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CuHppom KopHenuu aie JlaHre — reHeT4eckn AeTepMUHUPOBAHHOE 3200/1eBaHINe, KOTOPOE XapakTepu3yeTcsh MHOXXECTBEHHbIMI TOPOKAMI Pa3BUTUS, 0CO6EH-
HOCTAMU (peHOTMNA, OTCTaBaHMEM B (PU3NYECKOM 1 HEPBHO-NICMXMYECKOM PA3BUTIN, CHXEHNEM UMMYHUTETA. CUHAPOM OTHOCUTCA K rpynne opaHHbIx 3a60-
neBaHwnii. Yactota BcTpedaemocTyn BapbmpyeT 0T 1:10 000 go 1:200 000 HOBOPOXXAEHHbIX, COOTHOLLEHME NomoB 1:1.

[porHo3 npu gaHHOM 3a601eBaHUM 3aBUCUT OT CTENEHU NOPAKEHUS BHYTPEHHNX OPraHoB. Mpy MHOXECTBEHHbIX BHYTPUOPTaHHbIX MOPOKaX AeTY NOrnbarT elle
B paHHeM Bo3pacTe. [1pn COCTOAHMAX, KOrAa NOPAXKEHNS BHYTPEHHNX OPraHOB He CTOMb BbIPAXKEHbI, @ ANIUTENBHOCTb XXU3HN YBENUYUBAETCS, TO NPUCOEANHE-
HIE UH(EKLIMOHHBIX 326051eBaHNI MOXET NPUBECTU K HAPYLUEHUIO (DYHKLMIA OPraHoB 1 YBENYMUBAET BEPOATHOCTb JIETANbHOI0 UCXofa. B cTatbe onucaHbl AaH-
Hble COBCTBEHHbIX HAOMIOEHNIA, KOTOPbIE aHANM3MPYIOT KIMHNYECKIE OCOBEHHOCTY TeYeHUs MHEBMOHUM Y pebeHKa ¢ cuHapomom KopHenuw fie Janre.
Knrouesble cnosa: cunapom KopHenun fe JlaHre, KnuHn4eckoe HabnofieHne, AeTU, MHOXXECTBEHHbIE MOPOKYM Pa3BUTLS, 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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Oco6nuBocTi nepebiry NHeBMOHIT y AUTUHM i3 cuHgpomom KopHenii ge Jlanre
(kniHiYHe cnocTepeXXeHHs)

M.0. lonyaps?, I.P. MypatoB12, 0.B. Omenbyenko?, .M. langinal2,

C.b. fJonrapboBaz, A.0. XomoBcbka', C.A. KoBanenko?

1XapbKiBCbKMIl HALOHANbHUI MEANYHWIA YHIBEpCUTET, YKpaiHa

2KY03 «06nacHa guTsya KniHiyHa nikapHs», M Xapkis, YkpaiHa

CuHapom KopHenii e JlaHre — reHeTW4HO [ETepMiHOBaHe 3aXBOPIOBAHHSA, IKe XapakTepusyeTbCsl MHOXWHHMUMMW Bafami PO3BUTKY, OCOBMANBOCTAMM
theHoTUNY, BiACTaBAHHAM Y (DI3UYHOMY Ta HEPBOBO-NMCUXIHHOMY PO3BUTKY, SHUKEHHSAM iMYHITETY. CUHAPOM HaneXxutb L0 rpynu opchaHHUX 3aXBOPHOBAHb.
3ycTpidaeTbes 3 yactotoro Big 1:10 000 o 1:200 000 HOBOHAPOMKEHWX, CMIBBIHOLLEHHS cTaTen 1:1.

[TpOrHO3 Npu LbOMY 3aXBOPOBAHHI 3aNeXWUTb Bif CTYNEHS YPXKEHHS BHYTPILLHIX OpraHiB. Mpyn MHOXUHHUX BHYTPILUHLOOPraHHNX Bafax PO3BUTKY AiTW MHYTb
e Y paHHbOMY Bilj. Mpy CTaHax, KONMW YPAKEHHA BHYTPILUHIX OPraHiB He HACTINIbKW BUPaXEeHi, a TPUBANICTb XUTTA 306iMbLUYETHCA, TO NPUEJHAHHSA
iHCDeKUiiiHMX 3aXBOPIOBAHL MOXXE MPU3BECTI 40 NOPYLIEHHS (OYHKLIA OpraHiB Ta NifBULLYE AMOBIPHICTb NIETANIbHOrO HACMiAKY. Y CTATTi ONMUCaHi faHi BNAaCHNX
CNOCTePeXeHb, AKi aHani3yrTb KNiHiYHI 0C06IMBOCTI Nepebiry NHEBMOHIi y AUTUHK i3 cuHapoMom KopHenii ge JlaHre.

Kntoyosi cnosa: cuiapom KopHenii fie J1aHre, KniHiYHe CNOCTEPEXEHHS, OiTW, MHOXMWHHI Bafin PO3BUTKY, MHEBMOHS.

CI/IHI[pOM Kopaemmm ne Jlanre (CKJI) — MHOKeCTBEHHBIMU AaHOMATUSMH DPA3BUTHUS BHY-
pelikoe HacjeAcTBeHHOe 3abojieBaHue, TpeHHUX opraHos [1,7,8].
XapaKTePHU3YIOIIeecst CoYeTaHueM CBOe0OPa3HOTO [IepBoe omnucanue 3TOTO CUHAPOMA KaK CaMoO-

CTPOEHUST JIMIIA, YMCTBEHHOW OTCTATIOCTH U U30bI-  CTOSITEJBHOTO 3a00JI€BAHNUST TIPUHAJIEIKUT HEMEIT-
TOYHBIM OBOJIOCEHUEM (TUTIEPTPUXO30M), a Takke KoMy Bpauy B. bpaxmany (1916 r.). Onnako cBoé
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COBpPEMEHHOE Ha3BaHWE CUHIPOM MOJIYYUJ TIO
nMmenn neanatpa u3 lonnananu Kopraennu me
Jlanre, KoTOpast HabJIOIaTa OTHOBPEMEHHO TIsITE-
PBIX JIETEN ¢ 9TOIl MaToJIOTHEN U ¢jiesiala moApoo-
Hoe onucanue cuuapoma B 1933 1. [5-7].

