
HOH ITapeHXVMBbI B IPUJIEKAIIUX OT/eIaX HepaBHOMeEpPHas,
MeCTaMH IOBBIIIEHA JI0 «MAaTOBOTO CTEKJIa», MECTAMH CHU-
JKeHa (3a cuer BUKapHOTo B3aytus / amdusemsr). Takxke ¢
JIByX CTOPOH IIPOCMATPUBAIOTCH YYaCTKU IO TUIy Oojee
WHTEHCUBHOTO «MaTOBOTO CTEKJIa» 0e3 YeTKHX KOHTYpPOB
(B Tom umcie B cermenTax Cp, C), a TakxKe y4acTKH 110
THITy KOHcosuanuu (crpasa B cermenTax Cy, C, u ceBa B
cermerTax Cy;, ; Ha ()OHE ONHICAHHBIX yYaCTKOB CIIPaBa B
cermente Cy u cieBa B cermente Cyp; IMPOCMaTPUBAIOTCA
IIPOCBETHI YMEPEHHO PACIIMPEHHBIX INepudepudecKux
O6poHxXO0B). [I7I0THOCTH JIETOYHOM ITAPEHXUMBI HA OCTAJIb-
HOM IIPOTSKEHUU NOoHMKeHa. HayymnadparmanpHo — MeJ-
KUe JIMHEHHBble YyJYaCcTKH KOHCOIUZAUUH (BEpOATHO,
cnafiku). JIerouHbl PUCYHOK YCHJIEH, JeOpMUPOBAH.
B tpaxee, jieBOM TJ1aBHOM OpoHxXe (a TaKKe B OTXO/SIINX
cerMeHTapHbIX OpOHXaX U cyOcerMeHTapHBIX OpOHXax
HIDKHEHR [10y1i) GOJIbIIIOe KOJIMUECTBO CJIM3UCTOTO COJZIEep-
JKHMOTO, IIPOCBETHI OPOHXOB IIpakTHUecKu He auddepen-

Puc. 1. PeHTreHorpamma rpyAHoO KIeTKN B TPAMOI NpoeKunn.
Fig. 1. Frontal chest X-ray.

