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Te3ucbl y4aCTHUKOB
VI KoHdpepeHUUU CTYREHTOB U MOJIOAbIX YYEeHbIX
«MegnaTpuyeckKue 4YteHua». Hactb 2

Ot pepaKkymmn: 27 Hosi6ps 2020 roaa Kagenpa ¢akxynbtetckon neguatpuu 1O PHUMY
mm H.W. Tuporosa npu noaaepxke Cor3a [llegnatpoB Poccuun nposena VI exerogHyro
BcepoccuiicKyto KOH@epeHUMo CTYAEeHTOB M MOJIOAbIX Y4YeHbIX «[leguatpuyeckue 4rte-
HUSI», MOCBSILLEHHYIO MaMsTh BEJIMKUX POCCUNCKUX yHeHbIX-rneanatpoB A.A. KontbinuHa,
A.4. Jlebegesa, IN1.A. [NloHomapeBo#, H.C. Kucisik. KoHpepeHUUs BriepBble NpoLLia B OH/1akH-
dopmate Ha nnouwagxke ZOOM, a TaKKe TpaHCSALUMID KOHpepeHLUUN BriepBble NOKa3bliBan

Ha Youtube-KaHane.

Mbi npogoxaem ny6MKoBaTb Hanbosee MHTEPECHbIE TE3NUCHI, MOCTYNUBLUME OT MOJOAbIX
YYEHbIX B OPrKOMUTET KOHpepeHunu. bonee noapobHyr uHOopmaLM 0 MepornpUsiTum
MO}HO HanTu Ha cante PHUMY um. U.M. TuporoBa: https://rsmu.ru

CEKLMUA
«AHTEPECHbIE KJIMHWYECKUE CJZTYHAU B NPAKTUKE NEAWUATPA»

KJIMHUYECKWUN CNYYAU PA3BUTUA BTOPUMHON MEMBPAHO3HOW HEDPOMATUMA

HA ®OHE YPTUKAPHOI'O BACKYJIUTA

KoBaneBa A.B., lonuHa A.A.

HayuHbi pykoBoaguTenb: KuptoxuHa J1.B., K.M.H., acCUCTEHT
CaHkKT-lNeTepbyprckuii rocyagapcTBeHHbIM YHUBepcuTeT, CaHKT-lNeTepbypr, Poccuiickas ®enepauus

AKTyanbHocTb. Mem6bpaHo3Hasa Hedponatug (MH) —
nopaxeHue Kayb604KOB MOYEK, pas3BuBaloleecs Bcnen-
CTBUE CY63anuTennanbHoOro U MHTpaMeMobpaHO3HOro OT/10-
HEHUA UMMYHHbIX KOMMAEKCOB. OLHON U3 OCHOBHbIX MPUYUH
pa3BuUTUS BTOPUMYHON MH y feTen aBnseTca ayTOMMMYyHHas
natosiorus.

KnuHunyeckun cnyvain. MNaumeHt 3., 6 net, noctynun
B Hedponorvyeckoe OTAeNleHMe B CBA3M C KpanuBHULEN
N 0TeKOM KBWHKe, Ha dOHe KOTOPbIX BbIBNEHbI CUMNTOMO-
KomnaeKkc HedpoTnyeckoro cuHgpoma (HC), Mukporemary-
pus, aptepuanbHas runepteH3ud. boiia Ha3HavyeHa Tepanus
rntoKokopTuKkocTepongamu (FKC) B 4O3MpOBKe 2 Mr/Kr/cyT,
HO nabopaTtopHble Npu3Hakn HC coxpaHanuchb, peuuansm-
poBafia ypTMKapHasa cbiNb 6e3 3yaa, pa3Buica OTEK nuua
C nocnefylwmm 3KXMMO30M. BbiiBiieHa MMMyHonornye-
CKas aKTMBHOCTb — aHTuTena K C1q daKTopy KoMMiemeH-
Ta — 1,76 (Hopma — 0,7-1,3) oTH. eq/MA. [1pKn BbINOSHEHUK

HeppobMONCHN BbIIBIEHO COYETAHHOE MOpPaXKEeHMUe MOYEK:
onodody3Haas MH ¢ ummyHoakenpeccuen “full-house”, ouaro-
Bbl BACKY/IMT C BOBJIEYEHUEM COCYI0B MEJIKOro Kanmbépa.

0O6ceyxaeHue. lpoBogunack auddepeHumnanbHas auna-
FTHOCTMKa KOMHbIX BaCKy/IMTOB, ayTOBOCMANWTENbHbIX 3a60-
NeBaHUN, TeHETUYECKUX CUHAPOMOB. YUMTbIBAS KIIMHUYECKYIO
KapTUHY 1 NabopaTopHble AaHHble, BEPOSiTHA BTOPUYHAS MEM-
6paHo3Hasn HedponaTus Ha PoHEe YPTUKaApPHOro BacKynuTa.

Tepanus BKAKOYana UMKIOCMOPUH B BO3pacTHOW Ao3e
B coyeTaHunu ¢ N'KC 0,5 mr/kr/cyT. Ha doHe NOIMKOMMOHEHT-
HOM MMMYHOCYNPECCUBHON Tepanuu OTMEYEHO KymnupoBa-
Hue HC, ypTuKapHas Cbifb He peuuamBuposana. [onHoCTbio
oTMmeHeHa KC-Tepanus, octaBneH Ha MOHOTEPaNUKU LMKIIO-
CMOPUHOM.

3aknoyeHue. B CBA3KM C TAKECTbIO U XPOHUYECKUM
TeyeHneM 3aboneBaHUs HeoOXoAMMO MOCTOSIHHOE Habnio-
OeHue y negmatpa-Hedposnora.
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| mecTO B ceKuumn <MUHTepecHble KJIMHUYEeCKUEe cllyyau B NpaKTUKe Bpaya neguartpa»
KJIMHUYECKUUA CZTYYAU PAHHEA OUATHOCTUKHU

CUHAPOMA BJ/IOXA-CYJ/IbLIBEPTEPA
MaHy4yapsH M.B., Nansax [.C.

Hay4Hbi pykoBoguTtenb: Typtu T.B., 4.M.H., npodeccop
PoccvincKMii HaLMOHaNnbHbIM UCCNefoBaTENbCKUA MEAULMHCKMI YHUBepcuTeT um. H.U. MNMnporosa,

MockBa, Poccuiickas ®egepauus

AKTyanbHOCTb. CWHAPOM HeAep)aHWs TMNUrMeHTa,
wnn cuHapom brnoxa-Cynbubeprepa, — peakun Henpo-
3KTOAEepMalbHbIA  MYNbTUCUCTEMHBLIA  reHogepmMaTo3
¢ X-cuenneHHbIM [JOMWHAHTHbIM TUMOM Hac/eoBaHus,
XapaKTePUIYIOLLMIACS MOPaXKEHNEM KOXMU M ee MPUAATKOB,
HEPBHOW CUCTEMbI, Ma3 u 3y60B. YactoTa BCTpevyaemo-
ctn — 0,7 Ha 100 000 4yenoBek.

KnuHuyeckun cnyuyam. HoBOpOXKAeHHas AeBOYKa,
poaunacb Ha 38-# Hepn rectauunu, macca tena — 3806 T,
annHa — 53 ¢cMm, oueHKa no wkane APGAR — 8/9 6annos.
Pe6eHoK OT 2-11 6epeMeHHOCTH (1-9 — MaNbyuK, 340POB).
B Il TpumecTpe 6epeMEHHOCTM BbISBIEHO HOCUTENLCTBO
MaTepblo CTPENTOKOKKa rpynnbl B. C poxaeHus oTme-
Yannucb MHOXECTBEHHble o4arM BE3WKYN pasHbiX pas-
MEpOB, Yepeaylumecs ¢ y4acTKaMu Mauepauum KOXK.
Mpn ocmoTpe Ha 3-M CYT XKU3HU — NaTOIOTUHECKUIN KOXK-
HbIW NMpoLecc: BE3NKYNO-6yNe3Hble 3IEMEHTbI Ha rune-
peMnpoBaHHOM PpOHE, KOTOPbIE MMEIOT MOTHYIO MOKPbILL-
Ky C CEpPO3HbIM COJEPKUMbIM, JIOKANM30BaHbl Ha KOXe
TyfOBULLA, BEPXHUX M HUKHWUX KOHEYHOCTEW, B Maxo-

BOM W Arogu4yHom obnactax. [JaHHbiX 3@ MHOEKLMOHHOE
nopakeHne KoXu He BbiiBAeHO. JTabopaTopHble AaHHbIE:
KNUHUYECKMM aHanu3 KpoBuM — 303uMHOGUAMS fo 40%;
MONIEKYNAPHO-TEHETMYECKOE MUccliefoBaHWe — BbiSBe-
Ha MmyTauusa B reHe IKBKG (NEMO). HenpocoHorpadus:
[IBYCTOPOHHUWE cy6aneHanManbHble KUCTbl. KOHCcynbTauuns
HeBpoOJiora: BPOX/AeHHOe ABYCTOPOHHEE BHYTPUIKENYL0Y-
KOBOE KpoBOMU3NUAHUE 1-i cTeneHn. KoHcynbTauma Kap-
avonora: HecneundU4ecKoe HapylleHne BHYTPUKENyao0y-
KOBOW NPOBOANMMOCTH, HEMOJNIHAA 6G/10KaAa NPaBON HOXKM
nyyka lica, kKapavonaTus.

0O6cyxpaeHue. PaHHee Ha4vano cuMMATOMaTUYECKOM
Tepanuu Mo3BOMUAO KYNMUPOBaATb KOXHble MPOSIBNEHUN
W OCTUYb KIUHMYECKOTro adpdeKTa.

3aknwuyeHue. lpeactaBneHHbIn ciayd4yah AEMOHCTPHU-
pyeT BarKHOCTb npoBeaeHuns anddepeHumanbHON anarHo-
CTWMKM [@HHOr0 CMHAPOMA M HeoHaTaNbHbIX MHOEKLIMOHHbIX
3a60oneBaHu KOXMU C LieSiblo CBOEBPEMEHHOI0 Ha3Ha4YeHns
CUMMTOMaTMYECKON Tepanuun, KOHTPONA TevyeHus 6051e3HU
N Pa3BUTUS OC/TIOXKHEHWN.

| mecTO B ceKuumn <UHTepecHble KIMHUYECKUE cllyyau B NpaKTUKe Bpada neguarpa»

KJIMHWYECKWUX CNYYAU NALUMUEHTA C AIbTEPHUPYIOLWEN FTEMUNIETMEN
U MOPOKOM PA3BUTUSA NMPABOIO NMOJTYLLAPUA FTOTIOBHOIO MO3rA.

PycckuH B.O., AganumoBa H.C., KoctuHa A.B.

HayuHble pykoBoguTenu: XonuH A.A., A.M.H., npodeccop; ConoBbeB B.b., Bpay-HeBponor
PoccMMCKMI HaLMOHaNbHbIM UCCNefoBaTeNbCKUN MEANLIMHCKMI yHUBepcuTeT um. H.U. NMuporosa, MockKBa,

Poccuinckas ®epepaums

AKTyanbHOCTb. B jaHHOM paboTe onucaH KINMHUYECKNUM
cflyyal nauMeHTa ¢ ABOMHOW MaTonorven: peakuM reHeTu-
YeCKUM 3abofieBaHNEM — anbTEPHUPYIOLWEN reMUNEruen,
Bbl3BaHHOM MyTauuen reHa ATP1A3, a Take C NMOPOKOM
pa3BuUTUA NpaBon remucdepbl roIOBHOMO Mo3ra.

KnuHuveckuii cnyvan. bepemeHHOCTb NpoTeKana Ha GboHe
TOKCMKO3a M yrpo3bl NpepbiBaHns B NEPBOM TPUMECTPE.

C 2-X MecCALEB XM3HU pPOaAUTENN Havyann oTMevaTb CTe-
PEOTUMNHbIE 3MN30bl — TOHUYECKOE HanpsiXKeHne 1 NOBOPOT
rofoBbl U rNa3 BNpaBo, KIOHWYECKME NoaeprnBaHms B npa-
BbIX KOHEYHOCTSAX. YacToTa npmuctynos — 1 pa3 B Mecsl,.

B HeBponOrnyeckom cratyce — 3ageprKka Nncmxo-peye-
BOr0 pa3BUTUS, N€BOCTOPOHHUI remmnapes.

MPT ronoBHoro mo3ara (B Bo3pacTte 4 mec) — obLlunpHas
KOpPTUKanbHasa Ancnaasus Nnpasoro noaylwapus (naxmrupus).

Bnaeo-33I MOHUTOPUHT — MPOAOIKEHHOE PETrMOHab-
HOe 3amej/ieHne B npaBon remucoepe.

lMonHoe CeKBeHMpPOBaHWE 3K30Ma — MyTauus reHa
ATP1A3, 4TO AABNAETCS XapaKTepHbIM 4S5 anbTePHUPYIOLLEN
remMunaerMn JeTckoro Bospacra.

06cyxaeHune. [JaHHblM KIMHUYECKUI Clydan aABnsieTcs
nPUMEpPoOM KpawmHe peaKoro CoYeTaHUs pasfiMyHbIX HEBPO-
NIOTMYECKMX 3ab60NeBaHU — aNbTEPHUPYIOLLEN FeMUMNNETrUN
M NOPOKOM Pa3BWUTMS MOAYLIAPUS FOJIOBHOrO MoO3ra, KOTo-
pbIi MOXKET «CTUPaTb» KNUHUYECKYIO KapTUHY albTepHUpY-
IolWen remMunaeruy, Tak KaKk MnposiBASieTCAa reMunape3om
W CTPYKTYpHOW anunencuen. NHTepecHo M TO, 4TO Onu-
caHHasa mMyTauus cnoco6Ha Bbi3blBaTb reHepannM30BaHHbIe
N doKaNbHble 3NUAEenTUYEeCKMe MPUCTYMbl, a TaKXe pac-
CTPOMCTBaA ABWMXXEHUS (AMCTOHMYECKME aTaKMu, MapOKCU3-
MajbHasi reMunaeruns), KoTopble 3a4acTyldo KpamHe CXOXu
C 3anNunenTUYecKnmMu npuctynamu. MaumeHTy 6blna npea-
noxeHa onepaums «dyHKLUMOHaNbHaa reMUchepaIKTOMUS»,
HO poAuTENn OTKa3anuchb.

3aknwyeHue. peacTaBneHHbIM KIMHUYECKUI clyvai
YHUKaNEeH coveTaHMeM ABYX peflkux 3a6oneBaHni n nogyep-
KMBaeT Ba*KHOCTb MCMONb30BaHWA n1abopaTopHO-UHCTPY-
MEHTalbHbIX METOAOB ANArHOCTUKM.
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K/IMHUYECKUM CITYYAU ABYX BE30OAPOB Y NOJPOCTKA
C PASBUTUEM KULUEYHOW HEMPOXOAUMOCTHU

Kaprtasbix A.K.

HayuHbi pykoBoguTenb: CnnBakoBCKMM H0.M., K.M.H., AOLEHT
CapaToBCKuUI rocyaapCTBEHHbIN MEANLIMHCKUI YHUBEPCUTET M. B.N. PasdymoBcKoro,

Capartos, Poccuinckas deaepaums

AKTyanbHoOCTb. be3oapbl — OTHOCUTENbHO peaKas
natosiorns B negvaTpuu, ocTaroliascs 4acto HecBoeBpe-
MEHHO AMarHoCTUpPyeEMOMN.

KnuHuyeckui cnyyvain. [Jesoyka M., 14 net, noctynu-
na B XMpypruyeckoe OTAeNleHMe MHOronpoduabHOro cra-
LUMoOHapa nepeBOAOM W3 MHOEKUMOHHOM O6ONbHULbI, rae
Haxoamnacb ¢ CUMNTOMaMM OCTPOM KULLEYHOW ANCPYHKLIUMK,
Ha ¢OoHe KOTOpbIX padBuiacb KAWHWUKA «OCTPOro KMBOTa».
Mo pesynbTaTamM 3HAOCKOMMYECKOrO MCCNefoBaHus aua-
THOCTUPOBAH TMraHTCKUM 6e30ap Kenyaka, NpakTUYeCKM
3anofIHABLLMIA BeCb ero o6beM. o gaHHbIM KT Bepuduuu-
poBaH BTOpon 6e30ap — B TOHKOW KULIKE, C NpU3HaKaMu
TOHKOKMLLEYHOM HENPOXOAMMOCTHU. MNpK 3KCTPEHHOM onepa-
TMBHOM BMellaTeNbCTBE M3BJIEYEHbl 2 OFPOMHbIX TpHUxob6e-
30apa. Nocne JONOAHUTENBHOIO U3YYEHUs aHaMHe3a yTou-
HEHO, YTO Hayano CoOMAaTUYECKMUX PaCCTPOWCTB He MeHee
yeM 3a 3 roga Ao Hactoslero o6ocTpeHnsa. OTMevyanucb
HEBPONOrMYeCKne paccTponCcTBa, HapyleHUs aganTtauuu
B KonnektuBe. KOHCynbTMpOBaHa M nosydvyana fieyeHune
y HeBpoJiora, Ncuxofiora, a Takxe y Tpuxonora no nosoay

anoneuun. Cnycta 2 roga oTMevyeHa racTpoaHTeposormye-
cKas cumnTomMaTtuka. Habnioganacb racTpoaHTEPOJSIOroM,
HO 330daroracTpofyoleHOCKONUa He npoBoAunacb U3-3a
¥enaHua «He HaBpeauTb» PeBEeHKYy C HEBPONOrMYECKUMMU
HapyLIEHUAMMU.

B nocneonepaunoHHOM nepuoae NpoBeAeHbl NCUX00-
rMyeckoe TeCTMPOBaHME, KOHCYNbTaUMUsa NcuxuaTpa, Bepu-
drunpoBaH amarHo3 06CECCMBHO-KOMMY/NbCUBHOIO pac-
CTpoOWCTBa.

06cyxaeHue. CNoXHOCTb AMArHOCTUKN NOA0BGHOrOo ciy-
4as BO MHOroMm o6ycnoBjiieHa pa306LleHHOCTbI0 AuarHo-
CTMYECKOro npoLecca Bpayen pasfnyHbIX crneunanbHocTemn
npu He BCerga KOPPEKTHOW TPaKTOBKe Hecneumpuyeckux
CUMMTOMOB.

3akno4yeHune. TpebyeTcs MNOBbILLEHHOE BHUMaHWe
K OetaMm ¢ 1oObiIMU MCUXONOro-ncuxmaTpuyecKkuMmn pac-
CTPOMCTBAMM (Hanpumep, TPUXOTUIOMAHMUEN) CO CTOPOHbI
poauTenen, neparoroB U Bpaven Ana npeaoTBpalleHus
TAXENbIX NOCNEACTBMWA, NPUBOAALLMX K TpaBMaTU4ECKOMY
XUPYPrUYECKOMY NIEHEHMUIO.

C/TYYAMN YCNELIHOIO ABYKPATHOIO NPUMEHEHUA CUCTEMHOM
TPOMBOJIMTUMECKOW TEPAMUU Y HOBOPOXXAEHHOIO

A6aueBa K.E., boraueBa B.M.

Hay4Hbi pyKoBoguTtenb: /lapuHa J1.E., K.M.H., JOLIEHT
Poccuinckmi HaydHo-mncenenoBaTebCKMn MeanuumMHCKnn yunsepeuteT M. H.U. Muporosa,

MockBa, Poccuitckas Penepauma

Mopo30BCKas AeTcKas ropoackast KnHnyecKas 6onbHMLAa ropoga MocKBHI,

MockBa, Poccuitckas Penepauma

AKTyanbHOCTb. B HEOHaTanbHOM NPaKTUKE CUCTEMHbIE
TPpoM6O3bl BCTPEYaOTCH PefKO U MOryT NPUBECTU K UHBA-
nmausaumm pebeHka nnu netanbHoMy ucxogy. NposeneHune
CUCTEMHOM TPOMOOUTUYECKON Tepanum y HOBOPOXKAEHHbIX
He MMeeT LOCTaTOYHOro OnbiTa B MUPOBOM NPaKTUKE U Npu-
MeHseTCcs B cyryb6o uHaMBUAYyaabHOM Nopsake.

KnuHuyeckuin cayyai. MaumeHT H., Ha 7-e CyT XU3HU
nocTynun B OTAEeNleHWe peaHuMaLnn U UHTEHCUBHOW Tepa-
MMM HOBOPOXAEHHbIX MOPO30OBCKOM [ETCKOM rOpPOACKOWM
KJIMHUYECKOMN 6O0/bHULbI C MHOXECTBEHHbIMU TPOMBO3aMMU.
Mpu porkaeHnn macca Tena — 4140 r, anvHa — 54 cwm,
oLeHKa no wrane APGAR — 8/9 6annoB. Ha 5-e cyT Xu3Hu
ybblib Macchl Tena coctaBuna 17,1%, otmevanucb ocna-
6neHne nepudepmnyecKon nynbcaLun, yrHeTeHWe co3Ha-
HWS, BbiSBNEHbl AebEKT MEeXKenyLoYKoBOM Neperopomku
(M) — 2,4 MM, OTKpbITOE oBanbHOE OKHO (000) — 3 MMm.
Mpun noctynneHnn Ha KT: OKKIO3UOHHbLIM TPOM603 MHpa-
peHanbHOro otaena OPIOWHOM aopThl, HUXHEN Opbixeey-
HOM, MpaBOM MNOYEe4yHOW, 06LWMX NOAB3AOLWHbLIX apTeEpPUN,
NeBOM BETBM BOPOTHOM BEHbI, TPOMOO3 LepebpanbHbIX

BEHO3HbIX CWUHycOB. lpu Y3U BbIABNEHO uWWEMUYECKOe
rnopakeHue npaBoMn MOYKKU. TaK KaK XMpypruyeckoe Bme-
laTenbCTBO 6bI/I0 COYTEHO HEBO3MOMXHbIM, MPOBEAEH ABY-
KpaTHbIM TPOMBONN3NC anbTenia3omn B CBSA3M C OTCYTCTBMEM
apdeKTa oT NepBoro npumeHeHus. OTmeyanacb MOSIOXKMU-
TeNbHas AMHaMMWKa, NaUMEeHT NepeBefleH Ha renapuHoTe-
panuio Noj KOHTponeM Koarynorpammsbl. [Mpn MOBTOpPHOWM
rocnuTanu3aummn 4epes 9 Mec — MNoOJHAs peKaHanusa-
LUMS paHee OKKJ/IIO3MPOBAaHHbIX COCYAOB, WMLIEMWS MPaBOM
noYyku paspelmnace 6naronony4yHo. MMKI — uHTaKTHa,
000 — 1,5 mm.