Cungpom Kopuenuu ne Jlanre oTHOCHUTCS K
rpyiie opdanubix 3aboneBanuii (ko mo MKB X
Q87.1). HacToTa pokIaeMOCTH JleTell ¢ TaHHBIM
cuaapomom  Bapbupyer ot  1:10 000
mo 1:30 000, a mo maHHBIM psiza aBTOPOB —
u 710 1:200 000 :KUBOPOXKJAEHHBIX; COOTHOIIIEHNE
ManpunkoB u geBouek 1:1 [1,5,7,8]. Cungpom
M3BECTEH U TIOJ[ JPYTUMHU Ha3BaHUSIMU: typus
degenerativus Amstelodamensis (1o HazBanuiO
ropojia, rie ObLT OOHAPYKEHBI TPU CIIyYasi, OMU-
CaHHbIEe 3TUM aBTOPOM); HaHM3M AMCTepaama;
status degenerativus Amstelodamensis; merene-
PATUBHBIN HAHU3M TUTIA « AMCTEP/IaM»; CUH[POM
bpaxwmana /le Jlanx [2,4,5].

[Ipuuynna pasButus 3aboJieBaHUs OKOHYA-
TeabHO He ycrtaHoBiseHa. Cunzapom KopHennn
ne Jlanre sBJsieTCS TEHETUYECKU JEeTEPMUHUPO-
BaHHOH mnarosorueil. CyiecTByer MHeEHHE, YTO
nanHoe 3aboJieBaHMe HACTELYETCs M0 ayTOCOM-
HO-PEI[ECCUBHOMY THITY, OJHAKO OGOJBIIMHCTBO
claydaeB SBJSIOTCS cropaguyeckumu [1-3,5].
[ToBTOPHBIN ZMIUPUYECKUN PUCK TOSIBICHUSI
cungpoma pasen 2—5%. Ilpu CKJI matorenubie
MyTanuu oOHapyskeHbl B Tpéx reHax: NIPBL
(5p13.2), SMC1A (Xp11.22) u SMC3 (10g25)
[5,10,11]. Benku, xKomupyeMble STUMU TE€HAMM,
BOBJIeUeHBI B (DYHKITMOHUPOBAHNE KOTE3MHOBOTO
KOMIIJIEKCa, HapylieHhe KOTOPOTO SBJSETCS
MoJiekyssipaoin  ocuoBoit  CKRJI  [4,7,10,13].
Y 40-50% manuentoB ¢ CKJI mpucyTcTByioT
myTaiuu B rene NIPBL [10-12].

Y HEKOTOPBIX GOJBHBIX C TUITMYHBIMU KJINHH-
yeckumu riposiBaeHusimu CKJT Habmoganuch cy6-
MUKPOCKOITYECKUEe JIeJIeIUN B JIIMHHOM TLIeYe
3—11 mmm 10-i1 xpomocombl. Hanmune taknx name-
HEHUI KOPPEJIUPYeT ¢ «MsTKOI» hopmoii 3aboJie-
Banus [5,6,9,11].

Cunnpom Kopuesnun e Jlanre mmeet mmpo-
KUl CIeKTp TsokecTu. KamHWdueckas KapTUHA
3a00/IeBaHMST MOJKET TIPOTEKATh MO JBYM Bapu-
aHTaM. /lyig kyaccuueckoro BapuaHTa, KOTOPBIN
BCTPEYAETCS PEKe, XapaKTePHO HaIM4Yne rpyObIx
MOPOKOB BHYTPEHHUX OPTAHOB, JINTIA U KOHEYHO-
cTell, a TakXe 3alepKKa ICUXOMOTOPHOTO
pasBuTusi. BTOpPOW BapuaHT XapakTepusyercs
6oJiee JIETKUM TeYeHUEM, TIPU HEM OTCYTCTBYIOT
rpyOble MOPOKM BHYTPEHHUX OPraHOB M MeHee
BBIPA)KEHO OTCTaBaHUeE B IICUXUYECKOM U (HU3H-
yeckoM pazsutui [2,3,5,6].
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[TporHo3s omnpenesnsercs BapuaHTOM TeUEHUS.

Jlnarsoctuka JaHHOTO CUHAPOMA He TTPe/ICTaB-
JISeT CJIOKHOCTEH TPU HAJTUIUU XapaKTePHBIX
KJIMHUYECKUX MPU3HAKOB 3a00JI€BAHMs, OIHAKO
IPY HEPE3KO BBIPAKEHHBIX TPOSIBJEHUSAX MOCTa-
HOBKA [IMArHO3a 3aTPYAHUTEIbHA, ITOCKOJbKY He
CYIIECTBYET crenupuyecknx gabopaToOpHbIX U
WHCTPYMEHTAJIbHBIX MeTOOB AruarHocTukut CKJI
[1]. B nactosiiee BpeMs: M3BECTHO, YTO y 4YacTH
HAIMeHTOB IPU IUTOTEHETUYECKOM MCCIIe/10Ba-
HUM  HaxoAdT MUKPOAYIUIMKAINIO JIOKYCOB
q25—q29 xpomocomsi 3 [5,11,12]. Mosekysiproe
tectupoBanue aocrynno g NIPBL, SMC1A u
SMC3, na uccienoBatenbckoit ocnoBe B Cesep-
noit Amepuke u Esporie [5,11,13]. B ciiyuae nosio-
JKUTEJIBHOTO pe3yJbraTa JaHHOe TeCTHMPOBaHUE
SIBJISIETCS] IMATHOCTIYECKUM.

