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Cungpom KopHenuu fie J1aHre — reHeTU4eckn AeTepMUHUPOBAHHOE 3a00/eBaHNe, KOTOPOE XapakTepu3yeTcs MHOXECTBEHHbIMW NOPOKaMM Pa3BUTIS, 0CO6EH-
HOCTAAMW (PEHOTWNA, OTCTABAHMEM B (DU3NYECKOM W HEPBHO-NCUXNYECKOM PA3BUTUN, CHDKEHNEM UMMyHUTETA. CUHAPOM OTHOCUTCS K rpynne opchaHHbIX 3a60-
nesaHnit. YactoTa BcTpeyaemocTi Bapbupyet 0T 1:10 000 go 1:200 000 HOBOPOX/AEHHbIX, COOTHOLLEHME nonos 1:1.

lporHo3 npu AaHHOM 3a60/1€BaHMM 3aBUCKUT OT CTENEHW NOPAXKEHIUS BHYTPEHHWX OPraHoB. [py MHOXXECTBEHHbIX BHYTPUOPraHHbIX NOPOKaxX AETI NOrMbaioT eLue
B paHHeM Bo3pacTe. [1pn COCTOAHMAX, KOTAA MOPXKEHUS BHYTPEHHNUX OPTraHOB HEe CTOMb BbIPAXEHbI, @ ANUTENBHOCTb XW3HN YBENUYMBAETCS, TO NPUCOEAMNHE-
HIe MH(EKLNOHHbIX 3a60NeBaHMI MOXET NPUBECTM K HAPYLLEHUIO (DYHKLNIA OPraHoB 1 YBENMYNBAET BEPOSATHOCTb NETANbHOr0 UCX0AA. B cTaTbe onucaHbl AaH-
Hble COOCTBEHHbIX HAGMIOAEHUIA, KOTOPbIE aHANN3NUPYIOT KIMHUYECKNE OCOBEHHOCTM TE4eHUs MHEBMOHUM Y pebeHKa ¢ cuHapomom KopHenuu fe JlaHre.
Kniouesble cnosa: cuHapom KopHenun ge J1aHre, KMMHUYeCKoe HabnioAeHue, LETU, MHOXXECTBEHHbIE NOPOKI PA3BUTUS, MHEBMOHUS.

Peculiarities of pneumonia in a child with Cornelia de Langue syndrome (a case report)
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Cornelia de Lange syndrome is a genetically determined disease characterized by multiple malformations, phenotypic features, physical and neuropsycholog-
ical developmental lag and decreased immunity. The syndrome belongs to the group of orphan diseases. Incidence of disease varies from 1:10,000 to
1:200,000 of newborns, sex ratio 1:1.

The prognosis for this disease depends on the degree of internal organ abnormalities. With multiple intra-organ defects, children die in infacy. When the lesions
of internal organs are not so pronounced, and the duration of life is increasing, the secondary infectious diseases can lead to organ dysfunction and increase
the likelihood of lethal outcome. The article describes our own experience with the analysis of the clinical features of the pneumonia course in a child with
Cornelia de Lange syndrome.
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Oco6nuneocTi nepebiry NHEBMOHII y AUTUHMU i3 cuHapomom KopHenir ge JlaHre
(kniHiYHe cnocTepeXXeHHs)

M.0. lonyaps’, I'P. Mypatos™, 0.B. Omenbyenko’, M. langina’?,

C.b. fonrapbosa’, A.0. XomoBcbka', C.A. KoBaneHko'

'XapbKiBCbKIUI HALiOHANbHUIA MeAUYHNIA YHiBEPCUTET, YKpaiHa

2KY03 «06nacHa utaya KniHiyHa nikapHa», M Xapkis, YkpaiHa

CuHapom KopHenii e Jlaure — reHeTw4HO [eTepMiHOBaHE 3aXBOPIOBAHHA, AKE XapaKTepWU3YETbCA MHOXUHHUMW Bajami PO3BUTKY, 0COBANBOCTAMM
(heHoTMNy, BIfCTABAHHAM Y (DI3NYHOMY Ta HEPBOBO-MCUXI4HOMY PO3BUTKY, 3HUDKEHHAM IMYHITETY. CUHAPOM HanexuTb A0 rpyni opdaHHnX 3aXBOPHOBAHb.
3ycTpivaeTbes 3 yacToToto Big 1:10 000 go 1:200 000 HOBOHAPOMKEHMX, CMIBBIAHOLIEHHS cTaTei 1:1.

[TpOrHo3 npu LbOMY 3aXBOPIOBAHHI 3aNEXMUTb BiJ CTYNEHA YPOKEHHS BHYTPILIHIX OpraHis. Mpy MHOXXUHHWX BHYTPILLHbOOPTaHHNX Bafiax PO3BUTKY AiTh FMHYTb
e Y paHHbOMy Biui. [py cTaHax, KOMW YpPaXeHHS BHYTPILWHIX OpPraHiB He HaCTINbKW BUPAXEHi, a TPUBANMICTb XUTTA 306iNbLUYETHCA, TO NPUEAHAHHS
iH(DEKLiHNX 3aXBOPIOBAHb MOXE MPU3BECTU 40 NOPYLUEHHS (DYHKLIN OpraHis Ta NiABULLYe WMOBIPHICTb JIETANbHOr0 HACiAKy. Y CTaTTi OnucaHi faHi BnacHux
CMOCTEPEeXEHb, AKi aHani3ytoTb KIiHi4Hi 0c06nMBOCTI Nepebiry NHeBMOHIT y AUTUHK i3 cuHapomom Koprenii fe Jlaure.

Kntovosi cnosa: curapom KopHenii e J1aHre, KniHi4He CNOCTEPEXEHHS, AiTU, MHOXMHHI BaAW PO3BUTKY, MHEBMOHIS.