O6GcyxpaeHue. HecmoTps Ha oTcyTcTBMe addeKkTa
OT MepBOro MPUMEHEHUS Tepanuu, Gbi10 MPUHATO TPYA-
HOe pelleHne O MOBTOPHOM Tpom6onusuce, NpuBellee
K yCNelwHoMy pa3pelleHnto Tpom603a.

3aknoueHue. lpoBegeHne [ABYKPaATHOMW CUCTEMHOWM
TPOMOONIUTUYECKOW Tepanuu y HOBOPOXAEHHOro pebeH-
Ka — WCKJ/IIOYUTENbHbIA ClyYal, OAHaKO Yy AaHHOro nauw-
eHTa OHa OKazajacb OnpaBAaHHOW, Tak Kak no3Bonunia
n36eraTb rPO3HbIX MOCNEACTBMI CUCTEMHOIO TPOMOO3a.



C/ZIYYA APUTMOTEHHOU AUNATALUMOHHOU KAPAUOMMUONMATUU

Y NOAPOCTKA
Kyuyk B.A.

HayuHble pykoBogutenu: Py6aH A.l., K.M.H., oLeHT; Jlazapuuk W.B., K.M.H., Bpay-negnartp;

KneyaH C.U., Bpay-neanatp

Benopycckaa MeauumMHCKasa akaaeMusa nociaeaunioMHoro o6pasoBaHums,

MwuHck, Pecnybnunka benapycb

AKTyanbHOCTb. ApUTMWUA — HapyLEHUE PEerynsapHo-
CTW W NOCNefoBaTeNlbHOCTU COKpalleHu cepaua. HYactble
apuTMUU MOTYT MPUBOAUTL K apUTMOreHHOM Junatauuu
nonocten. PaHHee BbiiBAEHWE HapyleHWN, a TaKXe CBO-
eBpeMeHHOoe Ha3Ha4YeHWe NevYeHns CyLLeCTBEHHO ynyYLuatoT
KayeCTBO M NPOrHO3 XMU3HMU.

KnuHuyeckun cnyuau. [aumeHt A., B 17 net
BrnepBble MOCTYNWN B KapAWONOrM4yeckoe OTAeNeHue
c XXano6amu Ha nepebou B paboTe cepaua. Pusnyeckyto
HarpysKy nepeHocuT xopowo. Ha anekTpokapauorpam-
Me — KeNyAo4KOoBas IKCTPACUCTONUSA MO TUNY OBUTEMUHUN.
XontepoBCcKoe MOHUTOpUpoBaHue (XM) BbISBUIIO YacTylo
enyaoykoBytlo napacuctonuio (59%) ¢ annoputmuen
B BMAE OGUreMUHWUKU, TPUTEMUHUKU, U TaKKe NpoberrKamu
KEeNyAO4KOBOM TaxMKapanm o 8 KOMMNNeKCOoB. o AgaHHbIM
yNbTPa3BYKOBOro MUcCClefoBaHWs cepaua — Aufatauus
NnoaoCTEN, NPEUMYLLECTBEHHO N1€BOr0 Xenyaoyka (73 Mm
no metoauke Tenxonbua) ¢ dpakumnen Boibpoca — 51%,
dpaKkumnen ykopoyeHus — 27%, yaenbHbIM KOHEYHbIM

AMaCTONMYECKUM 06beMoM — 138 mn/mM2. Muokapaut
WUCKJOYEeH, Ha3HayeH amuopapoH. [oBTopHoe XM —
yMeHblleHue YyacToTbl napacucton Ao 29%. C guarHo3om
«ApuTMOreHHas agumnatauuMoHHasa MuoKapauonatusa. HK
0-1» pebeHOK HanpaB/ieH Ha KOHCYnbTauMi0 K apuTMO-
10Ty, KOTOPbIA MPUHAN pelleHne O NPoBEAEHUU paano-
4aCTOTHOM abnAuMn, NO3BOSIMBLUEN NONHOCTbLIO YCTPAHUTD
naToNIOrMYECKUI o4ar apuTMuu.

06cyxaeHue. [lnarHocTnyeckas 3Ha4MMOCTb JaHHOMO
clyyas 3ak/toyaeTcs B Bbl6ope TaKTUKWM BeAeHMS NaLWeH-
Ta C HapylweHWem puTMa cepaua, a Takxe B 060CHOBaHUK
MCMNO/Ib30BaHUSA 601e€ CNOXHbIX MHCTPYMEHTAJIbHbIX METO-
[l0B IeYEHUS apUTMUMN.

3aknueHue. [peactaBneHHbIV CnyyYan AEMOHCTPUPY-
eT Npo6nemy No34HEro BbiiBEHUSA 3HAYMMOr0 HapyLlweHus
puTMa cepaua, NpuBeaWero K pasBuTUIO AniaTauMoHHON
KapavomuonaTuu, Naoxo OTBETUBLLEro Ha MeANKaMEHTO3-
HYIO KOppeKuuio M noTpeboBaBlWEro MHTEPBEHLMOHHON
Tepanuu.

Il MecTO B CeKuuum «VlHTeDGCHbIe KJIMHU4YeCKHUe CcJiy4yaM B NpaKTUKe Bpaya neaunmatpa»
CUHAPOM MAK-KbIOHA-OJIBPAUTA-BPAULIEBA

CO CTEPTOU KNTMHUYECKOU KAPTUHOM
Flony6kosa B.M., LlecopyK B.TI".

HayuHbi pyKoBoauTenb: KapadyeHuosa W.B., K.M.H., AOUEHT
POCCUMCKMI HaLMOHaNbHbIM UCCNeaoBaTeNbCKUN MEANLMHCKMI YHuBepcuTeT um. H.U. TMnporosa,

MockBa, Poccuiickas ®enepauus

AKTyanbHoOCTb. Tpuagon cuHapoma Mak-KbloHa—
On6pavta—bpanuesa (MOB) aBnsaTCa NpexaeBpeEMEHHOE
nonosoe pa3sutue (MMNP), nMrMeHTHbIE NATHa UBeTa «Kode
C MOJIOKOM» HEMNPaBWUIbHON GOPMbl U aCUMMETPUYHOM JIOKa-
nn3aumn, a TaKKe KOCTHO-pMbpo3Haa aucnnasus. Yactota
BCcTpeyaemocT BapbupyeT oT 1:100 TbiCc. Ao 1:1 MAH
HaceneHus. AKTyanbHOW npo6nemMon ABndeTcs BblCOKasd
BapuabelbHOCTb CMMNTOMOB, B AAHHOM KJIMHUYECKOM CIly-
Yyae — OTCYTCTBME XapaKTEpPHbIX MATEH, 4TO 3aTpyaHsaeT
NOCTaHOBKY AMarHosa.

KnuHuuyeckuit cnyyain. [leBoyka A., 5,5 net, Hanpasne-
Ha B OTAeNeHne JeTCKOM rMHeKoNormm POCCMMCKON AeTCKOoM
KIIMHUYECKOW 60JIbHULbI AN15 yTOYHeHus reHesa [MMP.

M3 aHamHesa: ¢ 3 net 1-2 pasa B rog Hab6awoaatot-
CSl KPOBSIHblE BbIAENEHUS M3 MONOBbLIX MyTEN, YBENUYEHUE
MOJIOYHbIX XKefe3, NoAMbIlEeYHOe U TO6KOBOE OBOIOCEHHME.
Mpn AMHaMWYecKoM HabMOAeHUW BbiiBieHa Mnporpeccus
KOCTHOro BO3pacTa, onepexKarollero nacnopTHeiv (+3 roga
3a rog). lBaxabl npoBeaeHa npoba ¢ TPUNToOpeIMHOM (aHa-
JIOFOM FOHaJOTPOMUH-PUUBUHT TOPMOHA), NMOATBEPHKAEHO
roHagoTponunHHesasucumoe MMIP.

Mpu ocmoTpe: obliee COCTOSHWE YOOBNETBOPUTENBLHOE,
no 3aboneBaHuo cpeaHen TaxecTn. CTUrMbl AMCIMOPUO-
reHe3a OTCYTCTBYIOT. MoNOYHble Kene3bl pa3BUTbl CUMMe-
TPUYHO, YBENMYEHbI 3@ CYET KUPOBOW U XKENE3NUCTON TKaHM.
Monosas popmyna: Ax2Ma2Pb2Me+.

KocTHO-MbllleYHas cUcTemMa: B BUCOYHOM o06nacTtu
Hajl opb6buTOoM crnpaBa OTMeyvaeTcs YTOEHNE KOCTHOM
CTPYKTYpbl paamepoM 3—4 cMm, 6e3601e3HEHHOE, He CnastH-
HO€ C NMOAKOMXHO-KMPOBOW KETYATKOMN.

1o MecCTy XMTeNbCTBA 3TMOJIOrMsA 06pa30BaHMSA He BEPHU-
duumnpoBaHa, HanpasneHa Ha MPT u cuMHTUrpadUio BUCON-
HOW ob6nacTu. Nocne NpoBeaeHHbIX UCCefoBaHUM NoCcTaB-
neH guarHos «foHagoTponuHHe3zaBucumoe MMP, cuHapom
MOB». MaureHTKa HanpaBfieHa B chneunann3npoBaHHOEe
yupexaeHue.

3aknwuyeHue. CnenyeT OTMETUTb BaXKHOCTb pPaHHEN
[IMAarHOCTUKM 3a60neBaHWa: KOCTHbIM BO3pPacT NaLMeHTOB
¢ MOB onepexaeT nacnopTHbl, B CBA3W C YEM BO3MOX-
HO MpeXaeBpeMeHHOoe 3aKpbliTMe 30H pocTa. Heob6xoamMmo
[MHamun4yecKkoe HabnogeHne NnauMeHToB B CBSA3U C BbICOKUM
PUCKOM MHBaNUAN3aLUN.
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KJIMHUYECKUUN CZTYHAU COYETAHHOU HACNEACTBEHHOW NMATO/10M MU

YuxuumuHa A.10., TononsaH B.A.

HayuHbi pykoBoguTenb: CtatoBa A.B., K.M.H., IOLUEHT
Ky6aHCKUIM rocyaapCTBEHHbIM MEAULIMHCKNI YyHUBepcHTeT, KpacHoaap, Poccuiickasa denepauns

AKTYyaNbHOCTb. YHMKaNbHOCTb M aKTyaslbHOCTb Npej-
CTaBNSIE€MOro KJMHnyeckoro cny4yas. Mo gaHHbiM BO3, 5-7%
HOBOPOM/AEHHbIX MMEIT HacNeACTBEHHYIO NaTOJNIOMMIO,
M3 HUX MOHOreHHble Gopmbl cocTaBnaoT 3—5%.

KnuHuyeckun cnyvam. ManbuumK, 7 €T, NOCTynun
C anobaMun Ha cnaboCTb MbIlWL, PYK U HOT, GbICTPYIO YTOM-
NI9eMOCTb Nnocne GpU3nYecKom Harpy3ku, 60Jib B UKPOHOMKHbIX
MbilWwLax. N3 aHamHe3a 3aboneBaHus BbISCHEHO, YTO Mauu-
€eHT 60neH ¢ 9 mec, Korga BO BpeMs MyiaHoBoro obcneno-
BaHMS BbISIBJIEHO CHWXXEHUe remornobuHa o 84 r/n. B xoae
o6cnefoBaHMa BbisiBieHa Tanaccemus PB. Takxke 6bin0 oTme-
YEHO MOBbIWEHNE NEYEHOUYHbIX PEPMEHTOB, KpeaTuHdocho-
knHasbl (KPK) B gecaTtkm pas. C 2 net maTtb cTajla 3ameydatb
He6Oo/bLUYIO WATKOCTb NpKU Xo4b6e, NepPUOANYECKME NAAEHUS.

Mpn O06GBLEKTMBHOM OCMOTpPE BbIABJIEHbI CTUIMbI
on3ambpuoreHesa. OTmevaeTcs MoxodKa NauueHTa
no TUMY «yTUHOM», NCEBAOIMNEPTPODUS MKPOHOKHbIX MbILLL,.
CyxoxunbHble pedneKcbl C PyK U HOI CHUXKEHbI. Pednekc
BabuHCKOro BbI3biBaeTCs € ABYX CTOPOH. B no3e Pombepra
nowartbiBaeTcs, 6€3 YETKOW pa3HULbl CTOPOH.

B xoae AOMONHUTENBbHOrO MCcnefoBaHUsA OTMevaeTcs
CHUWXKEeHWe coaepraHue remornobuHa (94 r/n), noBbllieHWe
anaHMHamuHoTpaHcdepasbl (539,5 ME/n), acnaptataMmnHo-
TpaHcohepasbl (294,1 ME/n), KPK (11920 ME/n), naktaTae-
ruaporeHassl (911 E/n).

lMpoBegeHO reHeTUM4ecKoe uccnegoBaHue, BbISIBNEH
BapWaHT HYKJIEOTUAHOM MnocnefoBaTeNbHOCTU B 3K30He
35 reHa DMD B reTepo3uroTHOM COCTOSIHWK, NPUBOASLLEN
K HOHCeHc-3ameHe p.Trpl67 Ter.

PebeHKy ycTaHoBNneH puarHo3 «[lporpeccupytouias
MbllleYyHas auctpodua [oweHHa. Tanaccemus fBr.

06cyxaeHne. KanHnYeckne nposiBNEHUS MblLEYHON
ancTpodun y JaHHOro nauueHTa He BblpaeHbl, obpalla-
€T BHMMaHue NoBblEHWe TpaHCaMWHa3 B AECATKM pas.
lMpoBeaeHHble reHeTUYecKne WccneaoBaHMa MO3BOJMAM
yCTaHOBUTb AMarHo3, onpefenunTb TaKTWKY AanbHenwero
neyeHus.

3akniovyeHune. CBoeBPEMEHHOE BbIIBNEHUE U Tepanus
HacnefCTBEHHOW MaToONOrMM NOMOXET n3bexaTb pa3BuTUa
U3HEYrpPOoXKatoLMX OCIOXKHEHUN.

KJIMHWYECKWUU CNNYYAU BONTIE3HU BEXYETA Y PEBEHKA 12 NIET

Moxsawesa MN.10., DepoceeBa M.M., TuxoHoBckum .A.

HayuHbii pykoBoaguTensb: /lapuHa J1.E., K.M.H., IOUEHT

PoccuicKknin HaunoHanbHbIM UcciefoBaTeIbCKUN MEANLMUHCKUIA yHUBepcuTeT um. H.U. Mnporosa,

MockBa, Poccuitickas ®egepaumsa

AKTyanbHoOCTb. bonesHb bexyeta — CUCTEMHbIV BacKy-
NNT, NPOSBASIOWMIACS peuManBamMu S3BEHHOrO npouecca
B POTOBOM MOIOCTH, FEHUTANNAX, NOPAXKEHWEM a3, cycTa-
BOB, }e/yAJ04YHO-KMLWEYHOr0 TPaKTa, LLleHTPaibHOM HEPBHOMN
CUCTEMbI U APYrnx opraHoB. PacnpoCTpaHEHHOCTb y AeTewn
coctaBnset 1:20000.

KnuHuyeckuin cnyvan. MNauneHt M., 12 netr. B mae
2019 r. Ha4yann 6eCnoKOUTb CH/IbHbIE FO/I0BHbIE 601U U MHO-
rokpaTHas pBoTa. B vMioHe o6paTtuicsa K Bpayy ¢ anobamu
Ha nmxopadky go 38 °C, cnabocCTb, ronoBHyO 60/b. bbin
[OCTaB/ieH B 60MbHULY MO MECTY XuUTenbcTBa. [poBeaeHbl
MPT n niombanbHas NyHKUMS, AMArHOCTUPOBAH MEHWUHIUT,
pacnpoCcTpaHeHHbIM CUHYC-TPOMBO3.

bbin rocnutanuaMpoBaH B MOpPO30OBCKYO [OETCKYHO
FOPOACKYIO KAMHUYECKYID O60MbHULY. [MarHo3 «MEHWHTUT»
He noaTBepanncs.

KT-npn3Hakn TpomMbBO3a BEPXHEro carnTTalbHOro,
npaBoro NonNepevyHoro u CUrMoBUAHOrO, N€BOro nonepey-
HOr0O M CUIMOBMAHOIO CWMHYCOB, MPaBOW SPEMHOM BEHbI.
330daroracTpoayoieHOCKONUA: 3pO03MBHbLIN 330daruTt

HUXHEN TpeTu NuweBoaa, racTpuT, 6ynbouT. JlabopaTopHO:
HOPMOXPOMHasa HopMOUMUTapHas aHemMus 2-h CTENeHw,
ACN-0 — 442 ME/mn, D-gumep — 337 Hr/MA. UCKAIOYEHDI
OHKOMaTonorusa, HempouHobekumn. HasHavyeHa aHTUKoary-
NAHTHag Tepanus.

Mpu rocnutanu3dawumun B Hoa6pe 2019 r.: )anobbl Ha peuu-
LMBUPYIOLLMI adTO3HbBIN CTOMATUT, 3NM304bl Cy6hebprnnbHoM
nnxopagku, 6011 B rofIeHOCTONHbIX cycTaBax. JlTabopaTopHO:
npoTenMH S — 66,6%, 06HapyXeH BOMYAHOYHbIA aHTUKoary-
NaHT. BbigBneHo HocutenbctBo HLA-B51. Bbina Ha3HaveHa
Tepanus NPeaHN30/10HOM M a3aTUOMNPUHOM.

Mpu nocneayloWwmMx N1aHOBbLIX rOCAUTanM3auusax B anpe-
ne n nione 2020 r.: Ha MPT — KapTuHa yny4leHus Kpo-
BOTOKa B CMHyCax M MpaBOW APEMHOM BEHE, YMEHbLUeHUe
CyCTaBHOI0 CMHAPOMa.

0O6GcyxpaeHue. [lnarHoctnpoBaHa 60ne3Hb bexyeta
CcpefHeNn CTENEHN TAXKECTU, YMEPEHHON aKTUBHOCTH.

3akniovyeHue. [lpeacTaBfieHHbIM Cnyvyar AEMOHCTPUPY-
€T Ba)HOCTb CBOEBPEMEHHON AMAarHOCTUKM ANa 6naronpu-
ATHOrO NPOrHO3a Npu JaHHOW NaToNoruUu.



BAKTEPUAJIbHBIE OCJIO}KHEHUA BETPAHOM OCIbl: KIMHUYECKUKX CITYYAH

Mawuuy B.1.

HayuHble pykoBoautenu: [anbkeBuy H.B., K.M.H., goueHT; Py6aH A.l1., K.M.H., AOUEHT
benopycckui rocyaapCTBeHHbIM MEAMLIMHCKNI YHUBEPCUTET, MUHCK, Pecnybnnka benapycb

AKTyanbHoOCTb. BeTpsaHada ocna (BO) MOXeT npoTeKkatb
C TSXKENbIMU OC/IOKHEHUSMM, YIPOXKAOWMMHU XKU3HK. Yalle
TaKoBbIMW ABASAOTCS GaKTepuasbHble MOPaXKEHWUS KOXM
3a cyeT cynepuvHbeKkunn (bserMoHa, HEKPOTU3MPYIOLW MK
dacummr).

KnuHuyeckuin cnyvyam. PebeHok A., 4 neT, noctynun
B AETCKYI0 MHOEKLMOHHYIO 60NbHULY Ha 6-W AeHb 60N1e3HU
C anobamu Ha JNIMXOPagKy, CbiNb, MOKpacHeHue u 60b
B 0651acTu xuBoTa. lNpun ocmoTtpe Temnepatypa 38,8 °C, cbinb
NoAMMOPHHOro XxapaKTepa Ha KOXe uLa, TyN0BULLa, KOHeY-
HOCTEW — nanynbl, BE3WKYNbl (60JIbLUMHCTBO), €AnHUYHbIe
KOPOYKM, MENKOTOYEYHas CbiMb B €CTECTBEHHbIX CKaAKax
KOXXW. Ha nepegHen GpPIOLLIHOM CTEHKE — Oo4ar ApKOW rune-
pemun 5%X5 cm, pe3Ko O6O0JIE3HEHHbIN WMHOWUILTPAT. A3bIK
06GMI0XKEH TYCTbIM 6€/biM HaNETOM, C YBENMYEHHBIMW COCOM-
Kamu. Mo gpyrum opraHam — 6e3 ocobeHHocTen. [TpoBeaeHo
BCKpbITME NermMoHbl, nofny4yeH rHow. JlabopaTtopHoe
nccnenoBaHune: nevkoumtod — 24,5x109/n, HenTpopu-
ne3 (manoukosaaepHbole — 14%, cermeHTosaepHble — 64%),

C-peakTuBHbIN 6enok — 47,5 mr/n. NloceB rHos M3 paHbl:
BbiceB Streptococcus pyogenes — 104. HapacTaHue aHTu-
CTPENTONU3UHaA B AMHAMUKe NOATBEPAMIO OCTPYIO CTpenTo-
KOKKOBYIO MHbeKuumto: 36,7 ME/mn npu noctynnexnmu, 115
ME/mn yepe3s 10 gHel. B pe3ynbraTe NpoBeAEHHOr0 1e4eHns
(uedoTakemm, BHYTPUBEHHBIM WUMMYHOINOGYINH, BCKPbITUE
GnermMoHbl 1 JanbHenlas xmpypruyeckas ob6paboTka paHbl,
WMHPY3MOHHAsA Tepanus) HacTynu0 BbI3AOPOBAEHUE NaLMeH-
Ta. 3aKno4YnTenbHbIn AnarHos: «BeTpsaHaa ocna, TMnM4yHasg,
TsKenoe TeyeHner. OCNOXKHEHNUS: CTPENTOKOKKOBas MHOEK-
umns (St. pyogenes); dnermoHa nepegHen GPIOIHON CTEHKM,
3KCTpabyKKanbHas ckapiaTuHa.

06cyxaeHue. JaHHbI cnydyan JEMOHCTPUPYET TOYHYIO
3TUONOMMYECKYIO AMArHOCTUMKY GaKTepuanbHOro OC/OXHe-
Hus BO.

3aknw4yeHue. lpeacTtaBneHHbIn cnyyYyal cBUAeTeNb-
CTBYeT O Heo6XOAMMOCTM TLATENbHOrO yxo4a 3a KOXew
y nauveHToB ¢ BO gns npegynpexaeHusa MaHudecTtauunu
OCJIOXXHEHUN.

KTMHUYECKUWN CNTYHAU LLENTMAKMU ATUITUHHOW ®OPMbI Y PEBEHKA

Kpyrnukosa A.B.

HayuHbi pyKoBoaUTENb: HeuyeHKoBa E.B., accucteHT Kadbeapbl neguatpumn
[omenbCcKui rocygapcTBEHHbIN MEAULMHCKMI YHUBEpCKUTET, [omenb, Pecnybnnka benapycb

AKTyanbHOCTb. Llennakms — XpoHUYecKas reHeTu-
YEeCKM [eTepMUHUPOBAHHAA ayTOMMMYyHHas T-KNeTo4HOo-
onocpeAoBaHHas 3HTeponaTus, BO3HMKalowWwasa nog BAus-
HWEM [IOTEHA U COOTBETCTBYIOLMX MPOSAMUHOB 3/1aKOBbIX
C pa3BUTMEM aTPODUN CAU3UCTON 0O0SIOHKU TOHKOM KULLKM.