[TepBble Tpu3HaKKM 3a00JEBAHUST BU3YaJbHO
3aMETHBI y’Ke B Mepuojie HOBOPOKIEHHOCTH.
Kpome BHemHUX 0cOGeHHOCTEH, obpaiaer Ha
cebs1 BHUMaHVe MaJIeHbKIIT Bec peOeHKa TIPU POK-
nennn (mpuMepHo 2/3 Beca 370pOBOTO pebeHKa,
POIUBIIETOCS HA AHAJIOTHYHOM CPOKe GepeMeHHO-
cru). HoBOpOsKieHHbBIE UMEIOT ITPOOIEMBI ¢ KOPM-
JIEHUEeM U JIBIXaHueM, ¢ PAHHEero Bo3pacTa CTpaja-
0T YaCTBIMU WHOEKITMOHHO-BOCTIATUTETbHBIMA
3a00/IeBAaHUSIMU  JIBIXaTEJbHBIX IyTel u3-3a
crennGuIecKoro CTpoeHus: HocoryaoTku. OCHOB-
weiMu TipusHakamu CKJI gaBigiorced: 3azepskka
pOCTa; YeperHo-JTUIEeBble AaHOMAJTUU PA3BUTHS
(«mpuuyaIuBble YepThl JWIa») — IMUPOKUE
OpOBH, KOPOTKUH MIMPOKUI HOC, aHTUMOHTOJIO-
W/THBIN pa3pes r71a3, SITMKAHTYC, OTKIOHEHNE 3pay-
KOB OT IIEHTPa, HU3KOE PACIIOJIOKEHUE YITHBIX
PaKOBWH, y/UIMHEHHAsl TOHKas BepxHssi TyOa,
BBICTYTAONMI  TOAOOPOIOK, MUKPOTHATHS,
MUKporiedanus, BO3MOKHA Opaxuiiedasus; yBe-
JITYEHIEe OBOJIOCEHUS: TUTIEPTPUX03 OPOBEN M UX
coeIMHEHNE TI0 CpeHeN TUHNU, TUTIEPTPUXO03 pec-
HUII, TYCTBbIe JIJTMHHBIE BOJIOCHI, PACTYIIE OYEeHb
HU3KO Ha JOy W Ha 3aThUIKE, TUIEPTPUXO3
KOHEYHOCTeH, CIUHbL. XapaKTepHbl AucMopdun
KOHEYHOCTEN — yKOpOYeHHe ¢ MHOKECTBOM aHO-
Mamuii (MUKPOMEJWS, CUHAAKTUINS, aHOMAJAN
(opmbr maspiieB). 13 mopokoB BHYTPEHHUX OpTa-
HOB Yallle OIUCBIBAIOT BPOXK/ICHHBIE TIOPOKU CEP/I-
1a (CTEHO3 JIETOYHOI apTepuy U aopThI, JAedeKT
MEKKEeTYTOUKOBON IePEeropojiku), aHOMATUU
pa3BuUTUsS TOoYeK (MOJTUKUCTO3, TUAPOHEDPO3,
MOIKOBOOOpa3Hast MOYKa), JKeIyI0UHO-KUIIETHO-
ro TpakTa (He3aBepIIeHHBIH TTOBOPOT KUIETHNKA,
CTEHO3 MMUIIEeBOJIa, TUJIOPOCTEHO3, Tpaxeoa3odare-
anpHble ((ucTyapl, auadparMarbHble TPBIKH,
MaxXOBble TPBIKM), MOJOBOU cHUCTeMbI (KPHUIITOP-
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KAMHMYECKINIA CAVYAIN

XW3M, JIBypOTas MaTKa, TUMOTIAa3usd HapyKHBIX
noJ0BbIX opranoB) [1-3,5-8]. ¥V GosbmutcTBa
feTeil IMarHOCTUPYIOT HEHPOCEHCOPHYIO TYyTO-
yxocTh [5,6,9,14]. 3anepkka yMCTBEHHOTO pa3BH-
THUSI TIPOSIBJIIETCS B OCHOBHOM TIPU3HAKAMU TJIy-
60KOIl  eOWIBHOCTH WM UMOEIUTIBHOCTH.
[Tpo6sieMbl B IOBEJICHUH SIBJISTIOTCS BEChMa XapaK-
TEPHBIMU U MOTYT KOJIEOAThCS OT TSIKENOM ayTo-
arpeccuy, arpeccuy M TPOSIBJICHUN ayTH3Ma /10
KpaiiHeil 3aCTEHYNBOCTH M 0OCECCHBHO-KOMITYJIb-
CUBHBIX TEH/IEHITUI. Y YeTBEPTHU TTAIlUEHTOB OTMe-
YaI0TCs ANMUIENnTHYecKre npunajaku [5,6,13,14].

[TarosoroanaroMudeckoe 00C/IeJOBAaHIE BbIsSIB-
JISIET, MOMUMO COMAaTHYeCKUX TOPOKOB, OOHapy-
JKUBAEMBIX IIPH MaKPOCKOIIMYECKOM HCCJIe/I0Ba-
HUU, MUKPOCKOITMYECKHE N3MEHEHNST B MO3TOBOM
BelecTBe, BKJIOYAIONINE KOPTUKAJIBHYIO aTpo-
dbuto 1 3amenyieHHYI0 MUEIUHU3AINIO HEPBHBIX
BOJIOKOH [5,9,13,14].