(:I/IH,Z[pOM Kopuenun ne Jlanre (CKJI) — MHOXKECTBEHHBIMM AHOMAJIMSIMU PA3BUTUST BHY-
peinkoe HacJencTBeHHoe 3abojieBaHue, TpeHHUX opraHos [1,7,8].
XapaKTepU3YIolleecss coueTaHneM CBOeoOPasHOro [TepBoe omnucanue 3TOro CUHAPOMa KaK caMo-

CTPOEHUS JIMIA, YMCTBEHHOW OTCTATIOCTH U U30bI-  CTOSITEIBHOTO 3a00JIEBaHUS IPUHAICKHIT HEMET]-
TOYHBIM OBOJIOCEHUEM (THTIEPTPUX030M), a Takke KoMy Bpady B. bpaxmany (1916 r.). Onnako cBoé
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COBpPEMEHHOE Ha3BaHWE CUHIPOM MOJYYUT O
umenn nexuarpa us lommanauum Kopaenmnu e
Jlanre, koTopast HabJIO/Ia/Ia OJTHOBPEMEHHO TIsITe-
PBIX JIeTell ¢ 9TOM HAaTOJIOTHel U cliesaja moapoo-
Hoe onucanue cuaapoma B 1933 r. [5-7].

Cungpom Kopuenun ne Jlanre oTHOCHUTCS K
rpyre opdaHubx 3abomeBanuii (kox mo MKB X
Q87.1). Hactora poskaaeMOCTH JIeTel C JaHHBIM
cuaapomoMm  Bapeupyer ot 1:10 000
no 1:30 000, a mo maHHBIM psja aBTOPOB —
u 10 1:200 000 KUBOPOKIAEHHBIX; COOTHOIIIEHNE
MaibuukoB u gesouek 1:1 [1,5,7,8]. Cunmpom
W3BECTEH W TIOJl IPYTUMU Ha3BaHUSIMH: typus
degenerativus Amstelodamensis (1o HazBaHUIO
ropo/ia, rae 6b11u 06HAPYKEHDI TP CIIyYast, OTIH-
CaHHbIE HTUM aBTOPOM); HAHU3M AMCTeEPIaMa;
status degenerativus Amstelodamensis; mereme-
pPATUBHBIN HAHU3M TUTIA <« AMCTepAaM»; CHHIPOM
bpaxmana /[le Jlanx [2,4,5].

[Tpwuuna pasButusi 3aboJieBaHUsT OKOHYA-
TeabHO He ycraHoBseHa. Cunapom Kopuenun
ne Jlanre sBIsSieTCS TEHETUYECKU JIeTEPMUHUPO-
BaHHOU maroJsiorueil. CyliecTByeT MHeHHE, 9TO
nanHoe 3a00JieBaHe HACTEAYETCS O ayTOCOM-
HO-PEIeCCUBHOMY THITY, OJHAKO OOJBITHHCTBO
caydaeB sIBJSIOTCS criopaandeckumu [1-3,5].
[ToBTOpPHBII sMIUPUYECKUI PUCK TOABJIEHUS
cunapoma paseH 2—-5%. IIpu CKJI natorenubie
MyTaiuu oOHapyskeHbl B Tpéx renax: NIPBL
(5p13.2), SMC1A (Xp11.22) u SMC3 (10g25)
[5,10,11]. Benku, xopupyemble TUMU TeHAMHU,
BOBJICUEHBI B (DYHKIIMOHNPOBaHNE KOT€3MHOBOTO
KOMIIJIEKCa, HapylieHue KOTOPOTO SBJISIeTCS
MosiekysipHoit  ocuooit  CKJI  [4,7,10,13].
Y 40-50% mnarmuentoB ¢ CKJI mpucyrctByior
myTtarun B rede NIPBL [10-12].

Y HeKOTOPBIX GONBHBIX C TUIMTUYHBIMU KJIMHU-
geckumu nposiBiierrsivu CKJI Habuioganmck cyo-
MUKDPOCKOIIUYECKHEe JleJIellud B JIIMHHOM TLIede
3—ii nan 10-it xpomocombl. Hanmune takux name-
HEHUI KOPPEJIUPYET € «MATKON» (hopMoit 3a601e-
Banwus [5,6,9,11].

Cunnpom Koprenuu ge Jlanre umeer nmpo-
KU CcIeKTp TsokecTu. KiamHuueckas KapTuHA
3a00JIeBaHMST MOKET TIPOTEKATh MO JBYM Bapw-
anTam. /[y K1accuyecKoro BapuaHTa, KOTOPBIH
BCTPEUYAETCS PeKe, XapaKTePHO HATMIne TPYObIX
MTOPOKOB BHYTPEHHUX OPTaHOB, JINIA M KOHEYHO-
cTeil, a Takke 3a/epKKa IICHXOMOTOPHOTO
pa3BuTus. Bropoil BapmaHT XapaKTepusyeTrcs
6oJiee JIETKUM Te€YEeHUEM, TIPU HEM OTCYTCTBYIOT
rpyObie MOPOKU BHYTPEHHUX OPraHOB M MeHee
BBIPA’KEHO OTCTaBaHUE B MCUXUYECKOM U (HU3N-
yeckoMm pasputui [2,3,5,6].
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[TporHo3 omnpesenigeTcss BApuaHTOM TE€UEHMUS.