KnuHunyeckuii cnyvai. lNauuneHTt K., 4 net, rocnutannsu-
poBaH C }kanobamu Ha NepuoanyecKkyto 60/b B aNUracTpuu,
BbICbINaHWA Ha Koxe, cTyn 1-2 pasa B [eHb 6e3 narto-
nornyeckunx npumecen. C paHHero Bo3pacta HabnoaaeT-
Csl anneprosoroM Mo nNOBOAY aTOMMYECKOro AepmaTuTa.
CocTosiHWE CcpeaHew cTeneHun TaKeCTU. ApTepuanbHoe aaB-
neHne — 90/55 MM pT. CT., YacToTa cepeYHbIX COKpalLEeHUI
— 88 ya/muH. Bec — 18 Kr, poct — 108 cm, dusnyeckoe
pasBuUTUE CpeAHEE FAaPMOHUYHOE.

Ha atane o6cnegoBanusa u anddepeHumanbHOn guarHo-
CTUKM C TakuMm 3aboneBaHWeM, KaK anfepruyeckas aHTe-
ponaTtusi, 6bliM BbIBANEHbI MUBMEHEHUSA B aHann3ax, xapak-
TepHble ANA HenepeHoCcMMoCTH 6enKka rTeHa: aHTMTena
K rnnaguny 1gG > 100 (0-12), aHTUTena K TKaHeBOM TpaHC-
rnytamuHasze IgA > 200 (0-10). Anqa yTo4yHeHuUs AuarHosa

Oblla npoBejeHa 33odaroracTpoyofeHOCKONUsa ¢ 6uon-
CUeN U3 AUCTanbHOro OTAeNa ABEHAALATUNEPCTHOM KULLKH.
Bblnn 06HapyKeHbl U3MEHEHWS, XapaKTepHble ANg Lenva-
KUK (AyOOEHWT C BblparkeHHOW aTpoduen BOPCUHOK), KOTO-
pble 6biNW NOATBEPXKAEHbI pe3ynbrataMu Mopdobuoncum
(pacwupeHne Kpunt). Takmm o6pas3om, 6bil BbiCTaBAEH
AvarHos «lenunakusg, Marsh3, atunudHasa dopma, ceponosu-
TUBHasA. BTopuyHOe HapylleHne MUKPOOUOTLl KULIEYHUKA.
ATONMYecKuUM gepmatut, geTckas dopma, nerkoe tevyeHue,
pemuccua. MenesofeduuntHaa aHEMUS NIEFKOM CTeNeHU
CMeLlaHHOro reHesan.

06cyxaeHue. Cnyyan LeMOHCTpPUPYyeT OCOBEHHOCTH
TeYeHUs aTunuyHon GOpMbl LIeIMaKUK, KoTopas «npsaTa-
nacb» NoA BUAOM pPasfinyHbix 3a60neBaHni C BHEKULLEYHbI-
MU NPOSBNEHUAMMU.

3aknovyeHue. [lpeactaBneH KAMHUYECKUW Ccay4vai
nauueHTa ¢ aguarHosom «Llennakus atunuyHon Gopmblir.
KnuHuyeckaa KapTuHa MOXeT ObiTb nonumopdHa U oTIu-
4aTbCA CKYAHOCTbIO FaCTPOMHTECTUHAJbHBIX CMMMTOMOB,
YTO 3aTPYAHSET ANarHOCTUKY.
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Ill mecTO B CeKuuum «MHTepECHbIe KJIMHU4YeCKUe cjiy4au B NpaKTUuKe Bpala neamarpar»
BPOXXAEHHbIW JIEFTO4YHbIX AJIbBEOJIAPHbIN MPOTEMHO3. KIMHUYECKUU CITYYAN

Aopynnaes A.H., KonogkuHa O.C.

HayuHbi pykoBoguTenb: Baxnosa W.B., A4.M.H., npodeccop
YpanbCKni rocyaapcTBEHHbIN MEAULIMHCKUIA YyHUBEpCHUTET, EKaTepunHbypr, Poccuninickaa deaepaumsa

AKTYyanbHOCTb. JIero4yHoln afbBEONSPHbIA MPOTENUHO3
(NAM) — KpanHe pegkoe 3abofieBaHue, XapaKTepuaylo-
weecs HaKoMnjieHWemM B anbBeONIAPHOM TKaHWU U WUHTEpP-
CTULMKN GENKOBO-NUMUAHBIX KOMMOHEHTOB cypdaKTaHTa.
BporkaeHHbin JTAI BcTpeyaeTcs ¢ YacToTom MeHee 1 cnyvas
Ha 1 MAH YenoBeK. 3aboneBaHne NPUBOANUT K NPOrpeccu-
pYIOLLEMY CHUMEHUIO GYHKUMKM BHeWHero AbixaHua (PBL).
MeTogamu Tepanuu SBASIOTCA TOTalbHblIM GPOHXOaNbBEO-
NapHbln naBax (TBAJT) n TpaHcnNaHTauUs Nerkux.

KnuHuyeckun cnyvan. bonbHas, 14 net, B 2017 .
obpaTtunach ¢ xanobamu Ha OAbIWKY NOCNe Harpy3Ku, note-
pto Beca u agedopmauuio rpyaHon knetku (MK). U3 aHamHesa
M3BECTHO, 4YTO C roga NnepeHocuT 2—3 ciyyvas OCTPOro 6poH-
XuUTa exerogHo. AM6GynaTtopHo mnpoBefeHa KoMmnbloTepHas
Tomorpadus (KT) opraHoB rpyaHON KNETKU: BbISIBJIEHbI NPU-
3Haku J1Al. TocnutanusnMpoBaHa B crneuuanM3npoBaHHoOe
oTaeneHue. Mo pesynbtatam noBTopHOro KT-uccnegosaHus
(coyeTaHWe «MaTOBOrO CTEKa» U «BYNbIXKHOW MOCTOBOW»),
GUOPOBPOHXOCKOMNUU (IHAOOPOHXUT, 0BUSIBHOE KONMUYECTBO
6enecoBaTton MyTHOW MOKPOTbI), TMCTONOIMMYECKOro Ucchne-

[OBaHUS (AWCTeNeKTasbl, y4acTKM amM(dU3eMbl, B anbBeo-
flax XNnonbeBWAHbIM MaTepuan, KpucTanibl XONecTepuHa)
BbiCTaBneH guarHos «J1AM». B gekabpe 2019 r. npoBeaeH
nepsbln TBAJI, nocne KOTOPOro — MONOXUTENbHAA AUHA-
Muka no ®B/. B Havane 2020 r. o6¢cnegosaHa B HayyHo-
nccnenoBaTenbCKOM KIMHUYECKOM WMHCTUTYTE neauaTpuu
uMm. akag. l0.E. BenbtuueBa — TpaHcniaHTauusa He peko-
MeHAoBaHa. B ceHTa6pe 2020 r. nposeaeH TBAJ1 ¢ ycoep-
LUIeHCTBOBaHWEM MNpoLeaypbl (Tenbi NPOMbIBHOM pacTBop
C 3TanHbIM BAnBaHuem). MNocne TBAJ1 ynyywmnnacs NpoBOAU-
MOCTb B GpOHXaXx KPYNHOro U cpeaHero Kannépa, yMeHblUK-
flacb NNOTHOCTb 1I€rO4HOM TKaHu Ha KT.

06cyxaeHue. TBAJ] noBbIWAET Ka4eCTBO XU3HM Nauun-
eHToB ¢ JIAI, BONpOC O TpaHCnAaHTaLuun Nerknx aktyaneH
C Y4eTOM ee JONYyCTUMOCTHU NPU BPOXKAEeHHOM J1AT].

3akniovyeHune. KnuHudeckun cnydan J1IAN y naumeHTKH
14 net OEMOHCTPUPYET NONOXKUTENbHOE BUSHUE Ha DYHK-
LMOoHanbHoe cocTosiHue nerkux TBAJT n nogyepKkuBaeT ero
pofib KaK 0AHOro U3 aGPEKTUBHbIX METOAOB KOHCEPBATUB-
Horo ne4venus J1AI.

BOJIE3Hb KABACAKU: COBPEMEHHbIW B3NS4

TononsH B.A., 3eHKkuHa O.10.

Hay4Hbi pyKoBoguTtenb: Tpunb B.E., K.M.H., goueHT

Ky6aHCKUI rocyaapCcTBEHHbIM MEAULIMHCKMI YHUBepcuTeT, KpacHoaap, Poccuinckas Pepepaumsa

AKTyanbHocTb. bonesnb KaBacaku (BK) — opHa
13 BedywWwmnx NPUYNUH NPUOBPETEHHBIX CEPAEYHO-COCYANCTbIX
3ab6oneBaHUN.

KnuHunyeckun cnyuan. [Jesoyka A., 1 rog 11 wmec,
anobbl Ha NoBblWeHWe TeMmnepaTypbl Tena go 39,2 °C,
60/1b B XMBOTE, PBOTY, 60IE3HEHHOE MOYEUCMYCKaHME.
B npouecce guHamuMyeckoro HabnwaeHUs coxpaHsanachb
OnvMTenbHasa nuxopajka, Ha 3-i AeHb 3aboneBaHus Npu-
COEANHWUNINUCH KOMXHbIK CUHAPOM, MOPAXKEHUS CIAU3UCTbIX
060/104€K MONOCTU pPTa, KOHBIOHKTUBUT, NMMdbaaeHo-
naTusi, NMOpPaKeHMe KOPOHAapHbIX apTepuin (KOpOoHapuT),
CyCTaBHOM M abAOMWHabHbIN CUHAPOMBI. MpKn Nnapaknum-
HUYECKOM MCCNeaoBaHUN: HEUTPOODUIIbHBLIA NENKOLMTO3,
Tpom6ouUKnTO3, noBbilweHne COJ, C-peakTUBHOro 6enka,
npoKanbUUTOHUHA, GubpuHOoreHa, D-gumepa, NONOKU-
TenbHbI® TecT K ¢c-ANCA. QKIN — HapyweHue npoueccos
penonapusauuMn B MUOKapAe Xenyaoykos; Ixo-KI —

neBas KOpoHapHaa apTepua auametpom 3,0 MM, CTEH-
Ka — 1 MM, yTonuweHa, cnoucTtasd. PebeHKy BbICTaB-
neH aunarHo3 «bone3Hb KaBacaku, nonHas ¢opmar.
HasHayeHbl cneuudpuyeckas Tepanua BHYTPUBEHHbLIM
UMMYHOIN0B6YyIMHOM 4YenoBeKa 2 /Kr, aueTuacalnumno-
Bas Kucnota B go3e 50 Mr/Kr/cyT.

0O6GcyaeHue. [peactaBneHHbli KIMHUYECKUI Cyvai
OEMOHCTPUPYET aTUNn4YHbIM AebtoT bK ¢ nepBUYHbIM BOBIE-
YeHMeM B NPoLEeCC MOYEBbLIAENUTENBHON CUCTEMDI.

3aKnwuyeHne. BepoATHOCTb TAXKENbIX OC/OXHEHUM
BK Hanpsmylo 3aBUCKUT OT CpoKa BepubMKaumMn anarHosa
M Hadana cneundunyeckon tepanuu. AHanm3 TepaneBTuye-
CKOM 3PPEKTUBHOCTM NOKa3zas, YTO YKe 4Yepe3 HECKOJIbKO
[OHen oT Havana cneundu4eckon Tepanum yaanocb CHU3UTb
KJIMHUYECKYIO M NapaKIMHUYECKYI0 aKTUBHOCTb MpoLecca,
a yepes 4 Hefl — KynupoBaTb BOCNanuUTeNIbHble NBMEHEHUS
B KOPOHAaPHbIX apTepUSX.

CNTYYAHU SHLEDAJIUTA XALLUMOTO Y AEBOYKM 16 JIET

JlosuuKas A.A.

HayuHbi pykoBoguTenb: Py6aH A. 1., K.M.H., IOUEHT

benopycckas MeanuUMHCKaa akageMus nocneamnioMHoro o6pasosaHusg, MuHcK, Pecnybnuka benapycb

AKTyanbHOCTb. JHUedanUT XaWwnmMoTo — PEeAKUN HeR-
PO3HAOKPUHHBIA CUHAPOM C ayTOMMMYHHbIM MOpPaXKEHUEM
roI0BHOro Mo3ra. Yacrorta Bctpevyaemocty — 2,1:100 000
HaceneHus, Jyalle 601€elT AEBOYKH.

KnuHuveckuin cnyyam. [leBoyka H., 16 net, nocTynu-
Nna B OTAeNeHue peaHMMaluun negmaTpUMYecKoro craumo-
Hapa B 04YEHb TAXKEJ0M COCTOSIHUM MOcne CYAO0POXKHOro

npucTyna, ¢ SBNEHUAMMU AbiXxaTe/lbHOW HEeAOCTAaTOYHOCTH,
caTypauunen 60%, nepeBegeHa Ha UCKYCCTBEHHYIO BEH-
TUNAUMIO nerkux. M3 aHamHesa: Habnwgaetcs y 3HAO-
KpUHONlOra € AMarHo3oM «AyTOMMMYHHbIM TUPEOUAMT,
runeptpodpuyeckas d¢opma, 306 1-1 CTENEHU, CYOKIUHU-
YECKUIN TMNOTMPeon3», NpuHUMaeT L-TupokcuH 50 MKr/cyT.
O6cnefoBaHa: KOMMblOTEPHAA M MarHUTHO-pPe30HaHCHas



ToMorpaduun rofoBHOro Mo3ra — HOpMa; yNbTpa3ByKOBOE
nccnegoBaHue WUTOBUAHON Xene3bl — KapTUHa TUPEeou-
anTa, KUCNOTHO-OCHOBHOE COCTOSIHWME KPOBWM — pecnupa-
TOpPHO-MeTabonnyecku aumaoa c pH 6,912; niomb6anbHas
NyHKUMA: UMT03 — 13%x108/n, 6enok — 1,98 r/n; KpoBb
Ha FOPMOHbI LWMTOBUAHON Kenedbl — aHTUTeNa K TMpeo-
nepokcunpase (TMO) — 2937 Ea/mn. Ha doHe KoOMNeKe-
HOM Tepanuu, B TOM 4Yucne nynbc-Tepanuu MeTunnpesn-
HW30/I0HOM — BbIpa*KEHHas MONOXUTeNbHaa AMHaMUKa
C 6bICTPbIM PEFPECCOM HEBPOAOrMYECKON U pecnupaTop-
HOW CMMNTOMATUKW, CHUMKEHUEe ypoBHA aHTuTen K TMO.
Yepes 13 cyT B yAOBAETBOPUTENBHOM COCTOSIHUM Nepe-
BegeHa B Pecny6iMKaHCKUI HayYHO-NPaAKTUYECKUMN LEHTP

Il mecTO B NnoCTEpPHOU ceccuu

HEBPOJIOTMN U HEMPOXMPYPIUKM AN AanbHewnlwero obcene-
[IOBaHUA M peabunutauuu.

06cyxaeHue. NpeacrtaBneH CNOXHbIM Ana auddepeH-
UManbHOM AMArHOCTMKKM CcNydan OcTporo aHuedanuta co
CTBOJIOMO3}EYKOBOM CUMNTOMATUKOW, OAHOKPaTHbIM 6una-
TepasibHbIM TOHUKO-KTIOHUYECKMUM MPUCTYNOM C HEYTOYHEH-
HbiM 1€6I0TOM M HapylleHWEM BUTASNIbHbIX QYHKLIMIA, CKIOH-
HbIM K CTa@TYCHOMY TEYEHMIO.

3aknoueHue. TuiatenbHo co6paHHbIi aHamHe3 nomMor
B IMarHOCTUKE PEAKOro HeMPO3HAOKPMHHOIO 3a6oneBaHus,
a npaBuWIbHO BbiGpaHHasa TaKTWMKa, B AaHHOM ciyvyae —
nynbc-tepanua MeTUnnpeaHn3010HOM, — crnoco6CcTBOBanNa
CKopeWlwemy Bbi3J0POB/IEHMIO NaLMEHTa.

KJIMHUYECKWUMN CZTYYAX PAHHEA OUATHOCTUKHU
NEPBUYHOWN LUNUAPHOWN AUCKUHE3WUN Y PEBEHKA NMEPBOIO oA }XU3HU

Eropckas A.T.

HayuHbit pykoBoguTenb: LLlyTkoBa A.1O., K.M.H., OLEHT
[MpUBONKCKUI nccnenoBaTenbCKUM MEAULMHCKUI YHUBEPCUTET,

HwxkHnin HoBropoa, Poccuiickas ®enepauus

AKTyanbHOCTb. [lepBuMYyHaa uuaMapHas AUMCKUHE3MUSN
(nug) — opdaHHoe ayToCOMHO-peLeccuBHoe 3aborse-
BaHWe B BWAE UMAMONATUM [AblXxaTeNlbHOW, NUlLEBapu-
TeNbHOW, PenpoayKTUBHOW, HEPBHOW CUCTEM, OpraHa
cnyxa, 3peHuns ¢ dopmmpoBaHmem 6pPOHX03KTazoB (BJI).
Knaccuueckun npumep — cuHapom KaptereHepa (B3,
CUHyCKT, situs viscerum inversus / n3onnpoBaHHasa AekK-
CTpoKapaus).

KnuHunyeckun cnyvan. Manbumk 0., 4 mec, 8200 r,
nocTynun B [ETCKYI FOPOACKYIO KIMHWYECKYID GONbHULY
N2 1 H. HoBropoga c »kano6amv Ha ManonpoayKTUBHbIN
Kallesb, MPOrpPeCcCcHpyoLLYi0 CMELLIAHHYIO OAbILLIKY C pOXAae-
HuS. B reHeanormyeckoM aHaMHese: 6POHXMabHas acTMa,
aTonuMyecKku aepmaTuT, HenpoaepmuT. PebeHoK oT 2-#i
6epeMEHHOCTU (TOKCUKO3, aHeEMMUS), 2-X DU3UOSTIOTUHECKUX
poagoB. Macca Tena npu poxaeHun — 3190 r, APGAR —
8/8 6annoB. C 1 mec: cmellaHHOe BCKapManBaHue. MNpuBut
no Bo3pacTy. pn ocMOTpe COCTOAHUE CpefHen TAKeCTH
3a CYET KIMHUKM YMEPEHHON 6POHX006CTPYKLMKU. CaTypauuns
0, — 72%. 06K, GUOXUMUYECKUI aHaIn3 KPpoBH, UMMY-
HOorpamMma, a-1-aHTUTPUMNCKUH, NoceB Ha Tybepkynes (TBb),

dnopa 13 HOCOINOTKKU, PEHTFEHOMNEHOYHbIN TECT, XI0PUAbI
nota — 6e3 NaToN0rMK1; CePOIOrMyecKne MapKkepbl repnec-
BUPYCHbIX, Napa3uTapHblx, BUY-uHbeKumn — oTpuuaTenb-
Hble. PeHTreHorpadua nerkux: 1eroyYHbli pUCYHOK YCUIIEH.
KT nerkux: nopokos pa3Butuna (MP) 6pPOHX0B, NErkKnx Her.
9x0-KI: oTKpbITOE OBanibHOE OKHO. JlTapuHrockonus: MNP poTo-
rNOTKW, HaaropTaHHWKka HeT. PubporacTpoayoaeHOCKONUS:
6€e3 naTtonoruu. MCcKnoYeHbl NepBuYHble MMMYyHOLEDULMT-
Hble COCTOSIHMSA, MyKOBUCLMA03, Th.

O6cyXaeHue. B 7 mMec BO Bpems KJMHUKO-nabopa-
TOPHOM PEMUCCUM INEKTPOHHASA MWMKPOCKONUs 6GuonTaTa
CNU3UCTON 060/104KM BPOHXOB BbiiBMAa@ npuaHaku TLAO:
aHOManun CTPOEHUS PECHMYEK, pafuaibHbIX CNWL, LEH-
TpasbHbIX AYNJETOB, XaOTUYHOE PACNONIOKEHNE MUKPOTPY-
604eK («3010TON cTaHaap™).

BbiBog. PebGeHKy MoKa3aHO MOJEKYNSApHO-reHeTnye-
CKoe uccnegoBaHue ang ytoyHeHus ¢opmobl MU 1 Boibopa
ONTUManbHOW TaKTUKM BefeHus. Tepanus [AOMKHa 6biTb
HanpaBfieHa Ha npegynpexaeHve nporpeccupoBanus b3,
COXpaHeHWe HOpManbHOM NEero4yHon GyHKLKMKW, HOCOBOrO
AblXaHus v cnyxa.

Il mecTo B cekuum <MHTEpecHble KIMHUYEeCKUE cllyyau B NMpaKTUKe Bpada neguarpar»

CJZIYYAN CNOXHOU AUDDEPEHLIMATIBHON AUATHOCTUKMU: )
PEBEHOK C CUHAPOMOM MHOXECTBEHHbIX 3HAOKPUHHbIX HEOIMJIA3UM

CrenaHuoBa E.H., ManaxoBa 3.B., A6pamoBa I1.B.

Hay4Hbi pyKoBoauTenb: /lapuHa J1.E., K.M.H., IOLEHT
PoccvincKMin HaLMOHanbHbIM UCCNefoBaTENbCKUA MEANLUMHCKMI YHHuBepcuTeT um. H.W. MNMnporosa,

MockBa, Poccuiickas ®egepauus

AKTyanbHOCTb. MHOXXECTBEHHAs 3HAOKPUHHAA Heonna-
3us 2B tuna (MOH 2B) — 31O ayTOCOMHO-LOMWHaHTHOE
3abo0neBaHne, xapaKTepusyueecs Haan4yueM 3HOOKPWH-
HbIX OMyxonewn: MeayniapHOro paka LMTOBUIHOMN Kenesbl,
hEOXpPOMOLIMTOMbI, MHOXECTBEHHbIX HEBPOM C/IM3UCTbLIX
060/104€EK U KULLIEYHbIX FAHITMOHEBPOM.