BosMmoskHa mpeHaTabHAs IMArHOCTUKA CHH/IPO-
Ma, YTO MO3BOJISIET POJAUTENSAM TIPUHSTH PellleHre
0 TpepbiBaHuU OepeMeHHOCTH. Y [BYX TpeTeil
OGepeMeHHBIX OTMevaercsi cHuKeHne PAPP-A
(pregnancy associated plasma protein A) B cbIBO-
POTKe KPOBH B IIEPBOM U BTOPOM TpuMecTpe [5—7].
Takske BBIABISAIOT TPU3HAKA aHOMATUW PAa3BUTHS
TJTO/IA TIPY YJIBTPA3BYKOBOM TMArHOCTHKE [4,3].

Cuenuduueckoro aeuennsi CKJI He cyiecTsy-
er. IIpoBopuTcs cumnrTomaruyeckass Tepamnus.
[IpuMeHSIOTCST  HOOTPOIIHBIE, aHAOOIMYECKUe
npenaparbl, BUTAMUHBI U TPOTUBOCYTOPOKHBIE
cpenctsa [2,3,6]. Teuenne u mporuo3 mpu CKJI
06bruHO HebmaronpusTHbie. CMePTh MOKET HACTY-
IUTH paHo (YacTo Ja’ke B TeYeHUeE TIePBbIX He/lelb
JKU3HM) BCJIEJICTBUE TSIXKECTU MTOPOKOB PAa3BUTHS
uian Hacjgoenus wHbekmil. VHorna aBosomms
3a00JIeBaHUsT MOJKET MPOMJIUTHCS [OJIbIIE, HO
C TSKEJIBIM OTaJIEHHBIM TIPOTHO30M [2,5,8,9,14].

PazButne nHdeKImouHbIX IpoIieccoB Ha (hoHe
orsromaImx (hakropoB Tpebyer 0coboil HACTO-
POKEHHOCTH, KaK OT MEIUIIMHCKOTO IePCOHAJA,
TaK ¥ POJCTBEHHUKOB OosibHOTO pebenka. CBo-
eBpeMeHHOe ofpaleHre 3a  MEeIUIIMHCKON
MOMOTIBI0 M CBOEBPEMEHHAs TOCTUTATU3AIINS
MO3BOJIAIOT YMEHBIINTHh KOJUYECTBO U TSIXKECTb
OCJIOJKHEHUIT TTOCTIe TIepeHeCeHHOTO 3200 IeBaHMSI.
YauteiBasi cTEpTOCTh KJIMHUYECKUX TIPOSIBJICHUH,
0co6oe BHUMaHUe Bpayeil I0JEKHO YIEISAThCS CBO-
€BPEeMEHHOW JMATHOCTHKE OCTPOTO MH(MEKIINOH-
HOTO 3a00JI€BaHMs], & TAK/KE BBIOOPY KOMILIEKCHOM
Teparny, HalpaBJIeHHON He TOJbKO Ha OOpPBOY
¢ MH(EKIMOHHBIM areHTOM, HO 1 Ha MO/iIepKaHue
BCEX JKM3HEHHO BaXKHBIX (QYHKIWI OpraHmsma
u obecrieyeHre aJleKBaTHOrO MMMYHHOTO OTBETA.
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B KY3 «Ob6sacTtHast perckast KJIMHUYECKast
6ompauia> (KY3 «OIKB») 1. XapbkoBa 3a
nepuog ¢ 2000 r. mo 2016 r. HaxomuiIOCh TpOE
nereit ¢ CKJL

B kavecTBe MIIIOCTPAIINN U3JI0KEHHOTO BBIIIE
IPUBOIUM KJIMHUYECKOe HAOJIO/IeHe TeYeHust
nHesMonun y peberka ¢ CKJL.

lleouka C., 7 user, nabmogaerca B KY3
«O/1Kb» r. Xapbkona o ooty CKJI ¢ pannero
Bospacta (puc.). B mnosgb6pe 2016 r. cocrosuue
GOJNBHON  YXY/AIIUIOCH, TOSBUJINCH Kalo0bl Ha
MAaJIONPO/LYKTUBHBIN KallleJib, TIOBbIIIIEHIE TeMIe-
parypsi 10 38,4° C, c1aboCTh, OTKA3 OT €/Ibl.

U3 anammesa sabonesanust W3BECTHO, YTO POJIH-
TeJIM CYUTAIOT peberka 00IbHBIM B Teuenne 11 gHeit
(c 12.10.16 1.), KOTZA TIOSIBUJINCH KaTapaJibHble
SIBJIEHUsI, TIOBBINIIEHNE TeMIlepaTypsl Tesa a0 38°
C. OcmotpeHa menuaTpoM, AMATHOCTHPOBAHO
OPBI, 6poHxuT; Ha3HAYEHO JiedeHre: (PPOMUIIHIL —
5 mueit, 3atem 1ieTpuakcon B/M — 3 jiHsl, Bude-
POH B CYITIO3UTOPUIAX — J JHEI, MyKOJIUTHK.

Ha done sevenns momydena ymepeHHas moJio-
JKUTETbHAST TUHAMIKA, OIHAKO, B BULY OCOOEHHO-
cTeil 0OCHOBHOTO 3aboJsieBaHust, y OOJBHON OBLIO
3aTPy/IHEHO OTXOK/IEHIe MOKPOTBI, TAaK KaK Hapy-
IIEeH KalLJIeBOH PEeHaK.