Jlnarnoctuka JaHHOTO CHH/IPOMA He IIpe/ICTaB-
JIgeT CJO0KHOCTeH NpU HAJIMYMU XapaKTepPHBIX
KJIMHUYECKUX TPU3HAKOB 3a00JI€BaHUs, OJHAKO
MIPU HEePe3KO BBIPAKEHHBIX MPOSIBJIECHUSIX TOCTa-
HOBKa /IMarHo3a 3aTPYAHUTENbHA, TTOCKOJIbKY He
CYIIeCTBYET crenupuIeckux JaboOpaTOPHBIX U
MHCTPYMEHTAJIbHBIX MeTOI0B AnarHocTukuT CKJI
[1]. B macTosiiee BpeMsi M3BECTHO, YTO y YaCTU
HAIMEeHTOB IPU IIMTOTEHETMYEeCKOM HCCJe/[oBa-
HUM HaXoAsAT MUKPOJAYIJIUKAINIO JIOKYCOB
q25—q29 xpomocomsr 3 [3,11,12]. Mosekysiproe
tectupoBanne aoctynHo st NIPBL, SMC1A n
SMC3, na mncciemnoBaTesibckoil ocHoBe B CeBep-
Hoit Amepuke u Espore [5,11,13]. B cayuae moJio-
JKUTEJIBHOTO pe3yJbraTta JaHHOe TeCTUPOBaHUe
SBJIETCS TUAarHOCTUYECKUM.

[TepBbie TpusHaKM 3a00J€BaHKUS BU3YaJbHO
3aMeTHBI y)Ke B Iepuo/ie HOBOPOKIEHHOCTH.
Kpome BHemHux ocobeHHOCTEH, oOpariaer Ha
cebst BHIMaHIE MaJIEHbKII BeC pebeHKa pr POK-
penun (mpuMmepHo 2/3 Beca 370pOBOro pebeHKa,
POJUBIIETOCS HA AaHAJIOTUYHOM CPOKe GepeMeHHO-
ctur). HOBOpOsKIeHHBIE UMETOT TIPOOJIEMBI C KOPM-
JIEHUEM U JIBIXaHWeM, ¢ PAaHHEeTo Bo3pacTa CTpaja-
0T YaCTBIMU WH(MEKITMOHHO-BOCTIATUTETbHBIMU
3a00JIeBaHUSIMU  [IBIXaTEJIbHBIX TyTeil 13-3a
crienuryeckoro CTpoeHus HOCcOTJAOTKU. OCHOB-
upiMu nipusHakamu CKJI gBagioTcs: 3azep:kka
poCTa; 4YepermHo-JIuIeBble AaHOMAJIUN Pa3BUTUS
(«1Ipuuy/yIuBbIE YEPThl JIHUIA») — MIUPOKHUE
OpoBU, KOPOTKWII IMUPOKUN HOC, aHTUMOHTOJIO-
WJIHBII pa3pes I71a3, SIIMKaHTYC, OTKJIOHeHUe 3pay-
KOB OT I[€HTPA, HU3KOE PACIIOJIOKEHUE YIIHBIX
PaKOBWH, yJJUHEHHAs TOHKas BepxHss Tyba,
BBICTYTAMONI  TOAOOPOOK, MHKPOTHATHS,
MUKporiedains, BO3MOKHa Opaxuiiedalns; yBe-
JIMYEHVE OBOJIOCEHUST: TUTIEPTPUX03 OPOBEN M MX
coeJIMHeHue 1o CpejiHei TMHUN, TUIIePTPUXO03 pec-
HUI[, TYCTbI€ [IVINHHbBIE BOJIOCHI, PACTyIe OYeHb
HU3KO Ha JI0y W Ha 3aThLIKe, TUIEPTPUXO3
KOHEYHOCTEH, CIMUHBL. XapaKTepHbI AuCMOphun
KOHEYHOCTEH — YKOPOYEHUEe ¢ MHOXKECTBOM aHO-
Mauii (MUKPOMEJINSI, CUHIAKTUINS, aHOMAaJUHN
(hopmpbl ntaspiieB). M3 OpoKoB BHYTPEHHUX OpTa-
HOB yallle OIMCBIBAIOT BPOXK/IEHHbIE TIOPOKHU Cep/l-
1a (CTeHo3 JIEerouHoOl apTepuu W aopThl, JedeKT
MEXKKEJIYIOUYKOBOU T1eperopo/iku), aHoOMaJuu
pa3BUTUS TOYeK (MOJUKUCTO3, TUAPOHEDPO3,
MOZIKOBOOOPA3Hast TI0YKa), JKETYA0UHO-KUIIETHO-
ro TpakTa (He3aBeplleHHbIH TOBOPOT KUILIEYHUKA,
CTEHO3 MUIIEeBO/Ia, TMJI0POCTEHO3, Tpaxeoasodare-
ambuble (GucTysbl, auadparManbHble TPHIKH,
MaxoBble TPBIKU), TOJOBON CUCTEMBI (KPUTITOP-
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KAMHMYECKIMIM CAVYAM

XW3M, JIBypoTrasi MaTKa, THTOIJIa3us Hapy KHBIX
moJioBbix opranoB) [1-3,5-8]. ¥V GousbmmnHcTBa
JleTell TUarHOCTUPYIOT HEMPOCEHCOPHYIO TYyTO-
yxocTb [5,6,9,14]. 3anep:xka yMCTBEHHOTO Pa3BH-
THS TIPOSIBJISIETCSI B OCHOBHOM TIPU3HAKAMU TJTY-
6OKOH  eOUIBHOCTH WM UMOEIUIBHOCTH.
[TpoGieMbl B IOBEIEHUH SIBJISTIOTCST BEChMa Xapak-
TEPHBIMU U MOTYT K0JIeOaThCsT OT TSIKETON ayTo-
arpeccuy, arpeccuu ¥ IPOSIBJIEHUI ayTH3Ma 10
KpaiiHeil 3aCTeHUYNBOCTH U 00CECCHUBHO-KOMITYJIb-
CUBHBIX TEHACHIIUN. Y 4YeTBEPTHU MAIUEHTOB OTMe-
YaloTCs ANUJIENTUYeCKue npunaaku [5,6,13,14].