nupytores. CreHKH cybcerMeHTapHBIX OpOHXOB CJIeBa B
HIDKHEH JI0JI1 HEepaBHOMEpHO yrouneHbl. ClipaBa B cer-
mente C, eAMHUYHbIe OPOHXO3KTas3bl. B cpejgocreHnM
oIpesiesIATeA JTUMGbAaTHIeCKHe y3JIbl PA3JIMYHbIX I'PYIII,
IapaTpaxeajbHO CIIEpeU U Ha YpoBHe Oudypkanuu tpa-
xer ¢ 00pa3oBaHUEM KOHIJIOMEPATOB U IPU3HAKaMu ¢par-
MEHTApHOTO 0OBI3BECTBIIEHUA; TAKXKE MEJIKHE KAJIBIIMHATHI
IIPOCMATPUBAIOTCA B 00acCTH JUM(ATUYECKUX Y3JI0B
KODPHS IIPaBOTro Jierkoro. Kieruarka mepegHero cpemocre-
HUA yIUIOTHeHa (TUMyc). B IieBpajibHBIX ITOJIOCTAX:
crpaBa cBOOOJIHOM KU/IKOCTH He BBIABJIEHO, CJIEBA CKOILIE-
HUeE JKUIKOCTH 710 1,5 MM (C mpu3Hakamu 3a6poca B MeXK/10-
JIEBYIO III€JIb). B IOJIOCTH IepuKap/a: CKOIUIEHHE JKHJIKO-
cte 10 9,3 MM. CTpyKTypa KOCTel Ha BHJUMOM IIPOTSIKe-
HUM paspekeHa, Oosblie B 00JIACTH TOJOBKU IIPABOU
IIJIeYeBOM KOCTH. MBIl TPYyJHOH CTEHKH, IIJIEYEBOTO
[10sica ¥ BEPXHUX KOHEUHOCTEH Ha BUJUMOM IPOTSIKEHUH
aTrpoduyHbl. MeKue KaJIbIIMHATHI B CTPYKTYPE OCTHCTBIX
Mpinr nrer. CTeHKHM IMUIEBOAA IIPEICTABIAIOTCA YTOJI-
IIEHHBIMHY; YaCTh JKEJIyJKa IIPoabupyer B TPYJHYIO IIO-
JIOCTh Yepe3 MHINEBOJHOE OTBepcTre auadparmsel (rpbika
IIUIIEBOAHOTO OTBepcTusA AuadparMel). B mogMbIeqHbIx
00J1aCTAX YBEIWYEHHBIX JHUM(MATHUUECKUX Y3JI0B JIOCTO-
BEPHO He BbIABIeHO. Hasmoueunnky uyeTko He quddepen-
IUPYIOTCA. BUMBble OT/ieIbI II€YeHH, CeJIe3EHKHU U ITOJKe-
JIyJJOYHOH 3Kesie3bl 0e3 IpyObIX OYaroBBIX H3MEHEHHH.
[InoTHOCTh TEYEHUW MecTaMu IOBhINIEHA 710 69—72 ExH
(BeposiTHO, IPOABIEHHUSA MeTabOJIMYECKUX HAPYIIEHUH).
Baknarouenue. Jlepopmarnusa rpysONOSCHUYHOTO OTZesa
II03BOHOYHUKA, IPy/iHON KkieTku. KT-kapTuHa ABYCTOPOH-
Hell THEeBMOHUU Ha GoHe OpOHXHMOINTA, OpOHXUTA. BBIIIOT
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B IUIEBPAJIBHOI IT0JIOCTH, TIOJIOCTH ITepukapa. Jlumbazeno-
IaTHs CPEJIOCTEHH U KOPHSA IIPaBOrO JIETKOTO (C IMpHU3Ha-
kamMu GparMeHTapHOrO OOBI3BECTBJIEHUA JIUM(BATHUECKUX
y3710B). I'pblKa MUIEBOAHOIO OTBEPCTHA Aradparmol.
Koncyavmayus ogpmanvbmonoza: Ha MOMEHT OCMOTpaA
OCTPOY TATOJIOTUHU CETYATKU He BBISBJIEHO; HEHPOXOPHO-
peTHHAJIbHAA KOJI000Ma, YacCTHYHAsA aTPOdU 3PUTEIHHBIX
HEPBOB 000UX IJIa3.
Koncyavmayus nyAsmoH0.102a: JBYCTOPOHHSASA THEBMO-
uusi (Ha ¢oHe OpoHXUOIUTA). PEKOMEHI0BAHO IPOOJI-
JKUTBh aHTHOaKTepuaibHyto Tepanuio. BITP ITHC. BOH Ta-
JKeJIOW creneHW, aHeMus. JlaBaxk U caHanusA TpaxeoOpOH-
XHaJIBHOTO JIepeBa.
Ilepen mocelneHWeM IIyJIBMOHOJIOTA ObLIa IIPOBE/IEHA
peHTreHorpadus opraHoB IPyIHOH KyieTKH (puc. 1).
Koncyavmayus omopuHonapuHao102a: KaHIOJIEHOCH-
TeJIb, YXO7] 32 TPaXeOCTOMOH.
O6wuit ananus xkposu (OAK) e dunamuxe: reMOTJIOONH —
115,6 /71 (6bLT 77 T/J1), TeMaTOKPUT — 26,8%, SPUTPOIIUTHI —
3,41x109/71, JTeUKOuuThl — 3,0x10%/71 (OBUIO 14,7x109/11),
TPOMOOITUTHI — 174x109/J1, MOHOIIUTHI — 5%, TAJIOUKOSIZIEP-
Hble — 6%, cermeHTOsI/IepHbIE — 46% (OBLIO0 70%), TUMO-
uThl — 41% (61710 20%).
Buoxumuueckuil aHanu3 Kposu: TI0K03a — 3,5 MMOJIb /I,
ypoBeHb C-peakTUBHOTO Oesika — 4,8 mr/1 (661710 5,3 Mr/1),
XJIOPU/IBL — 107 MMOJIb/JI, KQJIul — 4 MMOJIb/JI, HATPUU —
139 /M, anaHnHamMuHOTpaHcdepasa — 21,7 Ex /i, acnap-
taraMuHOTpaHcdepasa — 11,8 Exn /i, obmuii 6esok — 61 /71,
KpeaTHHUH — 47,8 MMOJIb/JI, MOYEBUHA — 2,03 MMOJIb/JI, aJTb-
6ymuH — 30,6 T/, 06 OWIMPYOUH — 4,86 MKMOJIB/JI,
IpAMOH OGMIHPYOUH — 2,49 MKMOJIb/JI.
B KpoBH I'MIIONPOTENHEMILS, CHIKEHBI YPOBHH MOYEBHHEI,
reMaTokpuTa. IIpu HOCTYIIJIEHWU CIBUT JIEHKOIIUTAPHOMN
dopmysier BeBo. lunamuka OAK nosoxurespHas.
Koazynoepamma: 6e3 maToyoruy.
Obwuil ananus Movu: yAeJIbHbINA BeC — 1015, JIEHKOIUTHI —
5—6 B niosie 3penus, pH — 7,5. besok, roko3a, aleToH — oT-
punaresnbubie. Tuacraza mouu (o Kapagser) — 44 mr/(cx).
OxonuamenvHbiil duaenos. BIIP ITHC: runpansnneda-
sus. CriacTHYecKuH TeTparnapes ¢ TpyObIMY HapyIIEHUAMHU
dysxnmum nBrkenus no mkaite GMFCS, 5-if yposens. I'py-
Oble KOTHUTHBHBIE HapyumieHusA. CHMIITOMaTH4ecKas 3IIH-
JIeNicHs ¢ HOJUMOP(MHBIMU NPUNIAAKAMU. J[ByCTOPOHHAA
ITHeBMOHU Ha poHe OPOHXHUOINTA, GPOHXUTA. BBIIOT B JIe-
BOH IJIEBPAJIBHOM IIOJIOCTH, TIOJIOCTH Iepukap/a. Jinmda-
JIEHOIIATHUSA CPEIOCTEHNA U KOPHSA [IPaBOr'o JIETKOro. JlpIxa-
TeJIbHASI HEJOCTATOYHOCTh 1—2-H cremeHu. Tsoxenas BOH.
Kaxexcus. I'pplxka IUIEBOZHOTO OTBEPCTUSA AuadparMsl.
Anemus 1-4 cTelleHU, TUIIOXPOMHAsA. BpoxkaeHHasa naroJio-
r'us 3pUTEJIbHOrO aHanusaTtopa. Kosoboma cerdarku, Xo-
PUOPETHHHUT, aTpodus ceTIaTKu 000UX Iy1a3. S-00pa3HbIi
CKOJIMO3 TPY/IOIOACHUYIHOTO OT/ENA.
IIposederio neuenue:
* 3HTEpanbHO: cMech Neocate LCP wepes 3017, 10 100 M
C IIEPEePBIBOM Kak/ble 5 U I10/T KOHTPOJIEM YCBOEHUS;