C 23.10.16 r. cocTogHue yXyaIIMIOCh, OTMe-
YeHO TOBTOPHOE TIOBBINIIEHWE TeMTepaTyphbl TeJia
10 GeOpuabHbIX 1UdpP, MaJTONPOLYKTHUBHbII
Kalesib; pebGeHOK BSUIbI, ainHAMUYHBIN, YXY/I-
HIWJICS AIIIeTHT, OTMEYaJach CYIOPOKHAs TOTOB-
HOCTb. YUHUTBIBAsI TSKECTD U JTUTEIBHOCTD 320016~
BaHUsl, HEOJIArONMPUSTHBIN MPeMOPOUIHBINA (HOH,
03.11.16 1. A TPOROIKEHUsST JiedeHUsT peOEHOK
TOCTIMTAJTU3WPOBAH B OT/IEJIEHNE aHECTE3NOTIOTUN
nateracuBHoi Teparuu KY 3 «O/[Kb» 1. Xappkosa.

Anamnes acusnu: popunack or II GepemeH-
HOCTH, KOTOpasi MpOTeKaja ¢ Yrpo30il npepbiBa-
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nug Ha 20 wmenene recraiun. Pogmbr 11, cpounbie,
MyTeM OTlepaIiuy KecapeBa CeYeHUs B CPOKe TecTa-
nnu 40 vepens. Bec ipu poskaenun 2400 . 3akpu-
yajia He cpasy, Po/ujach B achukcuu, Mo mnrkasie
Arnrap 6/7 6asuios. IlepBbie CyTKH HaX0OAMIach Ha
HMCKYCCTBEHHOW BEHTUJISALIMM JierkuX. Bekapmiin-
Bajlach 4epe3 30H/ B TedeHUEe JIBYX MecCSIIeB.
C nwmarnozom <«[mmokcmuecku-unieMmaeckoe
nopaxkeaue [ITHC, ocTpeiii mepuos, cpemanein cre-
MEeHU TSKECTH, CUHIPOM JIMKBOPOJMHAMUYECKUX
HapYIIeHNUH, CUHAPOM BHYTPUYTPOOHON 3aepik-
KU Pa3BUTHS TIOZIA» Ha BTOPbIE CYTKW KU3HU
nepeBe/ieHa B TIEPUHATAJIBHBIN IEHTP, T/e ¢ yJe-
TOM KJIMHUKO-aHAMHECTUYECKUX JTAHHBIX U (DeHO-
TUIMMYECKON KapTUHBI OBLJI YCTAHOBJIEH JMATHO3:
«Cungpom Kopuenum ge Jlanres.

B mocnexytomem pocsia u  pa3BUBajach
¢ 3azepxkoi. He mpusuta. Assieprosiorndeckuii
aHaMHe3 He oTaroméH. IlepeHecenHbie 3a001eBa-
aust: gacteie OPBU, OpOHXUTDI, THEBMOHUSI.

Marts, 40 set, — 3mopoBa; oret, 39 Jjiet, — 3710-
poB; 6parbs 15 jietT u 5 jiet — 310pOBHbI.

IIpu mocrymieHun: obiiee cocTosiHre pebeHKa
TAKeJIoe 32 CUeT MPOSBJIECHUN /bIXaTeIbHOU Heo-
CTAaTOYHOCTH, HEBPOJOTUYECKUX  HapYyIIECHU.
CamouyBCTBHE HApYIIEHO: BsIas, afuHAMIIHASA, HA
dote nogabemoB TemrepaTypsi 10 38,5° C HapacTasa
cynopoxHag totoBHOCTh. Taxuwkapausg (HCC —
120 yn/mun), taxurnos (Y11 — 34—36 3a 1 mun).

PebeHoK B CO3HAHWM, BSIbIiA, COHJIMBBIN, IIPO-
NYKTUBHOMY KOHTAKTy He focTyteH. [Ipu ocmotpe
obOpalainT BHUMaHWE: MUKpoIedatns, HU3KO
pacIoio’KeHHbIe YITHbIE PaKOBWHBI, CUH(MOPU3
(cpocmimecss OpoBM), TOHKHE 4YeTKHe OpOBH,
KOPOTKHH IMUPOKUI HOC, JTAHHBIE 3aTHYThIE Pec-
HUI[bI, TOHKKE T'yObl, AJMHHBIA BBICTYNAIOIINANA
dbuabTp, MuUKporeHusi, 60YKooOpasHass TPyaHas
KJIeTKa, CKOJMOTHYECKas OCaHKa, TUIEPTPUXO03
KOHEYHOCTEH W CIUHBI, MUKPOMEJHS, CliacThye-
ckuii terpamnapes ¢ OPMUPOBAHUEM KOHTPAKTYP
KPYITHBIX CyCTaBOB. BhisiBjieHa rpyOast 3ajiep:kka
CTaTOKMHETUYECKOTO, ICUXOMOTOPHOTO, PEUYEBOTO
Y MHTEJIIEKTYaJIbHOTO PA3BUTHS.