[TaTtosroroanaroMudyeckoe 06CIe0BaHIE BBISIB-
JISIET, TIOMUMO COMATHYeCKUX TIOPOKOB, OOHapYy-
JKUBAeMbIX TP MaKPOCKOITMYECKOM HCCJIeI0Ba-
HUHM, MUKPOCKOTTNYECKUE U3MEHEHUS B MO3TOBOM
BelecTBe, BKJIOYAIONINE KOPTUKATbHYIO aTpo-
(uto m 3amenyIeHHYI0 MUETMHU3AINI0 HEPBHBIX
BOJIOKOH [5,9,13,14].

BosmorkHa ipeHaTasibHast IMAarHOCTUKA CHH/IPO-
Ma, YTO TIO3BOJISIET POJUTEJISIM TIPUHSATH PellleHne
0 IpepbiBaHUM OepeMeHHOCTH. Y [ABYX TpeTeii
OGepeMeHHBIX OTMevaercsi cHuKeHue PAPP-A
(pregnancy associated plasma protein A) B cbiBO-
POTKe KPOBH B TIEPBOM U BTOPOM TpuMecTpe [5—7].
Takske BBISBIISIIOT TPU3HAKA AHOMAJIUK PAa3BUTHS
IJT0/1a TIPH YJIBTPa3ByKOBO# AMAarHoCTUKe [4,5].

Crennduueckoro ysedenus CKJI He cytecTBy-
er. IIpoBoamTCca cuMnTOMaTHYECKast Tepamnus.
[TpuMeHSAIOTCS  HOOTPOIHBIE, aHAGOIMYECKUE
npenapaTbl, BUTAMUHBI U TIPOTUBOCYIOPOKHbBIE
cpenctBa [2,3,6]. Teuenne u nporuosd npu CKJI
00b14HO HebmaronpusTHbie. CMEPTh MOKET HACTY-
IIATH paHo (YacTo Jake B TeueHue MePBbIX He/leb
JKU3HU) BCIENCTBUE TSKECTH TTOPOKOB Pa3BUTHUSA
i Hacjqoenus uHeknui. MHorma sBosionus
3a00JIeBaHUsT MOJKET TPOIJIUTHCS OJIbIINE, HO
C TSIKEJIBIM OTaJIEHHBIM TTPOTHO30M [2,5,8,9,14].

PazButne nHGEKIMOHHBIX MTPoIeccoB Ha hoHe
orsromaioimx GakropoB TpedyeT 0coboil HACTO-
POKEHHOCTH, KaK OT MEIUIIMHCKOTO TIepCOHAIA,
TaKk W POJCTBEHHUKOB GoJibHOrO peGerka. CBO-
eBpeMeHHOe o0paiieHne 3a MeIUIUHCKOM
MTOMOIIBIO U CBOEBPEMEHHAs TOCIUTAIN3AIUS
MMO3BOJISTIOT YMEHBIIUTH KOJMYECTBO W TSXKECTh
OCJIOKHEHUI TI0C/Ie TIepeHeceHHOro 3a60IeBaHMsl.
YuuTeIBas CTEPTOCTh KIMHUYECKUX TTPOSBICHUM,
0c060€e BHUMaHUE Bpayeil J0JKHO YIEAAThCS CBO-
€BPEMEHHOI IMAarHOCTUKE OCTPOTO WH(EKINOH-
HOTO 3200JIEBaHUS, a TAK/Ke BHIOOPY KOMILTIEKCHOM
Teparnyy, HalpaBJeHHON He TOJbKO Ha 6GOpbOy
¢ MH(MEKITMOHHBIM areHTOM, HO ¥ Ha TIoJIjiep:KaHue
BCeX JKM3HEHHO BAXXHBIX (DYHKIHMN Opranmsma
u obecrieyeHne a[eKBaTHOIO MMMYHHOTO OTBETA.
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Puc. bonbHas C. (7 net) ¢ cuHgpomom KopHenuu fie J1aHre

B K¥Y3 «Ob6sacrHast merckasi KIWHUYECKAsT
6oapania> (KY3 «OJ/IKB») 1. XappkoBa 3a
nepuog ¢ 2000 r. mo 2016 . HaxoaUIOCH TpOE
nereit ¢ CKJL

B kavecTBe MILTIOCTPAIINY U3JI0KEHHOTO BbITIIE
IPUBOJIUM KJIMHUYECKOe HaOJIO/leHne TeYeHUsT
nHeBMoHNK y peberka ¢ CKJL.

JleBouka C., 7 ger, Habuomaercsas B KY3
«OIKbB» 1. Xapskosa o ooy CKJI ¢ parnero
Bo3pacta (puc.). B HostOpe 2016 r. cocrostHme
GOJILHON YXYAIINUJIOCH, TTOSIBUJINCH Kajio0bl Ha
MAaJIOMPOAYKTUBHBIN Kalllesib, TIOBbIIIEHUE TeMIIe-
parypsi 10 38,4° C, c1abocTh, OTKa3 OT eJ[bl.

U3 anammesa sabonesanuss N3BECTHO, 4TO POJIH-
TeJIN CUUTAIOT pebeHKa O0IbHBIM B TedeHue 11 gHei
(c 12.10.16 1.), KOTA TOABUJINCH KaTapajbHbIE
SBJIEHWS, TIOBBINIEHUE TeMIIepaTypbl Tejaa 10 38°
C. OcmoTpena meanaTpoM, AMATHOCTUPOBAHO
OPBU, 6poHXuT; HazHAYEHO JiedeHune: (PPOMUIIK —
d nHeit, 3ateM 1edTpuakcon B/M — 3 mHs, Bude-
POH B CYNTIO3UTOPUSAX — D JTHEH, MyKOJTUTHK.