KnuHunyeckun cnyvai. [eBodyka, 17 net, nocrtynuna
B OTAENleHne OHKoNornn Mopo30BCKOW AETCKOW FOPOACKOM
KJIMHUYECKON GONMbHMLIbI C *anobaMu Ha MHTEHCHUBHYIO NMPwU-
cTynoo6pas3Hyto 60/b B NpaBov NOAB3AOLWHON U MOSACHUYHOM

obnactax. PaHee B Pecny6nvMKaHCKOM OHKoAMcraHcepe T.
lpo3Horo 26.04.2019 6blna BbINOMHEHA TUPEOUAIKTOMMUS
WU yCTaHOBNEH MOPQPONOrMYEeCKUn AnarHos «MeaynnspHbin
pakK wutoBmaHowm xenesbl». Ha KT o1 10.06.2019: o6beMHoe
MHOroy350B0e 06pa30oBaHne 3abpPIOLWMHHOIO NPOCTPaHCTBA.
21.06.2019 npoBeAeHO CyTOYHOE MOHMTOPUPOBaHWE apTe-
puanbHOro AaBfieHUs (C Lenblo MOATBEPMKAEHUS HanUyus
heoxpomMouUTOMbI MPaABOr0 HaANOYeYHWKa); B pesynbraTte
ncenefoBaHMa CTOMKOMO MNOBbIWEHUS apTepuanbHOro Aas-
NIEHUS HE BbISIBNEHO, YTO U3MEHWIO XOA4 AWArHOCTUYECKOro
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E SHORT REPORTS

KPATKUE COOBLUEHUSA

noucka. 27.06.2019 — agpeHanaktomusa crnpaBa. Pe3ynbrar
nocneonepaLymoHHOro uccnefoBaHus Matepuana: ajpeHo-
KOPTUKanbHas KapLMHOMa NpaBoro Hagno4ye4yHuKa.

Mo peweHuto BpayebHOM KOMUCCHUM Oblnl BbiCTaBeH
AnarHo3 «CUHXPOHHbIE MEPBUYHO-MHOXECTBEHHbIE OMYXO-
nu: 1. ManunnsipHbii pak WUTOBUAHON enesbl (Nocne nepe-
cMoTpa 6MONCUMHOro Matepuana); 2. AlpeHOKOpPTUKanbHas
KapulMHOMa npaBoro HajnoyeyHwka. MeTacTaTtuyeckoe
nopaKeHne Nerkuxr.

TPYAHOCTU AUATHOCTUKU BOTYJIUSMA

O6ceyxpaeHue. [lo pe3ynbrataM TeHETUYECKOro
nccnefoBaHus B YC/IOBUAX Nle4ebHO-NpodUnaKTUYeCcKo-
ro y4yperaeHusi B3pOC/OoW CEeTU B CBSA3U C AOCTUIKEHWEM
COBEPLIEHHONETUS NaLMEHTKM Oblal YyCTAaHOBNAEH AMAarHos3
«M3H 2B».

3aknoveHue. lpeactaBneHHbIM cnydyan noKas3biBaeT
TPYOAHOCTb MOCTAHOBKWM AMarHo3a MNpu Haluynum MHOXKe-
CTBEHHbIX 3HAOKPUHHbIX OMyX0JEMN.

HA NPUMEPE KJIMHUHECKOIO CJ/1Y4HAAl PEBEHKA 5 JIET

AemKuHa A.M.

Hay4Hble pykoBoguTtenu: LLlakapsaH A.K., accucteHT kadeapbl, Hay4HbIM COTPYAHWK;

3BepeBa H.H., K.M.H., JOLIEHT

PoccuicKknin HaunoHanbHbIM UCciefoBaTeIbCKUN MEANLMUHCKUI yHUBepcuTeT um. H.U. Mnporosa,

MockBa, Poccuitckas ®egepaumsa

AKTyanbHOCTb. [1pKn Tsxenom 60TyaIn3me NetanbHOCTb
pocturaeTr 76,6%, 4TO AUKTYeT Heob6XoAMMOCTb CBOEBpe-
MEHHOWM KJIMHWMYECKON AMArHOCTUKM A0 MONYy4YEHUS pe3ysb-
TaToB UCCNefOBaHUM Ha 60TYNOTOKCUHbI U C. botulinum.

Knununyeckun cnyyan. [lesoyka B., 5 nert, 3a6onena
23.06, Korga nossBUAMCb ABOEHME B rNa3ax, LLaTKOCTb MoXoa-
KW, CMa3aHHOCTb pPeyu, HeCrnoCo6HOCTb BCTaTb Ha HOTMW,
pBoTa. 24.06 rocnutann3npoBaHa B cTaumoHap r. KawwHa,
rae npov3oLlfia 0OCTaHOBKa AblXaHWs, NepeBeeHa Ha NCKYC-
CTBEHHYIO BeHTMAsAumMio nerkmx (MBJ1), TpaHcnopTupoBaHa
B 601bHULY TBEpPWM C AMArHO30M «MeHUHroaHuebanmuT?».
28.06 nNo TAXKECTU COCTOAHUA nepeBefeHa B [leTCKyio
rOPOACKYIO KNIMHMYecKyto 6onbHuUy 3.A. bawnseson ¢ agna-
rHO30M «3HUedanunT, BEPOATHO, BUPYCHOM 3THOOrMU», 3.07
B CBSI3W C BbISIBJIEHHbLIM CUHAPOMOM OCTPOro BSSIOro nape-
3a nepeBefeHa B MHPEKUMOHHYIO KIMHUYECKYIO OO0JbHU-
uy N2 1 c guarHosom «JHuedanut, BAAbIM TeTpanapes».
Mpu noctynneHunn: coctosiHne Taxenoe, MBJ1. B co3HaHum,
MeHMHreanbHblX 3HaKOB HeT. Temnepatypa Tena 36,8 °C.
ToHbl cepaua putMuyHblie, HCC — 120/muH, AL 100/66 mm
pT. cT. [Nape3a KuwevHnKa HeT. OdTanbMonnerus, Mmmapu1as,

aMuMug, Bsnas TeTpanierns, 6ploLWHbIX pPedNeKCcoB HeT.
MouyeuncnyckaHne no KaTeTepy. AHann3 KpoBM, Lepebpo-
CNMHanbHas }XMAKOCTb — Hopma. MpoBoaunack guddepeH-
LManbHas gMarHocTMka ¢ 60TyIn3MOM, AENCTBUMEM IK3OTOK-
CUHOB (B T.M. pocdopopraHMyecKnx coeuHeHn), 4e6oToM
HacneACTBEHHOro AereHepaTMBHOro 3aboneBaHus, HepB-
HO-MblILWEYHOW naTtonornen, cuHagpomom luneHa—bappe.
McecnepoBaHue KpoBu, B3aTom Ha 4, 10, 19-1 aHK GonesHu,
Ha GOTYNOTOKCUHbI — oTpuuaTenbHoe. [laHHble aHaMHe3a
(ynoTpebneHune nomallHMx KoHcepBoB 22.06), ocTpas Banas
TeTpanaerus, nnerns gBuratenbHbIX YHepenHblX HEPBOB, Npe-
CUHaNTUYECKUI YPOBEHb MOPaXKEHMS Ha 3NeKTpomMuorpa-
duun, nonoxnTenbHaa gMHaMmnKa nocne BBeAeHUs NpPoTUBO-
6OTYNIMHUYECKOWM CbIBOPOTKM NO3BOAUAN BepubuuMpoBaTb
60TYyNIN3M.

06cyxaeHue. PegKOCTb HO30/10MMK, TAXKECTb COCTOS-
HWMS,, 0COBEHHOCTU HEBPOIOrMYECKOM CUMMTOMATUKM Cylle-
CTBEHHO 3aTPYAHWAN JUArHOCTUYECKMI MOUCK.

3akniovyeHune. [lnarHoctnka 60TyIM3Ma AOMKHA OCHO-
BbIBaTbCSH Ha KIMHUKO-3MUAEMMOSIOrMYECKOM KapTUHE JaxKe
npu oTpuLaTenbHblX peadynbratax 6MoNorMyeckmux Npoo.

TEYEHUE TOKCOMN/IA3MO3HOW UHOEKLUUKU Y OETEH
C OCTATOYHbIMU NPOABNEHUAMU PETUHONATUN HEAOHOLUEHHbIX

bynpakos U.A.

Hay4Hbi pyKoBoguTtenb: ActaweBa W.b., K.M.H., JOUEHT
PoccuincKkmii HaumoHanbHbIM UCCnefoBaTebCKU MeanLMHCKUIA yHuBepcuTeT um. H.U. MNMuporosa,

MockBa, Poccuitckas Penepaumsa

AKTyanbHOCTb. TOKCOMnasmo3 — 3To 3aboneBaHue,
XapaKTepuU3yolWweecs Pas3BUTUEM TSAXKENbIX OCOXHEHUN
C NPENMYLLECTBEHHBLIM MOPaXKEHNEM LIEHTPAIbHOW HEPBHOM
cuctembl (LUHC) n oprana 3penus. Mbl Habntoganm TedeHume
3TOM MHPEKUMK Yy pebeHKa Ha doHe peTMHoNaTUn HeJoHOo-
weHHbIX (PH).

KnuHunyeckun cnyyan. Manbyuuk T., pogunca ot 4-u
6epemeHHOCTH 1 4-x poaoB Ha cpoke 30 Hea. [NepBas 6epe-
MEHHOCTb — aHTeHaTaflbHas rnM6enb nnoga, y Martepu
OMarHOCTMpOBaH TOoKcomnna3mos, 2-9 u 3-9 6epeMeHHo-
CcTn — 6e3 natonorun. B | TpumecTpe Tekyllen 6epemMen-
HOCTU MaTb 6bia o6¢cnegoBaHa Ha TORCH-uHdeKuuK, 6b11m
ob6HapyxeHbl 1gG K Tokconnaame. Y pebeHKa Ha 37-1 Hefl
nocTMeHcTpyanbHoro Bo3pacTta ([IMB) BHYTpuyTpoGHO

Oblna guarHoctupoBaHa PH Il ctaguu ¢ 6naronpusiTHbIM
TEYEeHMEM U CamMONpPOU3BOJIbHLIM perpeccoM. Ha 46-i Hepa
NMMB Ha ¢oHe ocTaTouHbIX gBneHun PH Ha npaBom rnasy
BbIIBUIUCb TPaAKUMOHHbIE M3MEHEHUS ANCKa 3PUTENIbHOMO
HepBa 1 nepudepryecKas OTCNOMKa CeTYaTKU B BUCOHHOM
oTaene. Ha neBoM rnasy — xopuMopeTuHasibHbI o4ar CBepxy
OT MaKy/ndpHOW 30Hbl. Ha 060MX rmasax — MesKMe Oovax-
KW OTNIOXKEHUs TBEPAOro 3KccyfaTa B pasd/iM4yHbIX OTAenax
cetyaTku. [pun ob6cnegoBaHMK BbliBAeHbl aHTUTena IgG
K Toxoplasma gondii — 49 r/n, 1M — 3,2 r/n. MNocTaBneH
anarHos «ToKcon1asmo3Hbl XOpuopeTUHUT. Ha dpoHe neve-
HWS He OblI0 OTMEYEHO NOSBAEHUS HOBbIX O4aroB M Hapac-
TaHWs BOcnanuTenbHoro npouecca. MUSMeHeHU CO CTOPOHbI
LUIHC He o6HapyeHo.



06cyxaeHue. TeyeHne yBeuTa MNpU OCTATOYHbIX MPO-
aBneHnsax PH npoucxoanT no Hauvbosnee Tsenomy cleHa-
PUI0 — C OTC/IOMKOM CETYATKK, YTO MOXKHO OO6bACHUTbL Hapy-
LUEeHMEM NPOHULL@EMOCTHU COCYAOB Yy AeTen ¢ PH.

3aknw4veHue. [1py atMNUYHbLIX BapuaHTax tevyeHnsa PH
ONS1 UCKIOYEeHUs ownbBOK B [MarHoCTMKe M npeaoTspa-
LLIEHUS pPa3BUTUS OC/IOXHEHUK HeobxoauMo ob6cneaoBaTbhb
AeTen Ha BHYTPUYTPOOHbIE MHDEKLINN.

KJIMHUYECKUHU CNTYHANU CUHAPOMA XAHTEPA Y PEGEHKA PAHHEIO BO3PACTA

Baruna A.A.
Hay4Hbi pykoBoaguTenb: LLyTKkoBa A.10., K.M.H.

MpMBOMKCKMI UCCcneaoBaTeNbCKUM MeANLIMHCKMIA yHUBepPCUTET, HuxHMIM HoBropog, Poccuiickaa denepauns

AKTyanbHocTb. Mykononucaxapugos (MIC) Il tuna,
WKW CUHAPOM XaHTepa, — J/M30COMHas X-cuenfieHHas
peueccvBHas 60/1€3Hb HaKOMNEHUs, cBA3aHHas ¢ aedek-
ToM PpepmeHTa ngypoHat-2-cynbdatasbl (IDS) u oTnoxeHnem
B TKaHSX renapax- 1 gepmartancynbdata. KnnHunyeckun MIMC
Il Tvna npoaBnseTcsd ocobbiM GEHOTUNOM, MoparkeHuem
pecnuMpaTtopHOn, KOCTHOW, renaToNMeHanbHOW, HEpPBHOWM
cucTeM, opraHa cnyxa. [1noxon NporHo3 cBsi3aH ¢ nporpec-
cupoBaHMeM 3aboneBaHus, NOMMCUCTEMHOCTLIO Nopaxe-
HUWS, paHHEW MHBanNWan3aunen.

KnuHuyeckuim cnyvyain. PebeHoK T., 2 neT, pPOXKAEHHbIN
oT 1-# 6epeMeHHOCTH, NPOTEKABLLEN C YTPO30M BbIKUAbIWA,
aHemuen, 6POHXUTOM, OT 1-X CPOYHbIX POAOB CO CNabOoCTLIO
pofOBOM [edATeNlbHOCTbi0. Macca Tena npu poXKAEHUU —
3000 r, anMHa — 51 cm, oueHKa no wkane APGAR — 6/7
6annoB. [eHeanorM4eckMn aHamMHe3 OTAroWeH Mo JIMHWUK
mMaTepu (6paT v 445 CO CXOXKUM GEeHOTUNOM YMEPU B AeT-
ctBe). Ha 1-m roay »u3Hu y pebeHKa BbiBfieHa YMepPeHHas
renaTtomeranug, MnyrnoyHas rpbixa, ¢ 8 Mec — MNoBTOP-

Hble GPOHXMTbI, OCIOKHEHHbIE cpeaHue oTuThl. Mocne roga
chopMMpOBaNUChL HePThl nLLa NO TUNY rapronnnuama, runep-
IOPA03, MHOXECTBEHHbIM AM30CTO3, KOHTPAKTYypbl cycTa-
BOB, 3a/leprKKa MCUXOPEYEBOro PasBUTUS.

O6ceyxaeHue. C yyetom deHoTuna, NOIMOPraHHOCTH
NopakeHusl, NPOrpeaneHTHOro TeyeHuss 601e3HU METOLOM
3H3MMO/IMArHOCTUKK MCKIoYeHbl 6one3Hn dabpu, Kpabbe,
MNMomne, lNowe, HummaHa—Iuka Tvn A/B, MIIC | TMna (noka-
3aTenn GepMeHToB B HOpMeE). B aHann3e Mouu nosbilleHa
3KCKpeuusa renapax-/aepmataHcynbdarta (94 mmosnb/Kpea-
TUHWHA). AKTUBHOCTb pepMeHTa IDS pe3Ko cHmKeHa. Mpamoe
CEeKBEeHMpoBaHue reHa IDS BbIABMAO NaTOreHHY MyTaLuio
¢.1403G>A.Arg468GIn B roMO3MIroTHOM COCTOSIHUM.

3aknuyeHune. Ha ocHoBaHWM aHamMHe3a, KIMHUKO-
OGUOXUMMUYECKMX, MOJIEKYNAPHO-TEHETUYECKNUX AaHHbIX
6bl/1 NOATBEPXKAEH CUMHAPOM XaHTepa. PebeHKy nmoKasaHa
NOXXM3HEHHas ¢pepmeHTo3amecTUuTeNbHas Tepanus uaypy-
cynbdazon 4na 3ameaneHuns nporpeccnpoBaHunsa 3abonesa-
HUS, YIYYLIEHUS KayecTBa HU3HW.

KTIMHUYECKUHU CNTYHYAU UAUOTNATUYECKOIO NNEFTOYHOIr0 rEMOCUEPO3A

Y PEBEHKA 3 JIET

KoneBartoBa E.C.

Hay4yHble pykoBoauTenu: LLyTkoea A.1O., K.M.H.; JlebeaeHko O.[1., Bpay-ny1bMOHONOT
MpMBOMKCKMI UccneaoBaTeNbCKUM MeANLMHCKMIA yHUBepcuTeT, HuxHMM Hosropog, Poccuiickaa degepauns

AKTyanbHOCTb. MaMonatuyecKnin NerovyHbll remMocu-
[epo3 — pefKoe UHTepPCTULManbHoe 3abosieBaHne Nerkux
C peuuaMBaMu KPOBOU3NUSHWUWA B anbBeOSibl, aHEMUEN,
NHEBMODUOPO3OM, XPOHUYECKON [AblXaTeNbHOW HepfocTa-
TOYHOCTbIO. TPYAHOCTU AMArHOCTWUKMK, Tepanuu, BbICOKUM
PUCK MHBanuMau3auuu, CMEPTHOCTU ONpeaensioT akTyasb-
HOCTb U3Y4YEeHMUS NaTONOMUM.

KnuHuyeckuit cnyuyain. B [leTcKon ropoackon 60fb-
Huue N 1 HukHero HoBropoaa Habnoganacb AeBoyka P.,
3 net. PebeHOK OT 2-1 GU3NONOrM4EeCKOon GepemMeHHOCTH,
2-x onepaTuUBHbIX CPOYHbIX PoAoB. Macca Tena npu pox-
neHun — 2700 r, gavHa Tena — 48 cm. OueHKa no wkKane
APGAR — 7/8 6annoB. PaHHee pa3BuTME MO BO3pacTy.
[e6ioT 3a6oneBaHns B 3 roga ¢ debpunbHOM nMxopan-
KW, HEMPOAYKTUBHOIO Kalfia ¢ HapacTalwen cnabocTbio,
NosiBNIEHNEM KPOBOXapKaHbs, CHUXEHUEM remornobuHa
no 42 r/n. AM6ynatopHO Tepanusa npenapaTtaMmu xenesa
6e3 addeKTa. MNpun nocTynneHnn: 61eHOCTb, UKTEPUYHOCTb
KOXM, NEPKYTOPHO 3BYK ACHbLIN NEroYHbIN, LbIXaHUE KeCT-

KOe, XpUMOB HET, YacToTa AblXxaHusa — 36/MuH. o a30daro-
racTpoayoeHOCKOMNUU NaToNnornun Het. JlabopaTtopHO Npu-
3HaKK xenesogedUUUTHON aHEMUU. LiIMTonorns MOKpOTbI:
uBeT 6ypbli, XapaKTep CAU3UCTbIN, anbBEONSAPHbIE MaKpo-

darn — 12, sputpoumtel — go 13 B n/3p. Lutonoruns
NlaBa)HOW XWAKOCTU: anbBeonsipHble Makpodaru, apuTpo-
umMtel — go 8 B n/3p UccnepoBaHue Ha Tyb6epKynes —

pesynbTaT oTpuuaTenbHbii. BPOHXOCKOMUA: KaTapasbHbIR
3HAO06POHXMT. MynbTUCIMpanbHas KomMbloTepHass TOMO-
rpadus (MCKT) nerkux: MHOXECTBEHHbIE O4YaroBble TEHU
no TUMNy «<MaTOBOro CTEKJIa» C 06EUX CTOPOH.

06cyaeHue. Ha OCHOBaHWW KIMHUYECKOW KapTUHbI
(Kalwenb, KpOBOXapKaHbe, CTOMKas }enezogedumMTHasa aHe-
Mus), nu3MeHeHut Ha MCKT nerkunx pe6eHKy yCTaHOBNEH Ana-
rHO3 «ManonaTMyecKmn NerovyHbln remocuaeposa»r. Npu Tepa-
MUK NPEAHU30I0HOM (3 MI/Kr) — cTabunnsalmsa COCTOSHMUS.

3aknovyeHue. Peb6eHOK TpebyeT ANUTENbHOrO Habnlo-
neHust ¢ noag6opom 3bbEKTUBHOM A4O3UPOBKMU MTIOKOKOPTH-
KocTepounaos. NporHo3 3abosieBaHnsg HEGNAroNPUATHbIN.
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E SHORT REPORTS

KPATKUE COOBLUEHUSA

CNYYAU CEMEAHOW ®EHUNKETOHYPUU Y HEAOHOLLEHHOIO PEEEHKA
C 3KCTPEMAJIbHO HU3KOU MACCOM TEJIA

lpuHeBa E.A.

Hay4Hble pykoBoguTtenu: [lyctabaeBa M.C., K.M.H.; ToBKaHb E.A., K.M.H.
CTaBpOnNoNbCKUIM rocyfapcTBEHHbIN MeAULMHCKUIA YHUBepcuTeT, CtaBpononb, Poccuinckas deaepauus
KpaeBas getckas KnnHuyeckas 6onbHULa, CTaBponons, Poccuitckaa Pepepaums

AKTyanbHocTb. ®enunkeToHypua (PKY) npusogut
K HakonfeHuio B opraHusame derHunanavvHa (PA) n npo-
[IYKTOB ero pacnaga. Bo nabexaHue Taenblx HEBPOO-
FMYECKUX HapylleHWUH HeoOXOAMMbl paHHAS AMarHoCTUKa
3aboneBaHna M Nogbop UHANBKMAYANbHOW AMeToTepanuu.

KnuHuyeckun cnyyai. [leBoyka M., 2,5 mec, nepese-
[leHa U3 nepuHaTanbHOro LieHTpa B OTAEe/leHMe NaTonorum
HOBOPOX/AEHHbIX M HEAOHOWEHHbIX AeTen. [JaHHaa 6epe-
MeHHOCTb 2-9 (1-9 — aeBo4Ka, 10 neT, Knaccuyeckaa OKY,
reHeTU4eCKU NOATBEPKAEHHAR), NpoTeKana Ha GoHe yrpo3bl
npepbiBaHus ¢ 12 Hea. Poautenn — HocuTenn MyTauuu reHa
dpeHnnanaHnHrngpokecunasbl. lNpeHaTanbHaa AvarHOCTUKa
He npoBoAMnachb Mo xenaHuto poautenen. Poabl 2-e, npe-
OeBpeMeHHble B 28 Hel. Macca Tena npu poxaeHun —
950 r, aonnHa Tena — 35 cm. CocTosHMe pebeHKa ¢ poxae-
HUS TAXenoe 3a CYeT HEeAOHOLWEHHOCTHU, PeCcnMpPaTopHOro
[WCTpecc-cMHApPOMa, cerncuca cTaduMIOKOKKOBOM 3TMOMO-
rMnM. HeoHaTanbHbIM CKPUHWUHIOM BbISIBNEHO BABOE MOBbI-
weHHoe cogeprkarHne PA o 30 Mr%, 4TO AMArHOCTMPOBAHO

Il MecTO B NOCTEPHOU CeCCUU

Kak Knaccuyeckan ®KY. Pe6eHoK 6bl1 NnepeBeaeH Ha rpya-
HOEe BCKapM/MBaHME C 1e4eOHON CMecCbto ANs 6O0JIbHbIX
OKY. B auHamuKe Habnoaancs HectabuibHbIM ypoBeHb DA.
CocTosiHMe pebeHKa Ha MOMEHT NepeBoAa TAXKeNoe 3a c4eT
HE3PENIOCTH, THAKENOro Te4YeHUss BPOHXONEro4YHOM aucnna-
31U, HEBPOJIOTMYECKON CUMMNTOMATUKU B BUAE 3a[EPIKKK
NMCUXOMOTOPHOIO Pa3BUTUS, AUCTOHUMU MbILIEYHOIO TOHYCa,
ncesaobynb6apHbix paccTponcTs. OTMeyaeTca TrMNonur-
MEHTaLUMUs KOW. [locne KOHTPO/bHbIX aHanuM3oB Ha DA
C Noa6bopoM Jie4eBbHOro NUTaHus ero ypoBeHb CTabuibHO
B npeaenax Hopmbl.