JleBouka moHwmkeHHoro nutanus. Koxka Oses-
Hasd, cyxas. Bumnmble ciim3nucTbie po30BbIe, BJIaXK-
Hble. BbICchITanmii HA KOXe W CJIAU3UCTBIX HET.
sIspik obsoxken GesbiM HasetoMm. Ilepudepuue-
ckre JuMdOoysiabl He yBeandeHbl. OTeKOB HeT.
Hocosoe apixanue 3atpyaneno. [lepkyTopHo Hax
JIETKUMU YKOPOUYEHUE JIETOYHOTO 3BYKa € 00enx
CTOPOH. AyCKYJIBTaTHBHO: YMEPEHHO OCJIabJIeHO,
MPOBOJIMTCS BO BCE OT/EJIBI, BBIJIOX Y/IJIMHEH,
Cyxue CBUCTSIINE, MEJIKOINy3bIpuaThle XPUIIbI
¢ obenx cTopoH, GoJibiiie cipaBa. TOHBI cepaIa
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PUTMHWYHbBIE, TPUTJYIIeHbl. JKUBOT MATKUI, He
B3JYT, JOCTYyIeH TJIyOOKOW Iajiblialluid BO BCEX
otnenax. [leyenn +2,0 cM, cesie3eHKa He yBesnye-
Ha. CTyJsl OiMH pa3 B CyTKHU, KOPUYHEBBIHN, 0op-
miieH. /Inypes ajleKBaTHBIN.

JIONOJIHUTEIBHbIE METO/IbI 00CI€I0BAHMS

Knunuueckuii anaius xposu: reMoraoOuH —
130 r/x, sputponutsl — 4,5x1012/7, IIIT — 0,91,
PETUKYJIOIUTHI 0,1%, TpoMGOIHTHI
327x109 /1, neitkorutbl — 8,3x109 /1, MUeIOIUTH —
4%, MeTaMHeNIoIUThl — 3%, TMaJlo4YKos/epHble —
5%, cermenTosiiepHbie — 58%, 203MHOMDUIBI —
1%, 6azoduasr — 0%, mumborursel — 23%, MOHO-
1uThl — 6%, COD — 32 MM /4ac, TOKCUTeHHasI 3ep-
HHUCTOCTb HEUTPODUIOB +++.

Knunuueckuii ananus mouu: 6e3 ocobeHHOCTEIA.

Ananuz moxpomol KiuHuveckui: cepas, THON-
Hast, c1aboBs3Kasg. MUKPOCKONUS: JIEHKOIUTHI
2—4 B 11/3p, 9PUTPOIUTHI — MECTAMHU, ITMUTETUH —
MUJIUHIPUYECKUN  MeCTaMH,  aJbBeOJISIPHBIN
armtenuii — 0—1 B 11/3p, anuTe Nl MJIOCKUH —
6O0JIBIIOE KOJMYECTBO, APOKKEBbIe I'PUOKM —
HemHoro, MBT — He oGHapysKeHa.

IIpomeunozpamma: obumii Genoxk — 57 r/1;
anpOymunsl — 37 r/m; Taobymwabl — 20 T/71
anba-1 rmobymabr — 8,1%, ambha-2-r100yIHbBL —
10,4%, 6era-raodymiabl — 6,0%, raMmma-rio0yJiu-
el — 15,2%.

Buoxumuueckue ananuszvr kpoeu: AJIT
34 En/n (mopma no 31 E/l/m), ACT — 30 En/n
(nopma g0 37 EJl/n), Gunupybun obugumii
35 MKMOJIb/J1, cBOOOAHBIN — 21 MKMOJIb/JI, CBS-
3aHHbIN — 14 MKMOJIB/J1, esiouHast (pocharaza —
140 ME /1, TumosioBast ipoba — 5 ej.

Penmeenoepagus OIK. 3axmaiouenue: 2-cTo-
POHHSIS 04aroBO-CJIMBHAS TTHEBMOHMS.

IKI: putMm cWHYCOBBIH, BosbTa)k B HopMme. Ha-
PYIIIeHUE TTPOIECCOB PETOJIIPU3AINY MIOKAP/IA.

III: mapokcusMasibHag aKTUBHOCTH B BUJE
HU3KOAMILIUTYIHBIX UM dY3HBIX OCTPHIX BOJIH Ha
(one nrchyHKINN HUKHECTBOJOBBIX CTPYKTYP.

Ixo-II: pPU3HAKN JIMKBOPHOU TUTIEPTEH3NN
I cremrenn.

Koncynomavyusi JIOP-epaua: octpoir JIOP-na-
TOJIOTUM HE BBIABJIEHO, aedhopMaIus pPa3BUTHS
HOCQ, YITHBIX PAKOBHH.

WccnenoBanre OBLIO BBIIOJHEHO B COOT-
BETCTBUU C TIpUHIUTIAMU XeJbCUHCKON Jlexmapa-
. IIporokosn wuccnemnoBanus ObLT 0100peH
JlokanbuabiM aTrdeckuM komuteroMm (JIDK) Bcex
y4acTBYIOIMUX Yyupexkaenuil. Ha mpoBenenue
uccae[oBaHuil GbIIO MOJYyYeHO WHOOPMUPOBaH-
HOE corylacie poauTesieil pebeHka.
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PebeHOK B TeueHWe MATH JHEH HaXOMMJICS
B OTHEJEHUN aHECTe3WOJOTUM W WHTEHCUBHOM
Teparuy B TSKEJIOM COCTOSTHUH, 00YCJIOBJIEHHOM
JIbIXaTeJbHON Hel0CTaTOYHOCTBIO BEHTHUJISIIIMOH-
HO-TIAPEHXMMATO3HOTO  THUIIA, pa3BUBIIeEHCS
B pe3yJibTare IByXCTOPOHHEH THeBMOHUY Ha (hoHE
TSIKEJIOro IpeMopOuHoro 3abosesanust. 05.11.16 1.
COCTOSTHUE YCYTYOUIIOCH 34 CUET PA3BUTHUS JIETOU-
HO-TJIEBPAJIbHON JIECTPYKIIMK B BUJIE CIIOHTAHHO-
IO IPaBOCTOPOHHErO ITHEBMOTOpAaKca, B CBS3U
C 4eM marreHTy ObLT HAJIOXKEH IpeHax mo Biosay.
B Tedenue AByX CyTOK ITHEBMOTODPAKC Pa3peliieH,
TIpEeHaX yIaJeH.