Ha ¢done neyenns nomydyena ymepeHHas 10J0-
JKUTENbHAS TUTHAMIKA, OIHAKO, B BULY OCOOEHHO-
cTeil OCHOBHOTO 3aboJsieBaHust, Y OOJBHOI OBLIO
3aTPYZIHEHO OTXOXKEHNe MOKPOTBI, TaK Kak Hapy-
IIIEeH KalllJIeBOU IpeHaX.

C 23.10.16 r. cocrosiHue yXYAIINIOCH, OTMe-
YeHO IMOBTOPHOE IOBBIIIEHUE TeMIIepaTypbl Teja
10  (ebpuabHBIX (P, MaJOTPOLYKTUBHBI
Kallesib; PeOGEHOK BSUIbIA, ailnHAMUYHBIN, YXY/I-
MIWJICS alleTUuT, OTMeYalach CYJIOPOKHasT TOTOB-
HOCTb. YUUTBIBasI TSKECTD U JITTATEIBHOCTD 320016~
BaHMs, HEGJIaronpUATHBIN TPeMOpOUIHbIN (HOH,
03.11.16 1. g TPOLO/IKEHUST JieueHUsT peOEHOK
TOCITUTAJIM3UPOBAH B OT/EJICHNE aHeCTe3NO0I0OTUHN 1
nnarencuBHoi Teparnu KY 3 «O/[Kb» r. Xapbkosa.

Anammnes ocusnu: pomunach ot II Gepemen-
HOCTH, KOTOpas TpOTeKajJa ¢ Yrpo30i IpepbiBa-
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nusg "Ha 20 Hemene rectamuu. Poxsr I, cpounbre,
IIyTeM OTlepalfy KecapeBa Ce4eHns B CPOKe recTa-
un 40 "Henesb. Bec ipu posxxaenun 2400 . 3akpu-
yajia He cpasy, poAnIach B achUKCHH, TIO IIKAJe
Arnrap 6/7 6ajuios. TlepBbie CyTKM HaXOUIach Ha
HMCKYCCTBEHHOW BEHTUJISIIIMU JieTKUX. Bekapmiin-
Bajach 4epe3 30H/ B TeYeHUe JBYX MeCSIIeB.
C ommarnosom <«lumoxcuuecku-uiemMmuyeckoe
nopaskerue [THC, ocTpsiit mepuo, cpeaHelt cre-
MEHU TSKECTH, CUHPOM JIMKBOPOJIMHAMIYECKUX
HApYIIEHWH, CHHAPOM BHYTPUYTPOOHON 3a/epiK-
KU Pa3BUTHS IJIO/Ia» HA BTOPBIE CYTKU SKU3HU
nepeBe/ieHa B TIEPUHATAJBHBIN 1IEHTP, T/le ¢ yJe-
TOM KJIMHMKO-aHAMHECTUYeCKUX JaHHbIX U (heHo-
TUIUYECKON KapTUHBI OBbLJI YCTAHOBJIEH [UATHO3:
«Cungpom Kopuennu nie Jlanre».

B mnocaemytomem pocia u  pas3BuUBaIACh
¢ 3ajiepskkoii. He mpuBuTa. Ajteprojiorndeckuit
aHaMHe3 He oTsTOIEH. [leperecentbre 3a60JeBa-
Hust: yactbie OPBI, GpoHXUTHI, THEBMOHUSL.

Mars, 40 net, — 3;0poBa; otelr, 39 Jet, — 3710-
pOB; GpaThst 15 JieT 1 5 JIeT — 3[0POBBL.

[Ipu nocrymiernu: obiiee cocTostHue pebeHKa
TSDKEJIOe 32 cYeT TPOSIBJICHUI IbIXaTeJbHON Hemo-
CTaTOYHOCTH, HEBPOJOTMYECKUX  HapyIIeHUH.
CamouyBCTBHE HAapyIIEHO: BsJlasi, a/IMHAMUYHAS, HA
done mogabeMoB TemrepaTypsi 10 38,5° C HapacTasa
cynopoxkHast rotoBHOCTh. Taxukapmuss (HCC —
120 yn/mun), taxumnos (Y1/1 — 34-36 3a 1 mun).

PebeHoK B CO3HAHMM, BSJIbIi, COHJIMBBIN, IIPO-
TYKTUBHOMY KOHTAKTy He focTyteH. [Ipu ocmoTpe
obpaIlaoT BHUMaHUe: MUKpoedanus, HU3KO
pacIIoJIOKEeHHbIE YITHbIe PAKOBUHBI, CHH(MOPU3
(cpocimecss 6poBM), TOHKHE 4YeTKHe OpPOBH,
KOPOTKUI MIUPOKUI HOC, IVIMHHBIE 3aTHYThHIE Pec-
HUIBI, TOHKWE TYOBI, IJIMHHBIA BBICTYIAIOIIIT
(buibTp, MUKporeHus, OOYKOOOpasHass TpyaHAS
KJIETKa, CKOJMOTUYECKAasT OCAaHKa, TMIEPTPUXO03
KOHEYHOCTEH ¥ CIUHBI, MUKPOMEJIHs, CracTuye-
cKuii TeTpanape3 ¢ (hOPMUPOBAHUEM KOHTPAKTYD
KPYITHBIX CyCTaBOB. BbisiBieHa rpybast 3a/iepiKKa
CTaTOKUHETUYECKOTO, ICUXOMOTOPHOTO, PEYeBOTO
U UHTEJIIEKTYaTbHOTO PAa3BUTHS.