» nHQY3HOHHaA Tepanus B o6beme 1 PIT + marosornye-
CKUeE II0TepY;

- Tpancdysus apurpounrapHoi B3Becu A(II) Rh+;

e mapeHTepasbHoe nuranue: CMO®KabuBeH meHTpaIb-
HBII 30 MJI/KT B CyTKU;

- anTubakTepuanpHas Tepanusa: lledomnepason + Cy-
JI0aKTaM 350 MI Kaxzble 8 ;

 Metabosinyeckas Tepanusd: LlutodiaBuH 5 MJI BHYTPH-
BEHHO 1 Pa3 B CYTKU;

e yHraIAnun: Bepoayai 20 kanenb+2 i 0,9% NaCl 3 paza
B cytkH, HoBatpoH 2,5 mr+ 2 mit 0,9% NaCl 1 pa3 B cyTku;

e IO3UIIVIOHHBIN JIpEHAX, CAaHAIMA TPaxeoOpOHXHAIIb-
HOTO JIepeBa;

 CHUMIITOMAaTHUYeCKas Tepaus.

O6cyxpeHue

PebGeHOK HAXOZUJICS B PEAHUMAIIMOHHOM OT/IEJIEHUH B
TeYeHUeE 4 cyT. 3a BpeMs HaOJII0/IEeHUA COCTOsIHUE pebeHKa
OBLIIO TSKEJIOe, OJJHAKO C IOJIOKUTEJIbHON JUHAMHKOH B
BH/IE YMEHbBIIIEHUs CUMIITOMOB JIBIXaTeJIbHON HEZ0CTATOY-
HOCTH, SIBJIEHHUH JKCHKO3a. YPOBEHb CO3HAHUS — BETeTa-
TUBHOE COCTOSIHUE C IIepUo/IaMu CHa U OoziperBoBanus. Cy-
JIOpOT He oTMeuasock. TeTpamnapes, rpyOble KOHTPAKTYPbI
cycTaBoB. MeHUHreaJbHbIX 3HAKOB HeT. [lozikoxkHasA Ku-
poBasi KjieTyaTKa OTCyTCTByeT. KokHbIe MOKPOBBI OJieji-
HbIe, YMEPEHHOU BJIAXKHOCTH, TYProp U 3JIaCTUIHOCTH CHU-
JKeHbl. BUiIMble CJIM3UCThIE 0OOJIOYKH PO30BBIE, BIIANK-
Hble, yucTbie. CUMIITOM «OJIeZITHOTO» TSATHA — 2 C. fSI3BIK ¥
KOpHA 006JyiokeH OespiM HaseroM. Temmeparypa Tesa
37,0 °C, 3a BpeMs1 nIpeObIBaHUS B PEAHUMAIIIOHHOM OT/Ie-
JIEHUH He JTuXopaauia. JlpIxaHre CIOHTaHHOE, KUCIOPO/I0-
HE3aBHCHMOE Yepe3 TPaXeoCTOMY 5,0 C MaHIKeTOH, YacToTa
JIBIXaTeJIbHBIX JIBIDKeHHH — 18—20 B MuHyTy. Ha 3TOM
dore SpO, 92-95%. I'az006MeH KIMHHYECKH U ylabopa-
TOPHO CKOMIIEHCHUPOBAH. AYCKYJIbTATUBHO: JbIXaHHE JKe-
CTKO€, 0c1abJIeH0 CHMMETPUYHO B HMKHUX OT/IEJIaX C IBYX
CTOpPOH, XpUNoB HeT. TpebyeT yacThix caHanui. Ilpu cana-
MM BEPXHUX JIBIXaTeJIbHBIX ITyTel 3HAUNUTEIbHOE KOJIIIe-
CTBO CJIM3UCTOH MOKPOTHI. ['eMoamHaMuKa crabuipHasa 6e3
MeKaMeHTO3HOH koppeknuu. A/l 112/76 mm pT. ct., YCC
02—-132 B MUHYTY.