Ha ocHOBaHUT BBITIIEN3I0KEHHOTO OBLIT yCTaHO-
BJIEH KJIWHUYECKWUI AMarHo3: «BHerocnmTasbHas
04aroBO-CJMBHAS [IByCTOPOHHSS ITHEBMOHUA,
TsKesasl, OCJOKHEHHAsl JIerOYHO-IJIeBpabHOM
JlecTpykiimeil  (1paBOCTOPOHHUI ITHEBMOTO-
paxc), /IH I-II crerenu. Cungpom Kopuenuu ne
Jlanre (BpOX/E€HHbBIE [OPOKWU Pa3BUTUS II€H-
TPaJIbHON HEPBHOI CUCTeMBbI, TPyOas 3aJepiKKa
TEMIIOB IICUXOMOTOPHOIO U CTATOKUHETUYECKOTO

pa3BUTHS, CUMITOMATUYECKAsl AIUJIENCHsd,
BPOXJEHHBIE [edeKTh KOCTHOH CHUCTEMBI).
[uctpodus».

[Tosmyyana Ae3MHTOKCUKAIIMOHHYIO, aHTHOAKTe-
PUATHHYI0, UMMYHOMO/IYJTUPYIOTTYIO, CeTaTUBHYTO,
[IPOTUBOCYIOPOKHYIO TEPAIIMIO, HOOTPOTIHbBIE CPEJI-
cTBa, MeTabOIMYeCKKe TIPErapaThl, BUTAMUHBDL.

B aunamuke nabmonenus Ha (hoHe MPOBOIN-
MOII Tepanuu cocTostHue peGeHKa yJIydIinioch,
IMTHEBMOHWYECKUH Tporiecc paspemntuyics. bosb-
Hag OblLTa BbIMMCAaHa AOMOH 1104 HabJoaeHue
Y4aCTKOBOTO Iejuarpa ¢ PEKOMEHIAIUSIMU:
[POJIOJIZKEHUE TPOTUBOCYAOPOKHON U MeTabo-
JIMYECKOI Tepariuu, MPOTYJKH Ha CBEKEM BO3-
nyxe, usberaTh 3apakeHust HHGEKIUAMU, HaOJI10-

JIUTEPATYPA

JleHre Y4YaCTKOBOTO Ie/IlnaTpa, HEeBPOIATOJIOTA,
TeHeTnKa, aHAoKpuHoJora. [Ipu nmprucoeamHennn
WHTEPKYPPEHTHBIX 3a00JIeBaHWIT PaHHSIST TOC-
MUATAIN3AIUS C TeJTbI0 TPEJ0TBPANEHUS TsIXKe-
JIBIX OCJIO’KHEHUIA.

OcobOEHHOCTSIMU T€UEHNUST TTHEBMOHUH Y pebeH-
ka ¢ CKJI gBusoch TsKesoe TedyeHUe BOCHATN-
TeJTPHOTO TIPOTIecca B JIETKUX C Pa3BUTHEM JIeTOY-
HO-TIIEBPAJIBHON JIECTPYKIIMH, YTO OOYCIOBIEHO
HaJIMYMEeM MHOKECTBEHHBIX TOPOKOB Pa3BUTUS —
YepernHo-JUIEBbIMU  AHOMAJUSIMKU  CTPOEHUS,
U3MEHEHUSMHU CO CTOPOHBI 1IeHTPaJIbHOI HEPBHOU
CUCTeMa, UMMYHOJIOTUYECKO HEZIOCTATOYHOCTHIO,
4TO B KOMILIEKCE CYIIECTBEHHO YCyryOuIo
TSIKECTD T€UEHWsT OCHOBHOTO 3200 IeBaHUSI.

OcHoBHas 3a3j1a4a Bpaya — YJIy4IIATh KAuecTBO
JKU3HU, CHUBUTD ITPOSIBJIEHIS] CHMITTOMATUKU 1 yBe-
JIMYUTD TPOJAOJIKUTEIBHOCTh KU3HK OOJbHBIX C
CKRJL TIpodunaktrka WHMEKITUOHHBIX OCJOKHE-
HUT 3aKJTI0YAETCS B 3aKATMBAHWUH, TIPE/TYTTPEKICHIN
repeoxJiakaennii. Hammane mopokoB pa3BUTHs Tpe-
6yeT mpoBesiernst ux Koppekiuu. C 1e/blo OnTHME-
3aIlMU  [ICUXOPEYEBOTO U  CTATOKUHETUYECKOTO
PasBUTUSL HEOOXOAMMO HalpaBJeHHe TaKuX JeTeil
B CIIEIUATM3UPOBAHHbIE PEAGUIUTAIIIOHHBIE TIEHTPBI.

Takum o6OpasoM, opdaHHble 3a060JEBaHS,
K kotopeiM oTHocuTcst CRJI, sBAsIOTCST MYyJIBTH-
JVCITUTUTMHAPHOM TIPO0JIEMON, TaK Kak B MaTOJIO-
TMYECKHI TIPOIIECC BOBJIEKAIOTCSI HECKOJIBKO OpTa-
HoB u cucreM. CBoeBpeMeHHasl JMArHOCTHUKA,
JledeHue, TIpe/loTBpallenne WHQEKITMOHHBIX
OCJIOKHEHUH, KOPPEKIMOHHbIE MEPOIPUSITHS
MO3BOJISTIOT YMEHBINTHh KJIWHUYECKUE TPOsBIIe-
HUS, YJIYYITUTh KA4eCTBO JKM3HU U COIMAJIbHYTO
aJlanTaIuio OOJIBHOTO.