JleBouka noHmkeHHOTO nuTanus. Koska OJe-
Has, cyxast. Bummmble cimsucTbie po30Bble, BJIAXK-
Hble. BbICBIIaHUl HAa KOXE€ W CIUBUCTBIX HET.
S3ik 06soxkeH Oenbiv HaseroM. Ilepudepuye-
ckue JuMpoysiabl He yBenndeHbl. OTEKOB HeT.
HocoBoe nprxanne 3atpyaneno. [lepkyTopao Haz
JIETKUMHU YKOPOYEHUE JIETOYHOTO 3BYKa ¢ 00enx
CTOPOH. AyCKyJIbTAaTHBHO: YMEPEHHO OCJIa0JIeHO,
IIPOBOJIUTCS BO BCE OT/EJIbI, BBIIOX YJWHEH,
CyXue CBUCTAIINE, MEJKOIY3bIpUaThle XPUIThI
¢ obeux cropoH, Oosbiie crpasa. ToHbI cep/ia
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PUTMHUYHBIE, TPUTIYIIeHbl. JKUBOT MATKUI, He
B3/yT, JOCTyIeH TJIyOOKOW Iajbllallii BO BCEX
otnenax. Ileuenn +2,0 cm, cesiezeHka He yBesnye-
Ha. CTyJs oivH pa3 B CyTKHU, KOPUYHEBBIH, 0dop-
miteH. Jluypes ajiekBaTHbBII.

JTonoHUTEIBHbIE METOIbI 00CIe10BaHUS

Knunuveckuii ananus xposu: remMoriobun —
130 r/a, spurpouutsl — 4,5x10"%/m, IIIT — 0,91,
PETUKYJIOIHUTHI 0,1%, TpOMOOIHUTHI
327x10° /0, nefikormutsl — 8,3x10° /71, MUeIONNUTBI —
4%, MeTaMUeJIoONUThl — 3%, MaJ0YKOsIIePHbIE —
3%, cermenTosiiepabie — 58%, 203MHOMUIBI —
1%, 6asoduiasr — 0%, mumbonursl — 23%, MOHO-
1 Thl — 6%, COI — 32 MM /4ac, TOKCUTEHHAs 3ep-
HUCTOCTb HEUTPOPUIOB +++.

Knunuueckuii ananus mouu: 6e3 0cobeHHOCTE!.

Ananuz Moxkpomuvl KAUHUYECKUL: cepasi, THOM-
Hast, caboBsi3Kast. MUKPOCKOIUST: JIEHKOIUTHI
2—4 B 11/3p, 9PUTPOIUTHI — MECTAMU, AITUTETUH —
MUJIWHAPUYECKUNT ~ MeCTaMU,  aJIbBEOJSPHBIN
arntemii — 0—1 B 11/3p, aNUTETUN TIJIOCKUN —
GOJIBIIIOE KOJIMYECTBO, IPOJKIKEBbIE TPUOKU —
nemuoro, MBT — He o6HapyskeHa.

IIpomeunozpamma: obuwmii 6emoxk — 57 1/
ampOymuner — 37 r/m; taobymuabl — 20 T/
anba-1 robymbr — 8,1%, arbha-2-rno0ymHbL —
10,4%, 6era-raodymusbl — 6,0%, raMma-rio0yiu-
uel — 15,2%.

buoxumuuecxue anarusvt xposu. AJIT —
34 En/n (mopma no 31 E/l/n), ACT — 30 En/n
(mopma mo 37 E/l/n), 6unupybun obmumii —
35 MKMOJIb/JI, CBOOOAHBII — 21 MKMOJIb/JI, CBSI-
3aHHbIN — 14 MKMOJIB /71, TileTouHasd dochaTtaza —
140 ME /1, tumosioBast mpoba — 5 ejt.

Penmeenoepapus OI'K. 3axiiouenue: 2-cTo-
POHHSIS 09aroBO-CJAUBHAS TTHEBMOHMSI.

IKT: putMm cuUHYCOBBIH, BoJbTak B HOpMe. Ha-
pYIIIEHME TTPOIECCOB PETOJISIPU3AIINY MUOKAP/IA.

Il mapokcusMasibHas aKTUBHOCTh B BHJIE
HUBKOAMILTUTYIHBIX TU(HY3HBIX OCTPBIX BOJIH HA
(bone nuchHyHKIIMN HIKHECTBOJIOBBIX CTPYKTYP.

Ix0-II: TMpU3HAKU JTUKBOPHOHU THUIEPTEH3UN
I cremrenm.

Koncynomavyus JIOP-epaua: octpoii JIOP-ma-
TOJIOTUN HE BBISIBJIEHO, jJedopMaIus pa3BUTHUS
HOCA, YITHBIX PAKOBUH.

WccnenoBanre ObLIO BBITIOJTHEHO B COOT-
BETCTBUU C IPUHIUTIAMU X eJTbcUHCKON Jlekmapa-
nun. IIporokos wucciaenoBanusi ObLT 0X00pPEH
JlokanbHbiM aTndeckuM komutetoMm (JIDK) Bcex
ydacTByIOIUX yupexkjaeHuit. Ha mposenenue
HCCIIeIOBAaHUI OBLIO MOJY4eHO MH(DOPMUPOBAH-
HOE corJiacue poauTeseil pebeHka.
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PebeHok B TeueHWe TSATH JHEH HAaXOIUIICS
B OT/EJIEHUN aHEeCTe3NOJIOTUM W WHTEHCUBHOM
Tepanyy B TSKEJIOM COCTOSIHUH, 00YCIOBIECHHOM
JBIXaTeJbHON HEeIOCTaTOYHOCTHIO BEHTHUJISAIIMOH-
HO-TIAPEHXMMATO3HOTO  TUTIA, pa3BUBIIEHCS
B pe3yJibTare IByXCTOPOHHEH MHeBMOHNY HA (hoHe
TSKEJIOro TpeMopouHoro 3abosresanus. 05.11.16 1.
COCTOSTHUE YCYTyOUJIOCh 3a CYET Pa3BUTHST JIETOY-
HO-TIJIEBPAJILHOM JIECTPYKIIUU B BUJIE CIIOHTAHHO-
ro IPaBOCTOPOHHETO THEBMOTOPAKCa, B CBSI3U
C 4eM marueHTy ObLT HAJIOXKEH JApeHax 1mo Biomay.
B Tedenue mByX CyTOK MMTHEBMOTOPAKC Pa3periieH,
TpEeHaX yIajeH.