Tons! cepana sicHble, puTMHuYHbBIE. [Tysibe Ha nepudepu-
YEeCKUX apTEPUAX YAOBJIIETBOPUTEIPHOTO HANPSIKEHUA U
HanosHeHus. JKUBOT MsArkuit, 6e3001€3HEHHBIH, IOCTYIIEH
r1ybokod mnanpnanuu. Ilepucranbpruka Bsanad. IIposo-
JUTCSA DHTepaJIbHOE IMHUTAHUE Yepe3 Ha30TacCTPaIbHBIN
30H/; cMecblo Neocate LCP Ha s1o3atope, yZiep>KUBaeT, BBe-

Puc. 2. ®oTo naumeHTKN.
Fig. 2. Patient’s photo.
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JieHo 750 MiL. Ctys 6e3 IaTOJIOTHYECKHUX [IPUMeECEH, pery-
JIApHBIH. /luypes 10 MOYeBOMY KaTeTepy, BBIZEIAET 350 MJI
6e3 crumyssiiiuu, CIIM — 3,93 mui/kr B uac. Ilotepu co
CJIFOHOU — 140 M1 B cyTku. HDYy3usa 9o mut. Tparcdysuro
SPUTPOLIUTAPHOHN B3BeCH IIE€peHecsa y/I0OBJIETBOPUTENHHO,
peakIuil He 0TMeJayIoCh.

BosibHasA mepeBezieHa B OT/ieJIeHE HEBPOJIOTHUHU C IIOJIO-
JKUTEJIbHON JIMHAMUKOH /I IPOIOJIKEHUs Tepanuu. Bus
MalMeHTKW Ha MOMEHT IpeObIBaHUA B OT/IE€JIEHUH IIpel-
CTaBJIEH HA PHC. 2.

Ha ocHOBaHMM NIPUBEJEHHOTO KJIMHUYECKOIO Ciydas
MOJKHO C/IeJ1aTh Psif] BBIBOZIOB.

1. B nmanHOM ciydae Tpebyercsa MeEXKIUCHUIUIMHAPHBIA
nozixofi. Jleuenue komopOuaHbIX marueHToB ¢ BITP ITHC
TpebyeT TEeCHOrO COTPYJHHUYECTBA DPA3JINYHBIX CIIEIIHAIIU-
croB. COBMeCTHbIE OCMOTPBI M KOHCYJIbTAIIUX ITO3BOJIAIOT
paspaborats Haubosiee 3pPEKTUBHYIO CTPATETHIO TEPAIINY,
YUUTBHIBAsA BCE ACHEKTHI 37I0POBbs IaneHTa. KOMIIJIEKCHBIH
nozxon k iedenuto nanueHTos ¢ BITP ITHC no3Bosser yiayd-
[IUTH [IPOTHO3 U ITOBBICUTH KAUECTBO MX JKU3HU, HECMOTDS
Ha TSKECTh OCHOBHOTO 3a00s1eBaHuA. IHTErpaIbHOE yMEHb-
[IeHNe BBIPAYKEHHOCTH BCEX CHMIITOMOB M CHH/IPOMOB, CO-
IYTCTBYIOIINX 3a00JIEBAHUAM, CIHOCOOCTBYET JOCTIIKEHUIO
HaWIy4IIUX BO3MOKHBIX PE3YJIbTaTOB.

2. [IpumeHeHNe KOMIUIEKCHOTO II0/IX0/Id, BKJIIOYAOIIETO
QHTHUOMOTHUKOTEPAIINIO JUIA JiedeHUuA WHQEKIMOHHBIX
OCJIO’KHEHUH, peabrInTallMOHHbIe MeponpuATu: (usnore-
parmus, JipIxaTesibHasd ITMMHACTUKA), KOPPEKIUIO TUTAHUA U
HMMMYHOKOPPEKIIHIO, CIIOCOOCTBYET YJIyUIIEHHIO OOIErO CO-
CTOSHUSA NAIEHTA Y CHIKEHHIO YaCTOThI OCJIOKHEHNUH.
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