Aemopot 3asensom 06 omcymcemeuu KoHpaux-
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HOBOCTHU

B Cunranype Haneyatamu Ha 3D-npunTepe HOBbIi
THII HCKYCCTBEHHOIi YeJI0Be4eCKOi KOKU

Uccnenoparemn us Cunraiypa paspaboTajind HOBbII
MeTo[I GHOTIeyaT! NCKYCCTBEHHOM KOKH ¢ IMTMEHTAIHel.

ITOT METOJ MO’KET MPUBECTH K CO3JAHMIO KOXKH
C peaMCTUYHON TIMTMEHTaINel, KaK y 9eoBeka, coooma-
et caiir 3ders.org.

Ceiiuac UCKyCCTBEHHAsI KOXKA MUMEET HECKOJIbKO HEI0-
craTkoB. Takoil Koke He XBaTaeT CJOKHBIX (DYHKIMIA,
TaKUX KaK IUTMeHTAIUs, TI0TOBbIE XKeJIe3bl UM BOJIOCSHBIE
(hOJUTMIKYJIBI, U TOSTOMY KOKa He BBITJISIAUT W HE BeleT
cebs Kak HacTosmad. JTo IpobJeMa i UCIO0Ib30BaHNs
KOKHBIX TPAHCILJIAHTATOB Ha JIIO/IAX.

Wccenenosaresnn n3 CHHTAypPCKOTO MHCTUTYTA TEXHO-
norun  npouspojgctBa U CHHIaIlypcKoro  IeHTpa
3D-mevaTu MCIIO/Ab30BaNN TPEXMEPHYIO IIeYaTh /IS KOH-
TPOJIA pacTpee/IeHnsT MeJIaHiHa — KOKHOTO TIMTMenTa. B
pesyIIBTaTe MOTy9aeTcsl KOKa, KOTopast GoJIbIIe TTOX0Ka Ha
4eJI0BEUECKYI0, YeM KOT/a-J11u00.

Cekper, 110 MHEHMIO HMCCJe0BaTeIell, 3aKI04aeTcs: B
UCIHO/Ib30BaHUU He MeHee TPeX Pas/JM4HbIX TUIIOB KJIETOK
KOKI — KepaTUHOLUTOB, MEJaHOIIUTOB U GrOP06IacTOB —
T[pI/I NCIIOJIb30BaHUN IIOAXO/la K 6H0neanﬂ, KOTOpBIﬁ
COCTOUT "3 [[ByX OT/ICJIbHBIX 3TAIlOB.

CHayajla IPOUCXOAUT MU3TOTOBJIEHHME HEPAPXUUYECKUX
MMOPUCTBIX CTPYKTYP HA OCHOBE KOJJIareHa. 3aTeM KepaTH-
HOLIUTBI U MEJaHOLUTBl HAHOCAT Ha 3apaHee OIIpeje/IeH-

Hble TO3WIINN TOBePX dTUX KOHCTPYKINH Kokn. Bmecte
ATU J[BE CTAJAUM MPUBOIAT K cospanuio 3D-nurmentupo-
BaHHbIX KOHCprKLLI/If/i KOJXHU 4YeJIOBEKa, U uccJjegoBaresmn
00OHAPY/KUJIM, YTO OHU MOTYT GOJIee TOUHO PaCIPenessaTh
JKMBbIE KJIETKH C MCII0Jb30BaHIEM 9TOTO MOIXO0/A.

«Korma mbr cpaBuuan 3D-uuticeTsl ¢ 6UOTPaHCIAIN-
el ¢ TeMH, KOTOpble ObLIN CHEJAHbI C MUCIOJIb30BAHUEM
MeTo/1a py‘{HOI‘O JINTbA, MbI O6Hapy}KI/IJII/I IBa OTJINYNA
MEXAY JABYMSI MOAXOMaMU K H3roTOBJeHU0. [lepBbiM
U3 9TUX Pa3JNduil OBLIO pacrpesiesieHre KJIETOK TOBepX
KOJKHBIX 06J1acTeil, a BTOpoe — MUKPOCTPYKTYPBI BHYTPH
obsacreii Koku», — 00bACHIET BEAYIMil aBTOP UCCIIEN0-
BaHus Baii Jlonr.

ITo muenuto uccienoBatesneii u3 CHHraIypa, HOBBII
€110co6 CO3MaHusA KOXKKU MOKET MO3BOJIMTh XUPYyPraM BOC-
CTaHABJIMBATh PAHbI C BHICOKUM YPOBHEM BU3YaJIbHOW TOH-
kxocTh. HoBBbIi MeTo Takke MOKeT ObITh MCIIOIb30BaH IS
CO3/IAaHUST CTPYKTYP KOKM JIJisi TECTMPOBAHUSI HA HAPKO-
TUKH M NCCIE0BAHMI KIETOUHOM OMOJIOTHH, CPEIN POYEro.

PaHee co001aIoCh, YTO KUTAUCKIE YUEHbIE C UCIIOJIb-
3oBaHueM TexHojoruu  3D-6uoneyaT  NPOU3BEIU
«KUBYIO» UCKYCCTBEHHYIO KOCTHYIO TKaHb, KOTOPast MOKeT
CTUMYJIMPOBATh POCT HOBBIX KJIETOK. Takyio KOCTb yiKe
Hepecajinyiv ;KUBOTHOMY U OHA MIPUKUIIACK.

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