0O6cyxaeHue. OCO6eHHOCTbIO JaHHOro cnyyas ABAseT-
csl 3aTpyaHeHue anddepeHuMpoBaHUA HEeBPOOrMYECKOro
cumnTomoKoMmniekca npu ®KY v nocneactBuin rmnokcuye-
CKOro NMopakeHWs CMeLLaHHOro reHesa y riny60KoHe3penoro
pebeHKa.

3aknoyeHue. peactaBneHHbIn cnydyan gUKTyeT Heoo6-
XOAUMOCTb JaNbHENIEero nay4yenust auHammnkm OA Ha dpoHe
avetoTepanun y 60nblIEro Yucna He3penbix AeTeN.

TUNMUYHbIA TEMOJIMTUKO-YPEMUYECKUX CUHAPOM Y PEBEHKA

bawapuHa T.C., JlazapeBa M.C.

HayuHbi pykoBoguTenb: /lapuHa J1.E., K.M.H., IOLUEHT
PoccuicKnin HaunoHanbHbIM UCcciefoBaTeIbCKUN MEANLMHCKKI yHUBepcuTeT um. H.U. Mnporoea,

MockBa, Poccuitckas Pegepaumsa

AKTYyanbHOCTb. TUMWYHbLIA TEMONUTUKO-YPEMUYECKUI
cuHapom (IM'YC) — oaHa 13 Befywmux NpuiuH BOSHUKHOBEHMS
OCTPOro MOYEeYHOro MOBPEXAEHUSA Y aeTer C BO3MOXKHOMU
nocneayouien tpaHchopmaunen B TEPMUHANBHYIO XPOHMU-
4yecKylo 601e3Hb MoYeK.

KnuHuyeckunn cnyydan. Manbiumk 1 roga noctynun
B OTAENIEHME peaHMMaLUN U UHTEHCUBHOW Tepanuu 25.02.
C Xano6amMu Ha OTKa3 OT eAbl U BOAbl, UBMEHEHUE LiBE-
Ta MOYM, BSAANOCTb, cnabocTtb. M3 aHamHe3a: 3a 1,5 Heq
[0 rocnutanu3aummn B Te4eHne 2 AHen oTMevancs XUIOKUn
CTYN 3€/1eHOro UBeTa 40 7 pa3 B CyTKW, CONPOBOXKAABLIMNCS
nosbllWeHWneM Temnepatypbl Tena go 37,3 °C.

Mo pedynbrataM NnabopaTopHbIX MCCnefoBaHWW Oblan
BbISIBN€Hbl MPU3HAKU remonusa: remornobuH — 72 r/n;
NakTataerngporeHasa — 2237 Ean/n, Henpsamown 6unaupy-
6UH — 59,8 MKMOSb//, TPOMGBOLMTONEHHS (38%109/n); Heil-
TPOdUIbHBIFA NefikoLnTo3 (16,7x10%/n), a3oTemus (Moye-
BMHa — 12,12 MMO0/b/n), NpoTenHypus (9,7 r/n), rematypus
(260 B n/3p). YnbTpa3ByKOBOE MUccCnefoBaHWe: yBenuye-

HWEe neyvyeHu, cenesdeHku, noyvek, AMdPy3Hble U3MEHEeHMs
napeHxmMMbl NOYEK, HapyLWeHU peHalbHOW reMOANHaMUKM.
AkTMBHOCTH ADAMTS-13 — 68%, 4TO NO3BONIIO UCKIIIOYNUTD
TPOMOOTHYECKYIO TPOMBOLMTONEHUYECKYIO Nyprypy. Takxke
Obl/I UCK/IOYEHbI aYyTOUMMYHHas reMofIMTUYecKas aHemMus,
napoKkcuM3masbHash HoYHas reMorno6uUHYPUS, BPOXKAEHHbIE
reMo/IMTUYECKME aHEMIUK, AeBIOT OCTPOro NenKo3aa.

PesynbtaTbl neyeHus: HopManusauus KoauvyecTBa
TPOMOOLUTOB, YPOBHA remMornobuHa, KynupoBaHue Npu-
3HAKOB reMonu3a, a3oTEMUU, YMEHbLUEHUE NPOTEUHYPUHU
n remaTtypuu.

3aknioyeHue. Y jeter paHHero Bo3pacta Hanbonee 4acto
BCTpeyvaeTcs Tunu4HbIi M'YC (95%), HO BaXHO B KpaTyauluve
CPOKM UCKOUYUTb aTunmyHbIn 'YC 1 'YC, cBA3aHHbIM C NHEB-
MOKOKKOBOW MHEKLMeN, HTOObI CBOEBPEMEHHO HavaTb Jieye-
HWE, CHU3WUTb BbIPaXXEHHOCTb PeHaNbHbIX U KCTPapeHabHbIX
nposiBneHnin 3aboneBaHus. etam, Kotopble nepeHecnu NYC,
pPEKOMEHJ0BaHO AnunTeNbHOe HabnlogeHne crneuvanncTos
¢ y4eToM GOpPMUPOBaHUS OTAaNEHHbIX NOCNEACTBUN.



KIMHUYECKUU CNNYHYAU CUHAPOMA NEUATLA-EFEPCA Y MAJIbYUKA 14 JIET

Kypawoga B.B. (y4yeHuua knacca 10-11, aKkcTepHar, wKona «Hawu neHaTbl», MocKBa)
HayuHbi pykoBoauTenb: [NpmnBanosa T.E., K.M.H., AOLEHT
PocCcMMCKMI HaLMOHaNbHbIM UCCNEeaoBaTENbCKUA MEANLIMHCKMI YHMBepcuTeT um. H.U. Mnporosa,

Mockga, Poccuickasa denepaums

AKTyanbHocTb. CuHapom [entua—Erepca (CME) —
3a6oneBaHue, XxapaKTepuaylouleecs MOAUMO30M XKeny-
[OYHO-KULWEYHOro TpaKTa B COYeTaHUM C o4aramu runep-
MenaHo3a KOXWM W CAU3WUCTbIX 060/104eK, BO3HUKalolee
KaK cneactBuMe reHHoM MyTauuu € ayTOCOMHO-AOMWMHaHT-
HbIM TUNOM HacneaoBaHuMs.

Ha KoHeu XX B. onucaHo okono 500 Hab6nwogeHun
aToro 3aboneBaHus. [AnarHocTMKa CUHAPOMa OCHOBaHa
Ha 06Hapy*KeHUU coveTaHusa renepnurMeHTauumn B «<MapKep-
HbIX 30Hax» Kak Haubonee paHHEro U NaTorHOMOHWYHOIO
CUMMNTOM@ W KAWHWUKM NOMMNO3a KUWeEYHUKa. YuuTbiBag,
yto CIMNE — peakas B K/IMHUKE NaTofiormns, Mbl COYIN Liene-
C006pa3HbIM MNOAENUTHCH COOCTBEHHBIMWU HABNIOAEHUAMU.

Llenb paboTbl — AEMOHCTPaLMS clly4as peaKoro Hacnea-
CTBEHHOI0 CUMNTOMOKOMI/EKCA.

KnuHuunyeckuin cnyuyan. [unarHos CIE nauuneHty K.
BNepBble yCTaHOBNeH B Bo3pacTe 14 neT npu obpalle-
HUW B ne4vyebHoe y4yperkieHue depepanbHOro 3HavyeHus
Ha OCHOBAHMM aHaMHECTUYECKMUX U OOBEKTUBHbBIX AAHHbIX,
pes3ynbTaTtoB KOJIOHOCKOMWKU, TMCTONOMMYECKOr0 MCCneno-
BaHUS, KOHCYNbTaUuKU reHeTuKa. Pe6eHoK 6oneH ¢ 2,5 ner,
Korga nosiBUAUCH TUNEPNUrMEeHTUPOBaHHbIE BbICbINaHMS
Ha KpacHOM KanMme W cnu3ncton ob6ofiovke ryb, Kotopble
OblNn pacueHeHbl Kak BeCHYWKK. Cnycta 4 Mec BO3HMKNA

601b B XMBOTe Npu AedeKauuun, COMpPOoBOXKAaloLWaAca
BblIEIEHMEM KaJla C NMPOXUIKaMKU alo KPoBM, 6Gbina Npo-
BefleHa KOJIOHOCKOMUYeCcKasa NoaMNaKTOMMUSA U yCTaHOBNEH
avarHos «floavn nNpaMon Kuwku». MpodunakTmyeckoro
obcnefoBaHMa MO MECTY XWUTeNbCTBa He MPOBOAMIOCH.
B TeueHne 10 net }kanobbl He 6ecrnoKounnn. 3a rog Ao obpa-
LWeHNs y nauymeHTa Ha GOoHe nepeHeceHHON OCTPOKN pecnu-
paTtoOpHOM BUPYCHOW WMHGEKUMM BO3HUKIO KULIEYHOEe
KpoBOTeYeHne, obpaTuiica B XUPYypruyeckoe oTaeNieHne
LleHTpanbHON panoHHOW 60NbHMLbI MO MECTY XUTENbCTBA,
rae AMarHoCTUPOBAHbl MHOMXECTBEHHbIE MOJIUMbI CUIMO-
BMAHOW KWLIKK, NPOBEAEHA NOMMMNIKTOMUS, reMocTaTmye-
cKas Tepanus.

HacTosiuas rocnutanuM3auunsa nnaHoBas A4S KOHTPONS,
Xanobbl Ha NepruoanM4yeckoe o6HapyeHWe B Kane KpacHom
KpPOBM coxpaHsatTcsa. [lpoBegeHa KOHTPOAbHAsA KOJIOHO-
CKOMus: OGHapy»XeHbl 3P03UK, PACMOJIOKEHHbIE B MecTax
paHee yaaneHHbIX NonMnoB.

3aknoveHue. OnvcaHHbIn cnydyan cuHgpoma lMNentua—
Erepca no xapaKTepy CBOMX KJMHUYECKUX MNPOSBAEHUM
MOXET BCTPETUTLCH B NMPAKTUKE CNELMANTMCTOB Pa3/IM4HOro
npodunsg n TpebyeT NpUBJIEYEHUA UX BHUMAHUSA C LIESbIO
paHHEN OMArHOCTUKM M ONpeaesieHUs TaKTUKU BeaeHus
TaKUX GOJIbHbIX.

Il mecTO B cekuumn <UHTepecHbIe KJIMHUYECKHUe Clly4yau B NpaKTUKe Bpaya neguartpar»

K/IMHUYECKUHU CNNYHAN NEPBUYHOTO UMMYHOAEDULIUTA —
CUHAPOMA U AXKOPAMWU Y PEBEHKA JOLWKOJIbHOIO BO3PACTA

MpmwmHa H.N.
Hay4Hbi pykoBoauTenb: LLyTKkoBa A.10., K.M.H.

MpMBOMKCKNIN UccneaoBaTeNbCKU MEAMLIMHCKUI YHUBEPCUTET, HMKHUIM HoBropoa, Poccuiickasa denepauns

AKTyanbHOCTb. CuHApoM [n [IKOpAXKM — 3TO peaKum
FEHETUYECKUIK NEPBUYHLIA T-KNEeTOYHbIK UMMYHOAEDULMT,
NPOABASIOWNIACS BPOXAEHHLIMX MOPOKaMK cepaua, Kpymn-
HbIX COCYA0B, KOCTHOW CUCTEMbI, TMNONaa3nen/oTcyTCTBUEM
TMMYyCa, NapalUTOBUAHbIX Kenes, peLunamBupyrollen nHoek-
LIMOHHOW, ayTOUMMYHHOM, OHKOJIOTMYECKOW NaToNormen.

KnuHunyeckun cnyyan. lMauyuneHt b., 6 net, Habngaet-
CSl B IETCKOM rOPOACKOM KIMHMYECKON B0oNbHULLE HUXKHErO
HoBropoga. leHeanorM4ecknin aHaMmHe3 nNo 06emnmM IMHUSM
OTArOWEH MO COMaTU4eCKOW, ayTOUMMMYHHOW, annepru-
yeckon natonorun. PebeHoK oT 1- 6epeMeHHOCTH, Npo-
TEKaBLlWeN C yrpo30Mn BblKUAbIWA, BUPYCHOW UHPEKLMEN,
npeaknamncuen. BHyTpuyTpo6HO B 22 Hea AMArHOCTUPO-
BaH BPOXAEHHbIM NopoK cepaua (BIC). Poabl ectecTBeH-
Hble, B CPOK, macca Tena — 3590 r, anmHa — 54 cm,
APGAR — 8/8 6annoB. CocTosiHue Tsaxenoe BcneacTBue
reMmoaMHamMMyeCcKMn 3Ha4nuMblx HapylweHnn ns-3a BI1C, cta-
6unM3npoBanacb reMogMHaMnKa B YC/I0BUSIX OTAENEHMS
peaHumaluu.

Mpu ynbTpa3BykoBOM uccnegosaHuun (Y3W) onpegenunm
BINC: nepepbiB gyrn aopTel TUN B, ABycTBOpYaTbIM aopTab-

HbIM KNanaH, AedeKTbl MEXIKENYA0HKOBOM U MeXnpeacepa-
HOM NEpPEropoaKm.

MpoBeneHa onepatuBHas KoppeKuus BIC.
MHTpaonepaumMoHHO TUMYC He OOGHapy)KeH, 3anofo3peH
cuHApoM n [Koparu.

Ha 1-M roay *13HW Habnganncb 06CTPYKTUBHbIE GPOH-
XWUTbl C YacToToM 1 pas B 2 Mec, OCTPble PUHOCUHYCUTBI, OTH-
Tbl. YPOBEHb CbIBOPOTOYHbIX UMMYHOM106YIMHOB — HOPMa.
Mpn Y3U B 1 rog napaBasaibHO B BEPXHEM CPELOCTEHUM
o6HapyXeH aHOManbHO PaCMONOXKEHHbIM TUMYC. PeHoTmn
pebeHKa: MHOXECTBEHHblE AMCMnnasuu nuua, 6paxumera-
Tap3us, KIMHOLAKTUAUS.

O6cyxpaeHue. CuHapom [An [KOpPAXXKM BbICTaBNEH
Ha OCHOBaHWW KAMHUYECKMX [aHHbIX, MHOMECTBEHHbIX
CTUrM AM33aMbpuoreHesa. [MarHo3 noAaTBEPXKAEH LuMTore-
HETUYECKU: BbIIBJIeHa MnaTofiornyeckas geneuus pervoHa
LCR22-A-B-C B reTepo3nroTHOM COCTOSIHUU.

3akntoueHue. Pe6eHKy NoKasaHo JMHaMUYecKoe Habto-
[EHWeE C OLLeHKOM NapameTpoB T-KNEeTOYHOro U ryMopasnbHOro
UMMyHHUTETa, GOCPOpPHO-KanbLMeBOro obMeHa U agexksat-
Has 3amecTUTeNbHas Tepanus UMMYHOOBYIMHaMK.
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| MecTO B NocTepHoO ceccum

BO3MOHOCTU AUArHOCTUKU METUIMAJIOHOBOW ALIUAYPUU

Mospnakosa M.[A.

HayuHbii pykoBoguTenb: KovyerypoBa E.M., K.M.H., IOLUEHT
TBEepCKOW rocyaapcTBEHHbIN MeAULIMHCKUI yHUBepPCUTET, TBepb, Poccuiickaa denepauns

AKTyanbHocTb. B nocnegHue rogbl oco6oe BHUMa-
HWe ypensietcs opdaHHOM nartonorun. MeTunmanoHoBas
aumaypua (MMA) — peaKoe reHeTuyeckoe 3abonieBaHue
M3 rpynnbl HacneacTBEHHbIX 6one3Hen obmeHa. B HeKkoTo-
pbIX CTpaHax Mupa MNPOBOAMUTCS HeOoHaTaNbHbIM CKPUHWUHI
MMA. B Poccuiickon ®enepaumm He NPOBOAUTCSH CKPUHWUHI
Ha MMA, B CBfI3W C YeM [AMarHOCTWMKa AaHHOW naTonoruu
3aTpyaHeHa.

KnuHunyeckun cnyyan. [esouyka, 3 roga. Poaunacb
OT 2-# 6epeMeHHOCTH, NPOTEKaBLUEN C TMNOKCHMEN nnoaa,
1-X CpPOYHbIX OnepaTuBHbIX PoAaoB. Macca Tena npu pox-
neHnn — 2910 r, annHa — 50 cm. Ha nepBoM rogy Xu3sHu
[leBoYKa 60Mbllyl0 4YacTb CYTOK cnana, 6bICTpPO ycTaBana.
B 9 mec BbifiBNeHa 3aaepxKa MOTOPHOro pa3sutug. B 1 rog
nosiBUNINCb 3NM304bl PBOThLI 1-2 pa3a B Heaento.

B cBA3KM C pe3KUM YyrHeTeHMem CO3HaHWs MoCcTynuna
B oTAeNeHne peaHumauuu. Npmn ocMOTpe COCTOSTHUE TAXenNoe,
Cco3HaHue conopo3Hoe. Pusnyeckoe pas3BUTUE OYEHb HU3-
Koe. Typrop TKaHen HU3KWUK, MblllevyHast T’MNoToHMUS. MevyeHb
+2 cM, ceneseHKa +1 cM 1M3-noj Kpas pe6epHon ayru.

MpoBeaeHa KT ronoBHOro Mo3ra: CUMMETPUYHOE nopa-
YeHWe NoAKOPKOBLIX AAep.

TaHaeMHaa Macc-CMeKTPOMETPUS KPOBMU: MOBbILIE-
HME YpPOBHSA MPONMOHMAKapHUTMHaA C3, COOTHOWEHUMH
C3/C0, C3/C2.

B aHanu3e mMo4M Ha OpraHW4YeCKMe KUCOThbl: MOBbILIE-
HWE METUIMANIOHOBOM KMUCNOThbI.

Mocne Tepanuu BuUTamMuHoM B1l2 B TeyeHune Hepe-
nn 6bln nocTaBneH AnarHod «MMA, HedyBCTBMUTENbHas
K BUTamuHy B12».

MeToaom NpsMOro aBTOMaTUYECKOr0 CEKBMHUPOBaHUS
npoBeaeH NONHbIM aHanna reHa MUT: BO 2-M 3K30He reHa
BbISIB/IEHbI paHEEe He ONMCaHHAas 3aMeHa B reTePO3MroTHOM
COCTOSSHUM M HECKOJIbKO MOAMMOPOU3MOB B FTOMO3UIOTHOM
COCTOSIHUM.

O6cyxpeHue. launeHTKke O6blIM Ha3Ha4vyeHbl cneuu-
anu3npoBaHHas OueTa, natoreHeTM4yeckas M cumnToma-
TUYecKasa Tepanus, Ha GOHEe KOTOPbIX COCTOSIHME pebeH-
Ka ynyywunocb: yBenuMuunacb ABuraTesbHas aKTUBHOCTb,
HabnogaeTca npubaBKka B Bece, OAHAKO MEPUOANYECKHM
OTMeYalTcsd MeTabo/IM4ECKUE KPU3bI.

3aknyeHue. [aHHbl cilydyaln OeMOHCTpUpYeT MNo3a-
HIOIO MOCTaHOBKY AuarHosa MMA, 4To cBMAETENbCTBYET
0 HEOOXOAMMOCTU paclUIMPEHNS HEOHATaNbHOIO CKPUHUHTA.

KTIMHUYECKUMN CNTYYAU BAKLIUHOYNPABISEMOWN UHDEKLIUMA:
CTOJIBHAK — PEAKO HE 3HAYUT HEBO3MOMHO

KapauyeBueBa A.11., Kpbinosa [1.P., TononaHx B.A.

HayuHbii pykoBoguTtenn: Cytosckas [1.B., K.M.H., JOLEHT
Ky6aHCKWI rocyaapCTBEHHbIM MEAULIMHCKMI YHUBepcuTeT, KpacHoaap, Poccuinckasa Penepauma

AKTyanbHOCTb. Ha cerofHsi CTONGHSAK — OTHOCUTENIbHO
peaKasi, HO BeCbMa onacHasi 60/1€3Hb C BbICOKON CTENEHbIO
NeTanbHOCTH.

KnuHuyeckun cnyyan. Manbumk W., 5 net, 16.05.20
nonyyunn YyWUONEeHHYI0 paHy MpaBoOW CKynoBOW 06nacTw.
K Bpayy He ob6palanncb, camoCcToATe/lbHO o6paboTanu
paHy. 21.05.20 nosaBUAKUCL CUbHblEe 601K B 061acTh NOA-
60poaKa, Wen 1 npaBoro nnedya. Tak Kak pebeHoK 4acTo
60/Ee0WNIN N Yy HErO paHee oTMeYasica numdageHuT, MaTb
(He aBngetca mMeapabOTHUKOM) NPeANnooXuaa OCTPYLo
pecnupaTopHyto MHPekuuto (OPU). Bonu noBTOPSAAMCH
W B nocnegylouwue aH1, HO K Bpayy poautenu He obpalla-
nmcb. Houyblo 02.06.20 pebeHOK MPOCHYNCS OT CWUIIbHOWM
6onM B o6nactu nogbopoaKa, cTan nnakaTtb, NbiTaTbCH
rOBOPUTb CKBO3b 3yObl, BbirM6aTbCsd, oTMevancsa cybde-
6punuteT. MpUcTyn Kynuposascs nocne npuema noéynpo-
deHa. K Bpauy o6patunumch 04.06.20, nocne 4yero pebeHoK
CPOYHO FOCMMUTaNM3NPOBAH B CTalLMOHApP C NOLO3PEHUEM
Ha CTONOHSK.