Ha ocHoBaHUM BBIIEN3/I0KEHHOTO ObLIT yCTaHO-
BJIEH KJIMHUYECKUII AuarHo3: «BuerocnurasibHas
0YaroBO-CJMBHASI JBYCTOPOHHSISI ITHEBMOHWUSI,
TsKesasd, OCJOXKHEHHAsS JerOYHO-TIIeBPATbHON
necTpykiueinr (IIpaBOCTOPOHHUU ITHEBMOTO-
pakc), /IH I-11I crentenn. Cungpom Koprenun ne
Jlanre (BposkjeHHBIE TOPOKU Pa3BUTHS II€H-
TPaJIbHON HEPBHOI cucTeMbl, TpyOasi 3ajepsKKa
TEMIIOB IICMXOMOTOPHOTO U CTATOKMHETUYECKOTO

pas3BuTHS, CUMITOMaTUYecKasi 3IUJIelCcusl,
BpOXjieHHble JedeKThl KOCTHOW CHCTEMBI).
uctpodusi».

[Mosyyara e3MHTOKCUKAIIMOHHYTO, aHTHOAKTe-
pPHAJIbHYI0, UMMYHOMO/LYJIUPYIOIILYIO, CelaTUBHYIO,
ITPOTUBOCYIOPOKHYIO TePAITio, HOOTPOIIHbIE CPel-
CTBa, MeTabOJIMUECKHUE TIPEAPaThl, BUTAMIHBI.

B nunamuke nabmonennst Ha (HoHe MTPOBOIU-
MOH Tepanuu COCTOsiHue pedeHKa yJIydiiioch,
IIHeBMOHUYECKUI mpoliecc paspemnsics. bBosb-
Hast Obla BBIMHCAHA JOMOW TOA HabJoIeH e
Y4aCTKOBOTO Iefilarpa C PeKOMeHIaIusMu:
MPOIOJIKEHUE TPOTUBOCYIOPOKHON U MeTabo-
JINYECKOU Tepamnuu, TMPOTYJKH Ha CBEXEM BO3-
nyxe, n3beraTb 3apaxenust HTHOEKIUAMHU, HAOJIIO-

JUTEPATYPA

JieHe YYacTKOBOTO TMeuaTpa, HEBPOIATOJIOTA,
reHeTHKa, sHAOKpUHOJora. [Ipu npucoennnennu
UHTEPKYPPEHTHBIX 3a00JIeBaHUII PaHHSS TOC-
MATATN3AIU C 1eJIbI0 TPEOTBPAIEHUsS TsKe-
JIBIX OCJIOJKHEHUU.

Oco6eHHOCTSIMY TeYeHUs] THEBMOHUU Y pebeH-
ka ¢ CKJI gaBuimoch TssKesnoe TedeHMe BOCIAJN-
TeJILHOTO TIPOIecca B JIEFKUX C PAa3BUTHEM JIETOY-
HO-TJIEBPAJIBHON JIECTPYKIIMU, YTO OOYCIOBIEHO
HAJIMYEM MHOKECTBEHHBIX TIOPOKOB Pa3BUTHS —
YepermHo-JNIEeBBIMA  aHOMAJTUSIMU  CTPOEHMUS,
U3MEHEHUSIMU CO CTOPOHBI IIEeHTPaIbHON HEPBHOMN
CUCTeMa, MMMYHOJIOTHIECKOI HEOCTATOYHOCTHIO,
9TO B KOMILIEKCE CYIIECTBEHHO YCYTyOMIIo
TSKECTb TeYeHUS OCHOBHOIO 3a00J1eBaHMUSL.

OcHoBHas 33j1aua Bpaya — YJIyUNIUTh KAueCTBO
JKU3HH, CHU3UTH TTPOSIBJIEHUST CAMIITOMATUKI 1 YBe-
JIMYUTH TIPOJAOJLKATEIBHOCTD JKU3HM OOJIBHBIX C
CKIJI. Ilpodumaktrka WHOEKITMOHHBIX OCJOKHE-
HUT 3aKJTI0YAETCS B 3aKAJTNBAHWH, TIPSy TTPEKICHIH
nepeoxJsiakaennii. Haymuame mopokoB pa3BUTHS Tpe-
Gyet 1poBeiernst nxX Koppekiuu. C 1e/bio ONTHMU-
3al[UM  TICUXOPEYEBOTO W CTATOKMHETUYECKOTO
pa3BUTHST HEOOXOAMMO HaIlpaBJeHHE TaKUX JeTeil
B CIIEIMAIM3IPOBaHHBIE peaO I TAIIOHHbIE T[EHTPHL

Takum o6pasom, opdaHHble 3a60J€BaHMS,
K kotopbiM oTHOcutcst CKJI, aBisitoTcst MyJibTH-
JAMCIUIUIMHAPHOI TIPo0JIEMON, TaK KaK B MaTOJIO-
TMYECKUIT TIPOIECC BOBJIEKAIOTCS HECKOJBKO OpTa-
HoB u cucreM. CBoeBpeMeHHas JAUArHOCTUKA,
JleueHre, TIpeJlOTBpalleHne WHMOEKITMOHHBIX
OCJIOKHEHUH, KOPPEKIMOHHbIE MEPOIPUATUS
MO3BOJISIOT YMEHBIIUTh KJIUHUYECKHUE ITPOsBJIE-
HUS, YIAYUYIIUTh KAa4eCTBO JKU3HU U COITUAJIBHYIO
aJlanTalnio 60JIbHOTO.