M3 aHamHe3a: pebeHOK He MPUBUT, 3@ UCK/IYEHUEM
BCG B pogaome. PaHee y4aCTKOBbIW NegmMaTp HEOAHOKPATHO
npegnaran NpoBeCTM BaKUMHALMIO, OgHAKO AedUUMT NinY-
HOIO BPEMEHU U HEXKeNaHWe TPaTUTb Ero Ha BUM3WT K Bpayy
NMOCNYXWUIW OTKa30M pPOAUTENEN OT NPOBeAeHUsA Npodunax-
TUYECKMX MPUBMUBOK.

[Mpn ocMmoTpe B cTalMOHape: cocTossHMe pebeHKa cpea-
HeMn CTeneHu TAXeCTU. BbipaXKeH rMnepToHyC XeBaTe/lbHON,
MUMMUYECKOM, CKENETHOW MYCKynaTypbl, MEPUOANYECKN —

HapyweHns rNoTaHWs M peyu, Bbi3BaHHble CYAOPOXKHbIM
CNa3MOM MbIWL, MOTKKU. PaHa anuTenusanpoBaHa 6e3 npu-
3HaKOB BOCManeHus.

KoHueHTpauun IgG aHTMTen npotus Clostridium tetani
B CbIBOPOTKE KpoBW meHee 0,1 ME/Mn (MMMYHWUTET COMHMU-
TeNbHbIN, TPpEebyeTCH peBaKLMHaLMSA, CEPONOTMYECKUIN KOH-
Tponb Yyepes3 4—-8 Hep).

[aHHble aHaMHe3a, KIMHUYECKOro OCMOTPa M pedynbTa-
Tbl CEPOIOMMYECKOro UccneaoBaHWUsa MPOTUBOCTONOHAYHbIX
aHTUTeN NO3BONWAN YCTaHOBUTb AnMarHo3 «CToNGHAK, nerkas
dopmar. N0 3KCTPEeHHbIM NOKa3aHUAM BBeEH CTOIGHAYHbIN
AHTUTOKCKH B fo3e 15000 ME. HasHaueHbl rMioKOKOPTUKO-
cTepounabl, aHTUrMCTaMUHHbIE, aHTMOaKTepUanbHble npena-
paTbl. BBeaeHa BakunHa AIC-M (aHaTOKCHH), Yepe3 10 aHewn
OTMEYEeHO HapacTaHue TuTpa aHTuTen npotus Clostridium
tetani. Pe6eHOK Haxoauncs noja HabnoaeHUWEM B TeYyeHue
21 gHs. NpoBoaMMOE fiedeHne No3BONI0 COXPaHUTL CaMo-
CTOSATENIbHOE AblXaHWe, pPeBGeHOK OcCTaBa/Ci B CO3HaHWUM,
Obl/l aeKBaTEH U OPUEHTUPOBAH, CYA0POT HE OTMEYanocCh.

06GcyxpaeHue. [IpuBEAEHHbIN KIMHUYECKUK Ccnyvan
LEMOHCTPUPYET HEeAOMYyCTUMOCTb UFHOPMPOBAHUS poauTe-
n9MK NpodunakTMYeCKoM BaKLMHaLMKU JeTen OT pacnpo-
CTpaHeHHbIX BaKLMHOYNpaBnsemMbix MHOEKLMNA.

3akniovyeHune. CBoeBpeMeHHas AMarHocTMKa v ycnelw-
HOe nevyeHne cToNbHAKa NOKa3blBaeT aKTyabHOCTb MHDEK-
LMW Ha COBPEMEHHOM 3Tane U HeobXOAMMOCTb MNaHOBOK
BaKLUMHaLWW 1 peBaKLMHaLMK jeTel B 60pb6e CO CTONOHSY-
HOM MHDEKLMEN.



KTIMHUYECKUU CNTYHAU SHLEEDATIUTA PACMYCCEHA

flkoBneBa A.B., UBaHoBa A., PycckuH B.O., Kyaakaesa A.A.
HayuHbI# pyKoBoaguTeNnb: XonuH A.A., A.M.H., npodeccop
PocCcMMCKMI HaLMOHaNbHbIM UCCNEeaoBaTENbCKUA MEANLIMHCKMI YHMBepcuTeT um. H.U. Mnporosa,

Mockga, Poccuickasa denepaums

Poccuinckas geTckas KnnHuyeckas 6onbHuua, MockBa, Poccunickasa deaepaums

AKTyanbHOCTb. 1% BCEX CMMNTOMAaTUYECKMX anunen-
cun — 3710 3HuUedanuT PacmycceHa. OT CpOKOB cBOeBpe-
MEHHOTO fle4eHMs 3aBUCUT NPOrHo3 3ab6oneBaHus.

KnuHuyeckuit cnyyvai. lMNauymeHt I, 2013 r.p. [de6ioT
3a6oneBaHua B deBpane 2018 r. ¢ nogepruBaHuii B 1eBOK
Hore. Ha anekTpoaHuedanorpamme (33I) 3apernctpupoBa-
Ha anuaenTM4yecKas aKTMBHOCTb C NIEBbIX OTAEN0B. Tepanus
npenapaTom BanbNpoeBOn KUCNOTbl 6e3ycnellHa. B anpene
2018 r. NOSIBUANCL NEBOCTOPOHHUI remunapes, 3puTenb-
Hble HapyweHus. be3 nonoxutenbHoro addeKkta Tepanus
KOMOGMHaLMen npenapaTta BanbNpPOEBOW KUCNOThI, NieBe-
TUpaueTama, KOMOWMHMPOBAHHOIO MPOTUBOCYLOPOKHOIO
npenapata (6poMn3oBan + KanbLMs MMIOKOHAT + KodeuH
+ nanaBepuH + dpeHobapbutan). Ha MPT ronoBHoro mos-
ra — KOPKOBO-MOAKOPKOBas aTpodurs NpaBoro noayLwapus.
Ha doHe Tepanum MeTMnnpeaHn3010HOM, MPOTUBOCYLOPOXK-
HbIMW Npenapatamu, MHOY3MOHHOM TepanuM UMMYHOT106Y-
JIMHOM MPUCTYNbl He oTMevanucb 2 Hed. KoHcTatMpoBaHa
abconoTHaa  GapMaKOpPe3UCTEHTHOCTb  3ANUENCUMN.
Mopdonormyeckasa KapTMHa 6uonTaTa NpaBoro noaywapus
cooTBeTcTBOBana aHuedanuty PacmycceHa. [poBeneHo

Il mecTO B NoCcCTEpHOU ceccuu

onepaTMBHOE NleYeHne — BepTUKanbHas GyHKUMOHaNbHas
remuchepoTomua cnpasa. B nocneonepaunoHHOM nepuose
NpUCTYNoB He Habtodanock. MPoTMBOCYAOPOXKHAA Tepanus
npoAoKanach ¢ NOCTEMEHHbIM YMEHbLUEHWEM A03bl.

Ha nocneonepaunoHHon I3 anuNenTUY4eCcKnx nNpucTy-
MoB, UKTaNbHbIX IAM-NATTEPHOB HE PErUCTPUPOBANOCh.

Yepes 1.5 roga nocne XMpypruyecKkoro ne4eHums npucTy-
Mnbl NO-NPEXHEMY HE MPOSIBNSINCE, O4aroBas HeBposioruye-
CKas cMMnNToOMaTWKa 6e3 NporpeccMpoBaHusl, KOTHUTUBHbIE
DYHKLIMM COXPaHHbI.

0O6cyxpaeHue. [ImarHocTMyeckas LEHHOCTb ciy4yas
3aK/loYaeTcss B HarngaHoOCTM GbICTPOro nporpeccupoBa-
HUS 3Huedanuta PacmycceHa, TPyAHOCTU AMArHOCTMKM.
CBoeBpeMeHHOE onepaTuBHOE neveHne — GYHKLUMOHab-

Has remuchepoTomMus — MNpU UMeloLLEMCH TeMunapese
ABNSETCA ONTUMaNnbHbIM METOOM JleYeHUs 3SHuedanuta
PacmycceHa.

3aknoyeHue. [JaHHbIM KAMHUYECKUN Cciyvyah OEMOH-
CTPUPYET, 4TO remnmchepoTomMmsa B paHHWE CPOKMU NOBbIWAET
BEPOATHOCTb MOJIOXKWUTENbHOIO UCXoA4a W npefoTBpallaeT
nporpeccupoBaHve 3aboneBaHus.

CJZIYYAU NO3AHEN AUATHOCTUKU BONNE3HU MOMA-MOMA Y PEBEHKA 7 NET

KypakaeBa A.A., ilkumos H.A., Kynunuu [1.B.

Hay4Hble pyKkoBoguTtenu: XonuH A.A., A.M.H, npodeccop; ConoBbéB B.b., Bpay-HeBpoor
PoccrincKMin HauMOHanbHbIM UCCnefoBaTeNbCKUN MEANLMHCKMI YHHuBepcuTeT um. H.U. MNMnporos.a,

MockBa, Poccuiickasa degepaums

AKTyanbHOCTb. b0/ne3Hb MOMa-mona — pefKoe XPOHU-
YyecKoe 3abosieBaHne cocyJoB rojlIOBHOr0 MO3ra, xapaxTe-
pU3YyeTCs CYXXEHWEM MNpocBeTa BHYTPUYEPENHbIX apTepum.
ABnseTcs NPUYUHOM OCTPOro HapyLEHWS MO3roBOro KPOBO-
o6palleHus. NpaBunbHaa Nnog6opKa METOA0B ANArHOCTUKMU
NO3BO/ISET NPOBECTU YCMNELIHOE NEeYEHMe.

KnuHnyeckun cnyyann. Manbymk A., 7 net. AHaMHe3
U3HU OTAroweH: 6epeMeHHOCTb Ha GOHe HOCUTENbCTBA
mMaTepbio LiMTOMeranoBsupyca, BUpyca npocToro reprneca,
xflamuani. B Bo3pacTe 6 NeT BbicTaBAeH anarHo3 «OcTpbiv
paccesiHHbI 3HUedannT, OCNOXHEHHbIM GOKanbHbIMU
cyaoporamu v NnpaBoOCTOPOHHUM remunape3om». Hepes rog
rocnuTanu3uMpoBaH € MNPUCTYNOM cnabocTu, roNOBOKPY-
YEHUSA, MPaBOCTOPOHHMM remMunape3om W Au3apTpuen.
OcmoTp HeBpoora: AeBraLumsa a3blka BNpaBo, rMnepToHyc
B MNpaBOM pYKe, OXMBNEHHblE CYXOXWJibHble pedreKchl
B KOHeyHocTax D > S, HapyweHue noxoaku. MarHUTHO-
pe3oHaHcHasa ToMorpadus: o4aru rnmosa, MenKuUe KUCTbI;

M3BUTbIE MAToONOrMYeckne cocyabl B o6nactn Bunnuaumesa
Kpyra; yMepeHHOe CyKeHWe BHYTPEHHUX COHHbIX, MEPEeAHUX
W CpeaHUX MO3roBbix apTepui. InarHos: «CTpyKTypHas anu-
nencus B dopme poKanbHbIX NPUCTYnoB». CONyTCTBYIOLLUA
AvarHos: «flocneacTemns MynbTMdas3HOro JUCCEMUHUPOBAH-
HOro aHuedanuTar. AneKTpoaHuedanorpadusa: npu runep-
BEHTUNALMOHHON Npobe noteps Co3HaHUsA. AHrmorpadus:
KapTuHa 6one3Hn mMona-momna. [AnarHos: «<bonesHb Mona-
Mona». [poBefeHO ornepaTMBHOE JieYeHne C YCMNeLWHbIM
NCXOA0M.

0O6cyxpaeHue. [ImarHocTMyeckas LLEHHOCTb ciy4vas
3aK/toyaeTcs B HaArnsgHOCTM pPe3ynbTaToB MNPOBEAEHMS
aHrvorpaduun NnpyM No4o03peHUn Ha 601e3Hb MOMa-Mona.

3aknoveHue. [peacTaBneHHbI KIMHUYECKUMI Chnyyan
YKa3blBaeT Ha BaHOCTb TWaTenbHOro nogbopa MeToAoB
AWArHOCTUKM y IeTel C NPU3HaKaMu1 HapyLeHUs MO3roBOro
KpoBoo6palleHus. [pn HenpaBWUIbHOM NEYEHUN HEU3OEK-
HO MPOrpeccrMpoBaHne MHCYNLTOB.
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KTIMHUYECKUU CNTYHAU NAMEJUISIPHOIO UXTUO3A TAXKEJIOrO TEYHEHUA

Ne6epeBa E.[., Manuynas M.[1., Ero¢aposa J1.H.

HayuHbi pykoBoguTenb: Habanase H.J1., K.M.H., IOLUEHT
Poccuickas meguumnHCKasa akagemMmms HeNpepbiBHOIo NpodgeccrMoHanbHOro o6pa3oBaHus,

MockBa, Poccuiickasa deanepauns

AKTyallbHOCTb. JlaMennspHbii MUXTMO3 OTHOCUTCH
K rpynne peueccuMBHO HacfiefyeMblX BPOXAEHHbIX MXTWO-
30B. 3aboneBaHve ABNSETCH peaKon natonoruven (4actota
BcTpedaemocTn B nonynaumm 1:200 000), BbigBASEMOK
B Nepuoj HOBOPOXAEHHOCTHU U B TAXENbIX Cay4asix OonacHowm
no PUCKY pa3BUTUSA BaKTepuanbHbIX OCTIOXHEHUI, cencuca,
[OBC-cuHgpoma, B CBSI3W C YeM BO3HMKaeT HeO6X0AMMOCTb
B NMOBbIWEHNN YPOBHA MHGOPMUPOBAHHOCTU BPaAYen O HEM.

KnuHnyecku cnyyan. [laumeHt P, 2 wmec.
HacneactBeHHbIM aHaMHe3 He oTdrouleH. Poauncs ot 1-#
6epeMeHHOCTH, NPOTEeKaBLlLEN C pPaHHWM recto3oM, oT 1-x
€CTECTBEHHbIX CPOYHbIX pooB. OKoM0NN0AHbIE BOAbI CBET-
Nble, MyTHble, 6e3 3anaxa. Mo APGAR — 6/7/8 6annos.
BpoxaeHHasa runotpodus 2-1m cTeneHu.

K KOHUY 1-X CYT }WM3HU COCTOSIHWE TAXKENOEe: KOXHble
NMOKPOBbI FTMNEPEMUPOBaHbI, C MPaMOPHOCTbIO, MOAKOXHbIN
CIOW YMNOTHEH, C y4acTKaMu OTCNOEHUs anuaepMuca, Tpe-
LWMHaMM.

Pe6eHOK nomelleH B KioBe3 C BllaXHoCTblo 80%.
Ha3HayeHa aHTuGaKTepuanbHas Tepanus amMOKCHULMUIIN-

HOM. [UrMeHa KOXUW: KynaHue B BaHHe C JobGaBlieHueM
Macef, 3a 2 4 A0 KynaHusa Kpem ¢ 2% MOYEBUHOW, nocne
KynaHusl 4yepe3 4ac — 3MOJEHThI, YBNaXKHAWNE KPeMbI
(naHonuH 400, aMONbSHT 3KCTPpeM). 1715 06pabOTKM TPELLMH:
aHTUCEeNTMYECKOe CPeacTBO, METUANPEAHU30/0Ha aLleno-
HaT U AeKCnaHTeHo.

HecmoTpsi Ha NpPoBOAMMYIO TEPANUIO U TUTMEHUYECKYIO
06paboTKY KOMXKK, COCTOAHUE 6E3 MOJSIOKUTENIbHON ANHAMMU-
KW, Ha3Ha4yeH NpeaHU30/0H BHYTPb 2 Mr/Kr/cyT. B nocneny-
owmne 2 Hea No KU3HEHHbIM MOKa3aHUAM (PUCK pa3BuUTHS
[OBC-cuHapoma) — TpaHCchy3num 3pUTPOLIMTHON Macchl, Kpu-
onpeuunuTara.

Yepes mecsy, NpUMEHEHUS AaHHOW Tepanuu CoCTosHUE
pebeHKa ynydlmnocb. Konnmyectso apuUTpoLMTOB 1 TPOMBO-
LMTOB B HOPME, TPELMHbl Ha KOXe eAuHWUYHble, pebeHOoK
BbINMCaH AOMOW B Bo3pacTe 2 Mec.

3akntoveHue. [JaHHbIN cnyyvar AEMOHCTPUPYET addek-
TMBHOCTb BbIGPaHHOM Tepanuu, YTo NOATBEPKAEHO KIMHU-
YeCKM 1 1abopaTopHo.

CNTYYAH 3NMUNENTUYECKON SHLEDANIONATUM,

CBAA3AHHOM C MYTALIMEW FTEHA PCDH19

fikumoB H.A., KypakaeBa A.A., Jlykawesa A.[l.

Hay4Hble pykoBoguTtenu: XonunH A.A., A4.M.H., npodeccop; ConoBbEB B.b., Bpay-HeBponor
PoccuicKnin HaunoHanbHbI UcciefoBaTelbCKUN MEANLMUHCKMI yHUBepcuTeT um. H.U. Mnporosa,

MockBa, Poccuiickasa denepauns

AKTyallbHOCTb. JnuienTuyeckasa 3Huedpanonartms,
cBfi3aHHaa ¢ MyTauuen reHa PCDH19, — 3To pepakoe
X-cuenneHHoe 3aboneBaHue, XxapaKTepuayloLlleecs paHHUM
Ha4yanoM PEe3UCTEHTHbIX K Tepanuun CyaopOXKHbIX MPUNaaKkos,
HapylleHnem wWHTennekta. CBoeBpemMeHHas [AuWarHoCTUKa
Nno3BONSET Ha3Ha4YnTb IGDEKTUBHOE NIeHEHME U YNYYLIWUTb
KayecTBO YKM3HU NaumeHTa.

KnuHunuyeckun cnyyan. [esouyka Y., 5 net. Hacneg-
CTBEHHOCTb He oTArouieHa, 6epemMeHHOCTb 6e3 0CO6EHHOCTEN,
0CBOEHME HaBbIKOB B CpPOK. B 2,5 roga reHepanvM3oBaHHbIN
CYAOPOXHbIA NPUCTYN Ha ¢oHe ebpunbHOM TemnepaTypbl.
[ocnuTanuM3npoBaHa, nocne NOBTOPHOro 3nu3oga cyaopor
nepeeBedeHa B peaHMMauumio, rae Habnoganucb MNPUCTYMbI
reHepann30oBaHHbIX TOHWKO-KNIOHWYECKUX Cydopor Ha ¢oHe
cy6dpebpunbHOM M HopMasnbHOM TemnepaTtypbl. Ha anekTpo-
3HUedanorpammMme 3NUAENTUYECKON aKTUBHOCTWM HE BbIIB-
NneHo. HasHayeHbl npenapaT BafibNPOEBOW KWUCNOTbI, AEK-
cameTasoH. CnycTa MecsiL, NPUCTYN Cya0por BO BPeMs CHa.
B Tepanuio BBeaeH neBeTupaueTram, NOBTOPHO Ha3HayeH

[lekcameTasoH. [locne BbIMUCKK B3parnBaHnsa BO CHe yCUun-
JIUCb, NOABMNACH WATKOCTb MpK xolbbe, 3amMupaHus, pasapa-
WUTENbHOCTb. HEBPOMOrMYECKUA OCMOTP: NMPaBOCTOPOHHWUM
remunapes. MarHuTHO-pe3oHaHcHas ToMorpadus: oyar ru-
03a B 1eBow N06HOM gone. Buaeo-33I-MOHUTOPUHT: ABNEHUS
[esopraHu3aunmn 1 au3puTMun. MNoHoe 3K30MHOE CEKBEHM-
poBaHue: MyTaums reHa PCDH19, accounMpoBaHHas ¢ paHHU-
MU UMHOAHTUABHBIMKW 3NUNENTUYECKUMU 3IHLEedanonaTusamu.
locnuTanu3aunpoBaHa B OTAefleHWe peaHnMaLmMn Ang KOoppek-
LMK Tepanuu. B Tepanuio BBeAEH TONUPamar, yBenn4eHbl 403bl
fleBeTMpaLeTaMa 1 BasibNpoeBon KUCNOThI. [0 pesynstatam
JIe4EHUST — COCTOSTHME C NOJSIOKMUTENTIbHOM AMHAMUKOMN.

O6GcyxpaeHue. [aHHoe HabnwogeHne noavyepKkuBaet
[IMarHOCTUYECKYIO LEHHOCTb FrEHETUYECKOro o6cneloBaHus
npyv anuaencuu.

3akntoveHue. [peacTaB/iEHHbIV KIMHUYECKUIA Cllydan
ABNSETCA NPUMEPOM TOro, KaK BaKeH TuWaTeNbHbl noa-
60p MeTOLOB [MArHOCTUKKM ANnA BepubuKauuu auarHosa
M Ha3Ha4YeHUs aleKBaTHOM Tepanuu.



MARFAN SYNDROME, NEUROLOGICAL COMPLICATION AND ITS TREATMENT

Harshal Nagpurkar
Scientific advisor: Popova L.Y., MD, Prof

Orenburg State Medical University, Orenburg, Russian Federation

Background. Marfan syndrome (MFS) is a disorder
caused by a defect of connective tissue. The defect present
on chromosome 15 having FBN-1 gene.

Case report. Patient of 2 years was admitted. Medical
history: surgical treatment of clubfoot after birth and surgi-
cal treatment of inguinal scrotal hernia after 14 months,
child has aggressive and negative behavior. Underdeveloped
subcutaneous fat layer, macrocephaly, anti-mongoloid eye
section, arched palate, small ptosis of both eyes arach-
nodactyly of the hands and feet, enlarged lower thoracic
aperture, keeled chest, and flat valgus feet. Neuropsychic
development: delayed motor and speech development.

At the time of examination, ECG of the heart shows con-
genital heart disease with an arterial septal defect about
6-7 mm, patent ductus arteriosus about 2.5-3 mm and
stage 1 prolapse of mitral valves and stage 1 prolapse of
tricuspid valves in the patient.

11l mecTO B NnocTepHoOMn ceccum

Diagnosis: MFS, CHD, ASD, open ductus arteriosus.
Delayed motor and speech development. Keel-shaped
chest. Flat valgus. treatment of choice was symptomatic
drug therapy. The patient is recommended to take calcium
D3 1/2 TA x 1 time a day 2 weeks 4 courses a year to
strengthen bones with an interval of 3 months. NSAIDs,
L-carnitine substitute 15 drops X 2 times a day 1.5 months 3
courses a year to induce muscle to strengthen and myogen-
esis. Beta-blockers and angiotensinogen2 blocker.

Corrective surgical treatment like aortic root replace-
ment, ligation, and grafting of heart.

Conclusion. The prevalence of Marfan syndrome by
appeal was 0.003%. Multiple organ damage in 2 years old boy.

The case shows that patients with MFS have much life
expectancy if diagnosed and treated accordingly. Thus fur-
ther clinical study and research for understanding patho-
genesis and improve quality of treatment and diagnosis.

CUHAPOM KA/IVZIMAHA Y AEBO4YKU-NOAPOCTKA

Maromeposa I.U., N'pekoBa A.B., Llecopyk B.T.

Hay4Hbi pyKoBoauTenb: KapayeHuoBa W.B., K.M.H., IOLEHT
PoccvincKMin HaLMOHaNnbHbIM UCCNefoBaTENbCKUA MEAULMHCKMI YHUBepcuTeT um. H.U. MNMnporos.a,

MockBa, Poccuiickas ®egepauus

AKTyanbHocTb. CuHapom KannmaHa — HacneacTBeH-
Hoe 3aboeBaHMe, XapaKTepm3yeTcs 3aePHKOM UK OTCYT-
CTBMEM TMONOBOr0 CO3pPEBaHWs M HapyleHUnemM OBGOHAHMS.
Ha cerogHsalWHMIA OeHb WM3y4YeHWe AaHHOro 3abosieBaHus
aKTyalbHO B CBSI3W C HEO6X0AMMOCTblO 6osiee paHHero
BbISIBJIEHWS AAHHON NaTONOrMUM.

KnuHunyeckun cnyyvan. [esouyka [., 17 neT, nocty-
nuMna c xanobamu Ha OTCYTCTBME BTOPMYHBLIX MOMOBbIX
NPU3HAKOB, MEHCTPYaLMKN, CHUXKEHWE 0O6O0HAHUA. [Jo nepu-
oaa nybepTtaTta pocna U pasBuBanacb CornacHo BO3pacTy.
HacnencTBeHHOCTb OTArouleHa: y ABOKOPOAHOW CecTpbl —
3aJepxKa Noa0BOro pa3BUTUS HESICHOTO reHesa. [Npu ocmo-
Tpe: pocT — 172 cm, Macca Tena — 92 kr, UMT = 31 Kr/m2
(oxupeHue | cteneHn). MosioYHble Kefe3bl He pPa3BUTHI,
He yBeSIMYeHbl, COCKM He MUIMEeHTUpOBaHbl. [pu ABYpyY-
HOM WCCNefoBaHWW: MaTKa MeHblle BO3PacTHOW HOPMBbI.
MpraaTkn ¢ o6enx CTOPOH He onpeaenstoTcs, 06aacTb MX
6e36one3HeHHa. Popmyna nonosoro passutusa: Pb 1 Ma
1 Me abs. TopmMoOHanbHbIM NPOGUNL: TOTEUHUIUPYIOLLUI

ropMoH — O ME/n, oonanKynoctumynmpyoumm ropMoH —
0,17 ME/n, actpaguon — 75 HMONb/N, TECTOCTEPOH —
1,64 Hmonb/n. Y3W opraHoB manoro tasa: pa3Mepbl Tena
MaTKM 31%X16X%X30 MM, AMYHUKM MEHbLUE BO3PACTHOM HOP-
Mbl. PEHTFreHOrpaMmma KUCTen PyK: KOCTHbIM BO3pacT COOT-
BeTcTByeT 11-11,5 rogam. MoctaBneH gnarHos «CuHApPOM
KannmaHa. AHocmus. Oxkupenue | cteneHw». lpoBeaeHa
Tepanus: acTpaguona BanepaT 2 Mr/cyT, Ha GoHe KOTOpPOM
OoTMEeYaeTcs MOoNOXMUTeNbHas AMHaMWKa B Buae Gopmupo-
BaHWS MOSIOYHbIX }KeNe3 U NOSBAEHNS MEHCTPYanbHONOA06-
HbIX peaKLu1m.

3aknw4yeHue. [laHHblM KIWHUYECKUW cnyyan nog-
TBEPXKAAET BaXXHOCTb AMCMNAHCEPHOro HabNAEHNS 4EBOY-
KW C LieSbl0 CBOEBPEMEHHOMO BbISIBAEHMS Pa3/IMYHbIX HapY-
LEHUN nonoBoro passutusa. CBoeBpeMeHHOE Ha3HavyeHue
3aMeCcTUTENIbHOM TFOPMOHaNbHOW Tepanuu CcrnocobCeTByeT
GOPMUPOBAHUIO KEHCKOTO peHoTMNa, MOABNEHUIO MEHCTPY-
albHOMOAOOGHOM peaKLMK, 3aKPbITUIO 30H pocTa U n3basne-
HUI0 pebeHKa OT MCUXONOMMYECKMX U CoLManbHbIX MPo6aeM.

KJIMHUYECKOE HABJIIOAEHUE PEBEHKA C CUHAPOMOM POMAHO-YOPAA

KypkypuH K.K., YceHKko H.A.

Hay4Hbi pyKoBoguTenb: TOHKMX H.A., K.M.H., AOLEHT

JOHEeUKM HaUMOHaNbHbIM MeAULIMHCKUIK YHUBEPCUTET MMeHU M. TopbKoro, [JoHeuK, YKpanHa
MHCTUTYT HEOTNIOXKHOW M BOCCTaHOBUTENbHON Xupyprun nm. B.K. lNycaka, [loHeuK, YKkpanHa

AKTyanbHOCTb. AKTya/lbHOCTb MPoO6GAEMbl CUHAPOMA
yaanHeHHoro mHtepBana QT (LQT) obycnoBneHa fOKa3aH-
HOWM ero CBfA3bl0 C Pa3BUTMEM NAPOKCU3MaNbHOW Xenyaoy-
KOBOWM TaxuKapAuu, CUHKONabHbIX COCTOSIHWUI, BHE3AMHOM
CepaeyHom cMepTH.

Llenb — onucaTb KIMHUYECKUI ciyYan pebeHKa C BPOXK-
AeHHbIM cuHapomom LQT (PomaHo—-Yopaa).

Matepuanbl U MeTOAbl: aHannM3 amOynaTopHOW KapTbl,
UCTOPUK BONESHMU.

(2]
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E SHORT REPORTS

KPATKUE COOBLUEHUSA

KnuHunyeckuin cnyydann. [leBoyka 7 net, nocrtynuna
B OTAENEHWEe ANS YTOYHEHWS reHe3a CUHKOMasbHbIX COCTO-
AHUKN, ObICTPON YTOMISEMOCTU, CNabOCTU, HapyWeHUN CHa.
CvHKOMNe BnepBble BO3HWMKAO 3a 2 roga A0 ob6palleHus
B K/IMHWMKY BO BpeMs MpocMoTpa TeseBu3opa. [anee otme-
Yyasncb aNM304bl MOTEPU CO3HAHWUS B LIKOE, KOTOPbIE Y4K-
Tens pacueHMBanM Kak «nafeHus». HakaHyHe nocTynieHust
B K/MHWKY [JeBOYKa ynana W yaapunacb ronoBOW, mocne
yero Haxogunacb 6e3 co3HaHua B TeyeHne 10 muH. MMocne
06MOpOKa AeBOYKa HUKOIo He Y3HaBana, 6blna 04eHb BAOW.
N3 pe3ynbraToB KAMHWYECKoro obcnefoBaHus obpaliano
Ha cebs BHWMaHWe YAJIMHEHUE KOPPWUIMPOBAHHOIO WMHTEP-
Bana QT go 489 mc Ha ctaHgapTHon JKI. Ha 33l — and-
dy3Hble W3MeHeHMS OGMO3NEKTPUYECKUX TMOTEHLMANOB,
MOBbILLIEHHAs CYAOPOXHas FOTOBHOCTb FOOBHOMO MO3ra.

BbicTaBneH gnarHos «CUMHAPOM yAJMHEHHOro uHTepBana QT
(bopma PomaHo-Yoppaa)». Anunencus ¢ MUHUManbHbIMU KOr-
HUTUBHbBIMW HapyLIeHNaMK. HasdHavyeHa Tepanus ateHo10/10M
1 Kap6amasenuHoMm, Ha GoHe KOTOPOW CaMO4yBCTBME AEBOY-
KM yNnyyLnNoch, 3aNM3040B NOTEPH CO3HAHUS HE OTMEYaNoCh,
nocne 4ero poAUTENN CaMOCTOSATENIbHO OTMEHWUIN aTEHONO.
Yepes 6 mec geBOYKa AocTaB/eHa B OTAENIeHNE UHTEHCUB-
HOW Tepanuu B COCTOSIHUM KIIMHWYECKOM CMePTH, NPOBEAEHME
peaHMMaLMOHHbBIX MEPOMPUSATUI HE MMENO ycrnexa.

3aknouyeHune. OCO6EHHOCTbIO JAHHOMO KJAMHUYECKO-
ro cay4das SBASeTCs coyeTaHWe NMepBUYHOM KaHanonatuu
C anunencuen, nepBuYHOe obpalleHUe B KIAMHUKY cny-
cTS 2 rofja nocne nepBoro anuM3oga NOTEPU CO3HAHMUS,
HU3KWMIN KOMMNAeHC poauTenen, 4YTto MpuMBeENo K rmbenu
pebeHKa.

MHBA3UBHbIE MUKO3bl B NPAKTUKE BPA4YA-HEOHATOJIOIA.

KJIMHUYECKOE HABJTIOAEHUE

CoiToBa E.A.

HayuHbi pykoBoguTensb: [aHnHa 0.C., K.M.H., IOUEHT
CapaToBCKui rocyiapCTBEHHbIN MEAULMHCKUI YHUBEPCUTET M. B.N. PagdymoBcKoro,

Capatos, Poccuiickaa deaepauns

AKTyanbHOCTb. HECMOTpPS Ha ycnelwHoe UCNonb3oBaHue
@HTUMUKOTUKOB, B HEOHATONIOMMK OCTaAETC aKTyasbHOW Npo-
611ema MUKO30B. Cpean HMX 0COBLIN MHTEpEeC NpeacTaBASoT
MHBa3MBHble MUKO3bl (MM), YacToTa KOTOpPLIX 3a nocnegHue
rofibl BO3pocna, 0cCoO6eHHO B rpynne geTten ¢ IKCTpeManbHo
HU3KOW Maccou Tena U 04eHb HU3KOM Maccon Tena.

KnuHuyeckuin cnyyan. lMauuneHT B., poxaeH ot 3-#
6epemMeHHOCTH, 3-Xx pPoAoB, MyTeM onepauunn Kecapeso
ceyeHue. lecTauMOHHbIM BO3pacT — 26 Hefd, macca Tena
npu poxaeHun — 780 r. OueHKa no APGAR — 3/4 6annos.
Pe6eHoK npebbiBan B OTAENEHUU peaHUMaLUn U UHTEHCHB-
HOM Tepanuun HOBOPOXKAEHHbIX (OPUTH).

B Bospacte 1 mec npu MNpoBeAEeHUM aHann3a MOouM
Ha ¢nopy obHapyxeH pocT rpuéos C. albicans 1,0xX105
MWKPOOBHbIX KNeToK B 1 M. AHann3 KpoBKu Ha dnopy pocTa
He aan. Ha Y3W noyek: paclumpeHume noxaHoK 3a c4eT Gopmu-
poBaHusa rpubKoBOro ambona ¢ 06enx CTOpoH. BbicTaBneH
AnarHo3 «MHBa3uBHbIN KaHAMAO3». HayaTto amnupuyeckoe
nevyeHune daykoHazonom. PocT am60/0B npogomKancs.
Mocne nony4yeHns pesynbTatoB HyBCTBUTENbHOCTU K aHTUMMU-

KOTMKaM HayaTta 3TMoTponHasa Tepanus amdoTepuLMHom B.
MonoxutenoHasa AMHaMUKa He Habntoganacsk. AMPOTEPULMH
B 3ameHeH Ha MUKadyHruH. K 4-m cyT OoTMeyeHa nosno-
UTeNbHaa AMHaMWKa (YMeHblleHWe pa3mMepoB 3MO0/10B
Cc 06enx CTOPOH).

06cyxaeHue. IM60/bl B NOYKax NpeacTaBasioT cobom
BapuaHT rpMOKOBOW BMONSIEHKM Ha GUOSTIOrMYECKON MOBEPX-
HoCTW. [loceB KpOBU Ha Giopy Aan oTpuLaTenbHbIR pe3ysb-
TaT Npyv KaHAMAypuu u3-3a NpoduNakTUYecKoro npume-
HeHua dnykaHo3ona B OPUTH. Tepanua amdoTepeunHom
B 6bina HeadpdeKTUBHaA, HECMOTPS Ha BbIABAEHHYIO 4yB-
CTBUTENbLHOCTb, T.K. B YC/I0BMUAX labopaTopuun onpenenser-
CSl YYBCTBUTENbHOCTb MNAHKTOHHbIX KJIETOK, @ GUOMNEeHKHU
yctonymee B 1000 pas, Kpome Toro, 4yem 6onee 3penas
6uonneHka, Tem meHee abdeKTUBEH Npenapar.

3akniovyeHune. IOHEKTUBHOCTbL MUKadyHr1MHa 06ycnoB-
fleHa HaKomnJieHMeM AO0CTaTO4HOM WMHIMOUPYIOLLEN KOHLIEH-
Tpauuu Ana AUCMEPCUU 3Peon GUOMNNIEHKU. B ocTanbHbIX
cnyyanx, abdEeKTUBHOCTb MOMYT UMETb NIMllb KOMOUHaLMUK
aHTUMUKOTUKOB.

KTMHUYECKUM CITYYAU NO3AHEN OUATHOCTUKU ®EHUNTKETOHYPUM

Kapakau E.M., NognecHasn O.H., UBaHoB I.B.

Hay4Hbi pykoBoguTtenb: CtatoBa A.B., K.M.H., JOLLEHT
Ky6aHCKUI rocyaapcTBEHHbIM MEAULIMHCKMI YHUBeEpcHTeT, KpacHoaap, Poccuinckasa Pepepauma

AKTyanbHOCTb. PeHuNKeToHYpUs (PKY) — ayTocoMHO-
peueccrMBHOE 3a60/ieBaHNE C TAXKENbIM MOPaAXKEHNEM LIEH-
TpanbHOM HepBHOW cucTtembl (LLHC).

KnuHunyeckun cnyyai. FOHowa 16 neT nocTynun ¢ kano-
6amMu Ha TPEMOP PYK, HapylLleHne xoabbbl, peyn. U3 aHaMHe-
3a M3BECTHO, YTO B FPYAHOM BO3pacTe oTMeYanach 3ajepkKa
NMCUXOMOTOPHOIO Pa3BUTMA, B 2 rofa yCTaHOBNEH AMAarHo3
«ATUMUYHBIA ayTU3M», ¢ BO3pacTa 13 neT nofy4yaeT aHTUKOH-
BY/IbCaHTbl B CBfI3W C anunencuen. LononHUTENbHO Bbisic-
HEHO, 4TO ¢ 5 neT cTan oTMeyaTb MosIBEHWE Tpemopa pPyK
npy¥ 3MOLIMOHANbHOM Harpy3ke, ¢ 9 neTt nosiBunacb 60/b
B KOMeHsX, B 12 neT — CTOWKWUM Tpemop pyK, B 13 net —
NEBOCTOPOHHMI remunapes, HapylweHue MOXOAKW, anuaen-

TUYEeCKMEe NapoKcHn3Mbl. Pe6eHOK OT 3-1 6epeMeHHOCTH, Npo-
TeKaBllen 6e3 0CO6EHHOCTEN, 2-X CPOYHbIX POAOB. 3aKpuyan
Ccpasy, Ha rpyaHoM BCKapmnuBaHuu fo roga. C BospacTa
6 MeCc oTMevanacb 3ajeprKKa HepBHO-MCUXMYECKOro pas-
BUTUA. [OMONAHWUTENBHO BbISCHEHO, 4TO PebeHOK POoXKAEeH
B POAWSIBHOM AOMe, NOocfe BbIMUCKU M3 POAWMNBHOIO LoMa
CeMb$i CMEHWNa MECTO XUTeNbCTBa (CMeHa pernoHa nNpoxKu-
BaHus). Bnepsble B Bo3pacTe 16 net npoBejeHa TaHAeMHas
MaccC-CNeKTPOMETPUS KPOBU: Pe3KOe MNOBbILEHNE KOHLEH-
Tpauuun peHnnanaHmHa u cootHoweHuns Phe/Tyr; npoBeaeHa
[OHK-anarHocTiKa ¢ uenblo nomMcka Hanbosee 4acTbix MyTa-
umn npu ®KY: natoreHHbi BapuaHT R408W B retepo3urot-
HOM COCTOSIHMM, YTO noaTBepxAaeT anarHo3 PKY. Manbymk



nony4yaeT HU3KOGENKOBYIO ANETY, aHTUKOHBY/IbCAHTbI, MPOTH-
BOMaPKUHCOHUYECKWE MNpenapaThl, e4ebHy0 GUIKYILTYPY,
bU3noTEPaneBTUYECKOE NeYeHue.

06cyxaeHue. MpeacrasneHHan HacneACTBEHHas naTo-
norua Tpebyer CBOEBPEMEHHOW AWMArHOCTUKM M CTPOrow
aveToTepanuu. PaHHAS IMAarHOCTKa BO3MOXHA B XO/1e Heo-
HaTaNbHOro CKPUHUHra. B CBA3K C TEM, YTO CEMbS CMEHH-

Nla MEecCTO XWUTeNbCTBa, Oblla HapylleHa NPeeMCTBEHHOCTb
B paboTe CTPYKTYPbl WKEHCKasA KOHCYAbTaLMa — POAUbHbIN
[IOM — AeTcKas NOAUKINHUKAY.

3aknw4vyeHune. KnnHUYECKUH cnyvyalm AEeMOHCTPUpPY-
eT HebGnaronpusaTHbIN MCXxoa No3aHen AnarHocTukn PKY.
CBoeBpemMeHHasn AnarHocTnKa v neyeHne no3BonatoT nsbe-
aTtb TAxenoro nopaxenusa LUHC npu ®KY.

KJIMHUYECKUMU C/TYYAN KUCTO3HON ®OPMbI AJEHOMMUO3A Y JEBOYKU-NMOAPOCTKA

LUecopyk B.I., MaromepoBa IN.U., lony6koBa B.M.

HayuHbi pyKoBoauTenb: KapadyeHuosa W.B., K.M.H., AOUEHT
POCCMMCKMI HaLMOHaNbHbIM UCCNeaoBaTEeNbCKUN MEANLMHCKMI YHuBepcuTeT um. H.U. Mnporosa,

MockBa, Poccuiickas ®enepauus

AKTyanbHOCTb. B HacTosllee Bpemsa npobnemMa reHu-
TanbHOro 3HAOMETPMO3a npunobpena ocobytd 3HAYNMMOCTb.
B cBSA3KM ¢ OTCYTCTBMEM NATOrHOMOHMYHbIX MPU3HAKOB 3a60-
neBaHusi 0co60€e BHUMaHWE NPUBMIEKAIOT AEBOYKU-MOAPOCT-
Kn C ¥anobamu Ha 06WIbHblE MEHCTPyaLuW, KPOBSIHblE
BblAENIEHUS «<MaXKyLLEro» xapakTepa v Ta3oBble 60/u.

KnuHuuyeckui cnyvamn. MNaunerHtka P., 15 neT, »kanobbl
Ha aUMKIMYECKMEe MaXylime KPoBSiHblE BblAENEHMS, CXBAT-
KoobpasHble 6011 BHU3Y KMBOTa. BbinonHeHo Y3U opraHoB
Masnoro Tasa: TeNo MaTKWU PacnoioKEeHO CPeanHHO, OTKJIO-
HeHO Knepeau. Pasmepbl 70X57xX78 mMm. CTpyKTypa MUO-
MeTpus HeogHopoaHasa. 3 nepeaHen CTEHKU UcxoauT obpa-
30BaHue oKpyrnon dopMbl 45X30%X35 MM C KUAKOCTHbIM
COAEPHKMMbIM C MENKoAUCNEPCHOM B3BECbID. M-3x0 11 MM,
runepaxoreHHoe. lMNpaBbii AUYHUK: 34X28X23 MM, donau-
Kynbl 3—4 MM. JleBbin ANYHUK: 30X18%25 MM, GONNUKYbI
3—4 mm. Mo gaHHbIM MPT: 06bemMHOe 06pa3oBaHue crneayet
anbdepeHunpoBaTb C 04aroMm ageHomMuo3a C remopparu-

Il MecTO B NocTepHOM ceccum

YeCKOM MNONOCTbI0O U MUOMOW MaTKM C KPOBOWUINUAHUEM.
OHkomapKepsbl (Alpha-FP, bHCG, CA-125, CA 19-9) B npeae-
flax HopMbl. fOpMOHanbHbIM Npodunb B HopMme. lNocTaBneH
AnarHo3 «AJeHOMMO3, KUCTO3Has dopmar. PekomeHaoBaHa
Tepanus AMeHorecToM no 2 Mr/cytT 6 mec ¢ NpoBeAeHUEM
KOHTposbHOro Y3M n MPT. Ha ¢doHe Tepanun — auuknanye-
CKMEe KPOBSIHble BblAENEHUSA U3 MONOBbIX NyTen. Y4uTbiBas,
4YTO pa3mepbl 06pa3oBaHMA MO JaHHbIM Y3W ocTatTcs
NPEeXHUMHU, MoKa3aHa Tepanuns aCTPoreH-rectareHHbIM npe-
napatom 6 Mec, remocTaTuyeckas Tepanus, Ha GoHe KOTO-
poi oTMe4yeHa cTabuamsauns COCTOAHMUS.

3aknoueHune. CBoeBpeEMEHHAs ANArHOCTUKa M neve-
HWEe TeHWTaNnbHOro 3HAOMETPMO3a Yy AeBOYEK Mnomoraet
COXPaHUTb PEenpoayKTUBHYIO GYHKLMIO. TIpU KUCTO3HbIX
dopmMax ageHoMMO3a Tepanua recrtareHamu no3BonseT
OCTaHOBWUTb MporpeccupoBaHne 3aboneBaHUs U MOAro-
TOBWUTb K OonepaTuBHOMY Jie4eHuio (ecnu TakoBoe OGyaeT
LienecoobpasHbIM).

KJIMHUYECKUHN CNTYHYAN TEYEHUA KNELWWEBOIO 3HLEDAJIMTA C UCXOA0M

B KOXXEBHUKOBCKYIO 3MUNENCUIO

ApanumvoBa H.C., PycckuH B.O., ikumos H.A.

Hay4Hble pykoBoguTtenu: XonuH A.A., 4.M.H, npodeccop; ConoBbéB B.b., Bpay-HeBpoior
PoccvincKmin HaLMOHanbHbIM UCCNefoBaTENbCKUA MEAULMHCKMI yHUBepcuTeT um. H.U. MNMnporos.a,

MockBa, Poccuiickas ®egepauus

AKTyanbHoCTb. OCTpblM BUPYCHbIN KNelweBOW 3HLe-
danut — 3aboneBaHWe C TPAHCMWUCCMBHBLIM MEXaHW3MOM
nepeaayu, y KOTOporo Ha AaHHbI MOMEHT HET JOKa3aHHO
3ddEKTUBHOro nevyerHns. Ho ato nuwb HagBogHas 4acTb
ancbepra — aKTya/lbHOCTb J@aHHOIO KAMHWYECKOro ciy4yas
o6ycnoBfeHa CKJIOHHOCTbIO 3ab0/ieBaHUs K NPOrpeauveHT-
HOMY Te4yeHunio ¢ GOPMUPOBAHMEM CTOMKMX OCTaTOYHbIX
AB/IEHUIN B UCXOAE.