Aemopul 3a561510Mm 00 OMCYMCmeuu KoHQpIuK-
ma uHmepecos.
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HOBOCTHU

B Cunranype nameyatasm Ha 3D-npunTepe HOBBIIt
THII HICKYCCTBEHHOI1 YeJI0Be4eCKOH KOKHU

Uccaenosatenn u3 Cunranypa paspaboTaiu HOBbIi
MeTo1 GuoreyaT UCKyCCTBEHHON KOKHU ¢ TIMIMEHTaIIUEH.

ODTOT MEeTOJI MOJKEeT TPHUBECTU K CO3/aHUI0 KOXU
C peajiuCTUYHOl MUIrMeHTal[ell, KaK y yejJoBeKa, coobIa-
er caiir 3ders.org.

Ceiiyac MCKyCCTBEHHAs! KOKa MMEET HECKOJIBKO HeJo-
cTatkoB. Takoil Ko)ke He XBaTaeT CJOXKHBIX (DYHKIIMIL,
TaKMX KaK IUTMEHTAI[Ms, [IOTOBbIE JKEeJIe3bl UM BOJIOCSHbIE
(osUKyIIBI, W TTO3TOMY KOKa He BBITJISIAUT W He BeeT
cebst Kak Hacrogmas, DTo 1pobieMa /sl UCII0Ab30BaHUS
KOKHBIX TPAHCIIAHTATOB HA JITOJISX.

Wccnenosatesnn u3 CUHTAILyPCKOTO MHCTUTYTA TEXHO-
goruum  mpousBojacTBa ¥ CHUHTAMypCKOTO  IEHTPa
3D-nevatn UCIOIH30BATM TPEXMEPHYIO TEYaTh JIJIsi KOH-
TPOJIST pacIpesiesieHnst MeJlaHnHA — KOJKHOTO TTuTMeHTa. B
pesyJibTate MoJydaeTcs: Koa, KoTopast 60JIblie IoX0Ka Ha
YeJI0BEYECKY0, YeM KOraa-in6o.

Cexper, 10 MHEHUIO KUCCJIEI0BATEEN, 3aKII09aeTCsI B
HCIIOJIb30BAaHUU HE MEHee TPeX Pa3jUYHBbIX TUIOB KJIETOK
KOKH — KePaTHHOIIMTOB, MEJIAHOIIMTOB 1 GrOPoOIACTOB —
[P MCIOJb30BaHNN TOAXOAa K 6GHOTeYaTH, KOTOPLIi
COCTOWT M3 JIBYX OT/IETBHBIX ITATIOB.

CHavasa TPOMCXOJUT HW3TOTOBJICHUE HEPAPXUUECKUX
MIOPUCTBIX CTPYKTYP HA OCHOBE KOJJIAareHa. 3aTeM KepaTH-
HOIUTBI ¥ MEJIAHOIUTHI HAHOCST Ha 3apaHee OIpeJesieH-

Hble MO3WINH MOBEPX 9TUX KOHCTPYKIMIT KOXHU. Bmecre
9TH J[Be CTaJUH IPUBOAAT K cO37aHU0 3D-murmeHTHpO-
BaHHBIX KOHCTPYKIUI KOKU YeJIOBEKAa, W MCCJIe0BATEIH
00HAPY/KUJIM, YTO OHM MOTYT (oJiee TOYHO PaCIIPeeIaTh
JKIBBIE KJIETKU C UCIIOJH30BAHIEM TOTO TTOJXO]IA.

«Korma mpr cpasinim 3D-uurcersl ¢ GHOTPAHCIAIN-
eif ¢ TeMu, KOTOpble GBI C/IEJaHbl ¢ UCHOJb30BAHUEM
MeTo/[a PYYHOTO JIUThsI, MBI OOHAPYKUJIM J(Ba OTJINYHUS
MEXIy IBYMs IOAXOJAaMHM K H3TOTOBJIeHUIO. llepBbIM
U3 3TUX pasanuuii ObLIO paciipe/iesieHne KJIETOK 0BEPX
KOJKHBIX 00JIacTell, a BTOPOE — MUKPOCTPYKTYPbI BHYTPU
obmacreil KOKn», — 0OBSICHSIET BELYIUIT aBTOP UCCIIEI0-
Banus Bait Jlonr.

[To muenuio uccnenosareseit n3 Cumnramypa, HOBBII
c11ocob CO3AHNST KON MOKET TTO3BOJIUTH XUPYPraM BOC-
CTAHABINBATH PAHbI C BLICOKUM YPOBHEM BU3YaJTbHON TOH-
kocTi. HOBBII MeTO/ TaK:Ke MOKET ObITh MCIIOJIb30BaH [1JIs1
CO3[IAHUST CTPYKTYP KOXKU JIJTsI TECTUPOBAHUSI HA HAPKO-
THKH U UCCTIENOBAHNIT KJIETOYHOI GHOJIOTHH, CPEJIN TIPOYEro.

Panee coo0Mmanocs, 9To KUTaiicKie yueHble ¢ MCIob-
3oBanneM rtexuosornun 3D-Guonevatu  poM3BesN
«KUBYI0» HCKYCCTBEHHYIO KOCTHYIO TKAHb, KOTOPAST MOJKET
CTUMYJIIPOBATh POCT HOBBIX KJIETOK. Takylo KOCTb yiKe
repecajiniiy ;KUBOTHOMY M OHA IPUIKUJIACK.

https://no.ua/techno/innovations/v-sinhapure-na-
pechatali-na-3d-printere-novyj-tip-iskusstvennoj-che-
lovecheskoj-kozhi-2447694.html
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