KnuHunyeckun cnyuau. [launent K., 4 roja.
[epuHaTanbHblM aHaMHE3 He OTArouleH, peb6eHoK OT 2-X
poaos, no wkane APGAR — 8/9 6annoB. B Bo3pacte 2 net
nepeHec Cepo3Hbl MEHWMHIO3HUedanuT TaXenowm crene-
HW — OTeK MpaBOro Moaylapus roloBHOrO MO3ra, Koma-
TO3HOE COCTOSIHME, LUEeHTpasibHbIM TeTpanape3 C aKueH-
TOM cNneBa, CYAOPOXHbIM cUMHAPOM. Ceponornyeckun Obin
BepubULMPOBaH BUPYCHbIM KneweBon aHuedbanut. CnycTa
2 Hefl — BbIXOJ M3 KOMbl, HO COXPaHSANUCh anNuaenTuieckme
NPUCTYNbl C MOTEPEN CO3HaHWUA. Yepe3 4 Mec cocTosiHue
YXyAWKNI0Cb — MOSBUINCE FEMUKOHBY/IbCUBHbIE MNapLM-

anbHble MNPUCTYNbl CneBa C reHepanus3auunen. Ha ¢oHe
NPOBOAMMOM NMPOTUBOIMNUAENTUYECKON Tepanuu (npenapart
Ba/fibMpPOEBON KUCNOTbl, Kap6amasenuH, 6eH306apbuTan)
NPUCTYMbl KYyNMpPoBannch, HO 3aTeM BO30OGHOBMAUCH C 60/1b-
wen vyactoton. Mo MPT — atpodus ¢ paclumpeHmem cyba-
paxHouganbHbIX MPOCTPAHCTB M KUCTO3HO-TIMO3HOM TPaHC-
dopmaumen cnpaBa. I3 — naTepanm3oBaHHble pas3psigbl
cnpaBa.

O6cyxpeHune. bbin noctaBneH agvarHo3 «KoXeBHU-
KOBCKas anuiencus» n onpeaeneHbl NoKazaHns 4na GyHKLUK-
OHa/lbHOM remucdepoToMumM NpaBoro noaywapusa. cxog —
Engel IA.

3aknwyeHue. OCHOBHas UeNb U MbIC/b NpeacTaBfeH-
HOIO KIMHMYECKOrO cllydass — He TOJIbKO OTparKeHue nep-
CMEKTMB B XMPYPIrMYECKOM MOAXOAE K JIEYEHUIO CTPYKTYPHOM
3NWUENCHUN, HO N Be3ycnoBHaAs BaXHOCTb CBOEBPEMEHHOM
BaKLMHOMNPOPUNAKTUKM KheweBoro aHuedanuTta, Kotopas
C BbICOKOW [0NIeN BEPOATHOCTU NpeaoTBpaTuaa 6bl pa3Bu-
TWe MEHMHTO3HUebannTa n ero NOoCNeAcTBUM ANs NauueHTa.
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KPATKUE COOBLUEHUSA H SHORT REPORTS

KJIMHUYECKUUN CZTYSAU CUHAPOMA NAUENNA

B CTABPOINOJ/IbCKOM KPAE
Ky6aHosa J1.T.

Hayu4Hbi pykoBoguTenb: bapbiuesa J1.10., 4.M.H., npodeccop
CTaBpONoONbCKUIM FrOCYAapCTBEHHbIM MEAMLIMHCKUI YHUBEpcUTeT, CtaBpononb, Poccuninckas ®eagepaums

AKTyanbHocTb. CuHapom CtuBeHca-[xoHcoHa (CCL)
M TOKCUMYECKUI anuaepManbHbli Hekponua (TAH, cuHapom
Nanenna) — TsKenble annepruyeckne peakLmn samenneH-
HOro TUNa ¢ OGLMPHBLIMKU ANUAEPMAsbHbIMU NMOPAKEHUAMM.

Yactota — 0,4-1,2%, cmepTtHocTb npu CCA — 5%,
npu TO9H — 30-35%.

Tpurrepbl CCA 1 TOH: nekapcTtBa, MHbEKLUMN, HOBOOGpa-
30BaHusa. X B3aMMoaeNCTBUE C KEPATUHOLMTAMK Bbl3blBa-
€T anonTo3 NocneaHux 1 OTC0eHUe anMaepMuca.

HavanbHble cMMNTOMbI HecneLndbUYHbl. B ocTpom nepwm-
oje 3 cTaguu: aputemaTo3Has, 6ynne3Has U AecKBaMma-
UMOHHas. Mpu BbI3AOPOBNIEHMM MPEKpPaLLAeTCs OTC/oMKa
anuaepMuca, Ha4MHaeTea peanuTenn3aums.

MeTtonoB nabopatopHon Bepudukaumm CCL m TIH
B HACTOSILLMIA MOMEHT HET.

KnuHuyeckuin cnyyai. MNauuneHtka J1., 16 net, B uioHe
2019 r. agnarHoctupoBaH OGUPEHOTUMUYECKUN NENKO3.

Tepanusa no npotokosam OMJI-2007 u MB-0J1/1-2015.
OCNOXKHEHNS: BTOPUYHASA LIMTOMEHMUS, TSXKENbIM CTOMAaTHT.
B Tepanuu: aHTMGaKTepHuanbHble npenapaThbl U KOIOHWMECTH-
mMynupyowmn daxktop. NpucoeamHunnmce npossineHns TIOH.
Manyne3Ho-6ynnesHas cbiNb Ha 80% KoOXW. JIumdoyanbl
B MpaBov noaMbiwe4yHon ob6nactu — 1,5 cm, 60/IE3HEHHbIE.
l[enatomeranng — +1,5 cm 13-noa Kpas pebepHon ayru.
B KnMHMYyecKom aHannae KpoBu — uuTtoneHus. KK — cuHy-
coBas TaxuKkapaus.

HecmoTpst Ha NpoBOAMMYIO Tepanuto, B T.4. aHTMOaKTe-
puanbHyto, NpucoeaMHuNach reHepann3oBaHHas GaKTepwm-
anbHO-rpnbKroBas MHOEKUUS, pa3Buiacb MoJMOpraHHas
HepgocTaTo4yHOCTb M 23.08.19 pebeHOoK norm6.

3aknyeHue. Y NaumeHTKn UMEeNo MeCTO HEeYyKJIOHHO
nporpeccupytoliee Te4eHne 3aboneBaHus C BblparKeHHOM
PE3UCTEHTHOCTbIO K MPOBOAUMON Tepanuu.

KJIMHUYECKUE C/TYHAU CUHAPOMA AU AKOPAXKU B CTABPOINOJ/IbCKOM KPAE

Ky3HeuoBa B.B.

Hay4Hbi pyKoBoguTtenb: bapbiyesa J1.10., A.M.H., npodeccop
CTaBponofbCKMI FrocyaapCTBEHHbIN MeanLMHCKNIM yHnBepcuTeT, CtaBpononb, Poccuinckasa degepaums

AKTyanbHocTb. CuHapom Au xopaxu (CAL) — nep-
BUYHbIN UMMYHOAEDUUMT, 0OYCNOBNEHHbIN MUKpOAEneLm-
en ANIMHHOro nnedva 22 XpoMOCOMbl. PacnpocTpaHeHHOCTb
1:4000-6000. XapaKkTepuayeTcs BPOKAEHHbIMU MOPOKaMU
cepaua (BMC), runonapatMpeos3om, nuueBbiM Aucmopdus-
MOM, anfnasuemn TuMyca, THKeNbIMU UHOEKLUAMU.

Monubi CAL (1%) npoTeKaeT No TUMy TAXENOoro KoM6um-
HMPOBAHHOrO UMMYHOAebULIMTa, YaCTUYHbIN XapaKTepusy-
€TCH HE3HA4YMTENIbHbIM CHUXEHUEM WMMYHOrnobynuHos, T
n B-numdoumnTtos.

KnuHuyeckne cnyyau. MauneHTtka W., pogmunacb ot 2-1
6epeMeHHOCTH, NpoTeKasllen Ha ¢oHe HCV. Ha 6-e cyT
nocne poxaeHus guarHoctuposaH BIC, npoBegeHa xupyp-
rMyecKas KoppekLums.

O6BbEKTUMBHO: CTUIMbl AM33mbpuoreHesa, 3afepiK-
Ka ncuxope4vyeBoro passutuda. o AaHHbIM nabopaTopHO-

ro ob6cnengoBaHUss — NEWKO- M NUMOOMNEHUS, CHUXKEHUE
T-numdoumnTtoB, T-xennepoB, T-KunnepoB. [lpu reHeTuye-
CKOM uccnegoBaHuu noatesepxaeH CAL.

MaumneHt K., oT 2-1 GepemMeHHOCTH, MpoTeKaBlEeNn
C Yyrpo3o# npepbiBaHus. NpeHaTanbHO yCcTaHOBNEHa TeTpa-
na ®anno, onepupoBaH B 4 n 9 mec. Mmetotcs 3aaeprka
pa3BUTUS, CTUTMbl AN33MOpUOreHesa. B MMMyHHOM cTaTyce
T-KNeTo4YHbIN UMMYHOAEDULNT, CHUKEHME UMMYHOTNOBYNN-
HOB. BbicTaBneH anarHos CA/.

3aknioveHune. purBeaEHHbIE ClyYau AEMOHCTPUPYIOT
CNOXHOCTb AMArHOCTUKKM HenonHoro CA /[, Tak KaK B KJIMHK-
YyecKon KapTuHe nuanpyet BIC, 4To 06ycnoBaMBaeT HEO6X0-
[IMMOCTb MIMMYHOJIOTMYECKOI0 U rEHETUYECKOro 06¢ne10Ba-
HWS JaHHbIX NaLUMEHTOB.

KJIMHUYECKWUN CNYYAU OCTPOIr0 BUNTMHEMHOIO JIEMKO3A

CaB4yeHKo M.A.

Hay4Hble pykoBoauTenu: CTpemeHkoBa M.A., K.M.H., AoueHT; bbikoBa I.B., K.M.H
CraBpononbcKkuii focyaapcTBeHHbIn MeanumHcKuin YHuBepcuteT, CTaBpononb, Poccuiickas Penepauus

AKTyanbHoOCTb. OCTpbIM GUIMHEWHbBIA JIEUMKO3 COCTaB-
NnFeT peaKylo rpynny 3aboneBaHui, XxapaKTepuayeTcs Tpya-
HOCTSIMM B [AMArHOCTUKE, JIEYEHUU U HEeBNaronpUATHbIM
NMPOrHO30M.

KnuHuyeckun cny4yai. MauyuneHt H., 13 net. 10.04.20
NoCcTynua B OTAENeHWe remMaTtonormMm U AeTCKOM OHKOJOo-
TMW C MOOO3PEHMEM Ha OCTpPbIM NenKos. [1ebioT 3abone-
BaHus B deBpane 2020 r., Koraga 3aMeTuIn yBenunyeHue
M 60NEe3HEHHOCTb NMMaTUYECKUX Y3/10B LWeun chnpasa,
debpunuteT. B 06L1eM aHanM3e KPoBU: reMorno6umH 98 r/n,
apuTpoumnThl — 2,8x10%2/n, neitkountsl — 4,9%109%/n,

numebountbl — 74%, Hopmobnactel — 9%, MUENOLUTLI —
2%, toHble — 2%, CKOPOCTb OCeAaHWs 3PUTPOLIMTOB —
47 mm/d. Tpu ncenefoBaHUM MUenorpaMmmbl — KapTuHa
KOCTHOrO MO3ra COOTBETCTBYeT AuarHody «OcTpbli new-
Ko3». o pesynbrataM MMMYHOIOTMYECKOro, LUTONornMye-
CKOrO M LIMTOreHETUYECKOro UCCIef0BaHUM, BbIMOJHEHHbIX
Ha 6a3e HauMoHanbHOro MeAMLMHCKOro uccnegoBaTenb-
CKOro LleHTpa AeTCKOW remMatonoruu, OHKOMIOMMKU U UMMY-
HONMIOTMK MMeHU [AmuTpus PorayeBa, MOXHO MOCTaBUTb
anarHos «OcTpbld 6UNMHERHbIN nenko3: T-OJ1J1 ¢ KOo3k-
cnpeccuenn CD13, CD33, CD117, ETP (OM/)». JleyeHune



no npotokony OMJ/1-MRD-2018, Kypc nHayKkumn AMA2E.
Mpn ncenepoBannn MRD: onyxoneBbix KNetok — 0,792%.
YyuTbiBass MNONyYEHHbIW OTBET Ha Tepanuilo WHAYKUUK
no npoTtokony ans nedyeHus OMJI, peGeHKy Heo6xoaMMo
nposectn npotokon lb+ no ALL-MB-2015. B HacTosiuiee
BpeMs MauueHTy NPOBOAMTCH Kypc KoHconupaumm Ne 1.
CocTosiHWE yAOBNETBOPUTENBHOE.

06cyxpaeHue. [lnarHocTmyecKkas LleHHOCTb 3aKto4yaeT-
€S B TOM, 4TO TaKTUKa NevyeHuns 3aboneBaHuns onpegensercs

KOHKPETHbIM KJIMHUYECKUM CllyHaem W 3aBWUCUT OT AaHHbIX
nabopaTopHbIX NOKa3aTtenen.

3aKknoyeHne. Heo6xoanMMO paclinpeHne MOoneKynsap-
HO-FEHETUYECKUX UCCNefOBaHMN, a UMEHHO LMUTOreHeTu-
YeCKOro uccnefoBaHus — 37O NOMOXKET Hauboniee TOYHO
onpeaennTb MyTMPOBaBLUME FEHbl, YTO MOXET OblTb UCNOSb-
30BaHO A4 pa3paboTKku Hanbonee adpOeKTUBHbIX MPOTOKO-
NI0B Tepanuu, BK/oYas MCMNoAb30BaHWEe MNepCoHann3npo-
BaHHOMo nogxoAa Ans nauueHToB 4aHHOM rpynnbl.

K/IMHUYECKUM CNTYHAU AUADPATMAJIbHOW MPbIXKU Y PEBEHKA 8 MECALLEB YXU3HU

fipowko 0.U., KyamuHa E.B.

HayuyHble pykoBoauTenu: HeHaptoBuy U.A., LOLEHT Kadeapbl NOMKIMHUYECKON NeaMaTpum
benopycckas MeaMuMHCKaa akageMus nocneamnioMHoro oé6pasoBanns, MuHck, Pecnyénuka benapycb

AKTyanbHoOCTb. [uadparmanbHaa rpbia — nepe-
MellleHWe OpraHoB OGPIOWHOW MOIOCTU B TPYAHYID KNeT-
Ky 4yepes3 eCTeCTBEHHblE MW MATONOMMYECKME OTBEPCTUS
B Avadparme. Pa3Butne TakMx cepbe3HbIX MOCNEeACTBUM,
KaK runonniasus u caaBfieHUe NErkux, NosiBieHMe Nero4Hom
rMNepPTEH3MK, NOTEHUMaNbHAsa Yyrpo3a XW3HU onpeaensior
BaXHOCTb PaHHEN ANMArHOCTUKM NaToNOrMUN.

KnuHunyeckun cnyyan. MaymeHt M., 8 mec, rocnutanu-
3MPOBaH B CTaLMOHap € *afobamu Ha YacTble U 0BUSIbHbIE
CpbirMBaHUs nocne efbl, 60/bllie B HOYHOE BPEMS, C TEM-
HO-KOPWMYHEBBLIM COAEPXMMbIM. 3a 2 Hea A0 nocTynje-
HUS cTan 6eCnOKOMHbIM, MOSABMIOCH YpYaHWE B XKMBOTE.
CpbirMBaHust 6ecrnoKodT ¢ mecsua »um3Hu. OTmevanachb
NoNoXUTENbHAaA AWHAMWUKa Npu O06aBNEHWN aHTUped-
JIIOKCHOW CMECU (CpbIrMBaHUS MpPeKpaTuanucb, BeC Habu-
pan xopouwo). Ha ¢oHe BBeAeHWUS NPUKOPMa CPbIrMBaAHKUS
BO306HOBMAUCL. HanpaBneH B CTaLMOHap Ha KOHCY/b-
Tauui ¢ guarHo3oMm «[acTpoasodareanbHbii pedioKc
(FAP)». Ha 2-e cyT HabnAeHMA OTMeYannch Kawesnb, No3bl-

Bbl K PBOTE; HOYbD 06M/bHAA pPBOTA TEMHO-KOPUYHEBO-
ro uBeTta. AyCKynbTaTUBHO BbICAYWMBANUCh MNepucTab-
TUYeCKue WyMbl cnpaBa. B peaynbrate o6cnegoBaHus
(06K aHann3 KpoBM, peHTreHorpadms opraHoB rpyaHom
KNEeTKKU, KoMnbloTepHaa ToMorpadus) BbiCTaBNeH AMarHo3
«BpoxkaeHHbIn nopokK pa3sutua (BIP): rpbixka nuweBoaHO-
ro orBepctusa auadpparmol. FNAP. 330dparut. AHemusa 1 cte-
neHu, xenesogedbuunTHasn, CMellaHHOro reHesar. Pe6eHoK
nepeBefeH B OTAENEHUE IKCTPEHHOM XMPYPruv Ans Aanb-
Henwero neveHus.

0O6cyxpaeHue. [lnarHoctuyeckas LUEHHOCTb npea-
CTaBJ/IEHHOrO Cclly4as 3aKnio4aeTcs B C/IOXHOCTU paHHero
BbIIBAEHMA gnadparmanbHblX rPbiXK, OTCYTCTBUMU AOKHOIO
BHUMaHUS K nNpobneme ANUTENbHbIX CPbIrMBaHUI y AeTen
paHHero Bo3pacTa.

3aKknyeHue. [laHHbl KIMHWUYECKUA Cllyd4ah NOKa3bl-
BaeT C/IOXHOCTb CBOEBPEMEHHON ANArHOCTUKM BBUAY OTCYT-
CTBUSA TUMUYHON CUMMNTOMATUKK, XapaKTEPHOW ANS AaHHOrO
NOpOKa PasBUTUS.

K/IMHUYECKUHX CNNYHAU NALMUEHTA C CUHAPOMOM HEOHATA/IbHOM BO/TYAHKU

Manuynaa M.4., le6epeBa E.[., Ero¢aposa J1.H.

HayuHbin pykoBoaguTenb: Habanase .J1., K.M.H., JOUEHT
POCCUMCKMI HaLMOHaNbHbIM UCCNefoBaTEeNbCKUA MeAULUMHCKUI YHnBepcuTeT M. H.U. MNMnporoea,

MockBa, Poccuiickas ®enepauus

AKTyanbHocTb. CUMHAPOM HeoHaTalbHOW BOMYAHKM
(CHB) — 3710 ayToMMMyHHOe 3abofieBaHWe, CBAA3aHHOE
C TpaHcMNaueHTapHbIM NPOXOXKAEHWEeM MaTEPUHCKUX ayTo-
aHTuTen (aAT) K aHTureHam SSA/Ro n SSB/La, xapakTte-
puayloLleecs TPaH3UTOPHbIM BOMYAHOYHBIM AEPMaTUTOM,
NOSIMOPraHHbIMU HapyLWeEHUIMU, FreMaToNorM4eCKUMU n3me-
HEHUSMU U BpOXKAEHHOW AB-6n10Kagon.

KnuHnyeckuin cnyvai. lMNauneHT A.,, 1 mec, aKylep-
CKMIN aHaMHe3 He OTAroweH. PesynbraTbl NpeHaTanbHOro
CKPUHWHIA — oTpuLaTefibHble, MaTb CUCTEMHYIO KpPacCHYIO
BOMYaHKY oTpuuaeT. MocTynun B oOTAeNeHWe MaTonoruu
HOBOPOX/AEHHbIX B 5 AHEN U3HW. pn OCMOTPE Ha KoxKe
fIMLL@ Y KOHEYHOCTEW MOKPbITbIE KOPOYKaMM IpUTEMATO3HbIE
KOMbLEBUAHbIE GNAWKKM AnamMeTpoM o 1 cMm, wenyweHue
nagoHen un cTton. B obwemM aHanuMse KpoBU — TPOMOBOUM-
ToneHua. Ha 3KI — aTpuoBeHTpuKynapHaa 61okaga 2-u
cTeneHu. Peaynbratbl TeCTOB Ha BUpYyC AnwTeiHa—bapp
W LMTOMeranoBupyc oTpuuaTesnbHble. 3anofo3peH AMarHos

«HeoHaTanbHaa BoNYaHKa». Pe3ynbTaTbl BbIABUAM peak-
TMBHbIM FAN 1:320 cO cMmellaHHbIM PUCYHKOM WU MONOXMU-
TenbHble aHTU-Ro/SSA n aHTM-SSB/La ayToaHTutena> 320.
Y matepu Takke BbigBneHbl FAN 1:320 ¢ aaepHOMn NATHUCTOM
CTPYKTYPOM ¥ NofioxuTenbHbiMu aAT npotnB Ro/SSA v npo-
TMB SSA/La> 320. [MoBTOPHbIM 06WMIN aHanM3 KPOoBM MOKa-
3a/ HopMalibHoe KOMYecTBO TPOMOOLMTOB.

06cyxaeHue. [InarHo3 BpOXKAEHHON BO/TYAHKM NOCTaB-
NIeH No peadynbraTtaM KIMHUYECKOro 0CMOTpa, AaHHbIM IKI
1 no Hanu4umio aAT y maTepu 1 pebeHka. AnddpepeHunanbHas
AvarHoctuka ¢ cuHgpomom LUlerpeHa: npo6a Lupmepa
W CUaNnoOMeTpust — oTpuLaTeSbHbIE.

3aka4yeHune. [JMarHoCTMKa HeoHaTaslbHOM BOMYaHKM
Ba)Ha He TOJIbKO A1 AMarHOCTUPYEMOrO Cllyyas, HO M KaK npe-
BEHTMBHasA Mepa, TaK KaK porkaeHue xoTs bl 0AHOro pebeHKa
¢ CHB BegeT K 25% pUCKy NMOBTOPHOrO poXKAeHUs pebeHKa
¢ CHB. JuarHoctnka faHHoro 3aboneBaHus no3BongeT ynyy-
LWNTb MPOrHO3 M Ka4eCTBO XU3HU NaLMeHTa.
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