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FEMOIUTUKO-YPEMUYECKWNIA CUHAPOM
HA ®OHE TAXXENOIo rEMOKO/INTA

YepHbix AHacTacusa BagumoBHa,
bypkoBa KpuctuHa leHHapbeBHa,
MapwuHa Mapusa BnagummnpoBHa

HayuHbiii pykoeodumernb:
AumoneHko AnekcaHdpa HukonaeeHa, K.M.H.,
3aeedyiowutli UH(heKYUOHHbIM OomdenieHueM, 8bICWAs
KeanucukayuoHHas kameaopus

OTAQY BO PoCCUUCKMIA HALMOHANBbHbIN
NCCNenoBaTenbCkMil MEONLIMHCKUI YHUBEPCUTET
nmenn H.N. NMnporosa MmnH3apasa Poccuu,
BY3 «[leTckas ropoackas KnuHuyeckas 6onbHuua
cBATOro Bnagumupa [A3M»

Hambonee yacTbim 3TMONOrMYECKUM (DAKTOPOM, KO-
TOPbIN CNOCO6CTBYET pa3BuUTULO AeTcKoii OMH, aBnseT-
ca TYC. lna Hero xapakTepHbl cnefyloune nNpusHaku:
TPOMOGOUUTONEHMS, OCTpas MNOYeyHas HeJoCTaTou-
HOCTb U KymbC-HeratuBHasi remofnTuyeckass aHemus
C Hanuuuem wusoumntos. B ocHoBe M'YC nexuT MUKpo-
aHruonatms, B pesynbraTe KOTOPON NPOMCXOAUT Mexa-
HUYeCKoe NoBpexaeHne 3pUTPOLUTOB, aKTUBUPYETCA
CBEPTbIBAKOLWAA CUCTEMA remMoCTasa C Nporpeccupyro-
WMM TPOMBOO6PA30BaHNEM B MUKPOLMPKYNATOPHOM
pycne. Yactota pa3BuTUs AaHHOro 3aboneBaHus Co-
cTaBnset 2-3 cnyuas Ha 10.000 geten, 3 HuUx B 90%
Hauany 3aboneBaHus NpeawecTByeT KUWEYHAs WH-
thekuus, BbI3BaHHaA wWtammom Escherichia coli, koTo-
PblA NPOAYLMPYET TOKCUHbI, CXOfHbIE C LUTOTOKCUHOM
Shigella dysenteriae.

NauueHTKa E, 4 neT noctynuna B CTaunoHap C Xa-
N06aMN Ha MHOTOKPATHbIA XWAKMA CTYN C KPOBbIO,
BANOCTb. VI3 aHamHe3a 3aboneBaHMs: NpoBOAMNACH
aHTMbaKTepuanbHasa n MHQY3NOHHAs Tepanus KO-
30-COMeBbIMU pacTBOpaMu. B gMHaMuKe oTmeuvaercs
pa3BuTMe TpombouMTONeHUn, cCHmxKeHne Hb, ymepeH-
HOe HapacTaHue a3oTemuu. Ins NPOJOMKEHUS neve-
HWA 1 HabnogeHns nepeseaeHa B LIMXKulfl.

AHaMHe3 Xu3HM 6e3 0Co6eHHOCTEN, pocna U pas-
BMBaNacb HOPMaNibHO, PEBEHOK M3 ABOWHW, BTOPOIA
pebeHoK 340poB. Mpu NocTynneHun obluee CoCTos-
HUWe: TAXeNoe, CO3HaHMe: ACHOe, Pe6eHOK BAMbIN, TU-
NoAWHAMUUHbIA. TemnepaTypa npu ocmotpe 36,8C.
LiBET KOXHbIX NMOKPOBOB: 61eHO-P030BbIN. Pa3BuTne
MKK: ymepeHHo. CTapble 3KXMMO3bl HAa NepeHen no-
BEPXHOCTU roneHen. OTCYTCTBYET remMopparnyeckuii
CMHAPOM. JlumdbaTuueckme y3nbl: He YBEMWUYEHbI.
UAA: 24/ MnH. XapakTep AbIXaHWA: BE3UKYNAPHOE, XpU-
noB HeT. All 90/50 mm.pT.cT. YCC: 104/ MUH. TOHbBI cepa-
Lia: ACHbIE, PUTMUYHbIE. XXMBOT MATKNIA, 6ONE3HEHHDbIA
npy nanbnauuy No xoay KuweuHuka. CTyn 3eneHblid
BOAAHUCTbIA C KPOBbIO B BUAE Kanenb U cnu3bio. Te-
He3Mbl. [luype3 cHxeH. CO CTOPOHbI NeyeHn u cene-
3eHKU 6e3 0cobeHHOCTEN.

Na6oparopHo: PLT 28*10°/n, RBC 3,08*10%/n, wwu-
30uuThl 3%, HGB 85 r/n, WBC 20,37*10°/n, HCT 24,4%,
OTHOCUTENbHOE KONN4ecTBo HenTpodunos 51,6%, MON
9,6%, C-Pb 13,9 mr/n, petukynounto3 28%, MoueBU-

Ha 24,5 MMONb/N, KpeaTUHUH 229,02 mkmonb/n, NAT
3613 EA/n. Npo6a Kym6ca oTpuuatenbHas.

NHCTpyMeHTanbHO: 1) Y3/ noyek-3xo — npuU3Haku
A dY3HDBIX MU3MEHEeHNIA napeHxumbl; 2) Y3U nonbix op-
raHOB 6PIOLIHON MONOCTUN — KOCBEHHbIE 3X0-MPU3HAKK
ANCNEeNTUYECKNX HapyWeHU, NaHKONWTA, 3X0-Mpu-
3HaKM Me3afieHuTa; 3) Y3W noueuHbix aptepun — 6e3
MPWU3HAKOB HApYLIEHUA PeHaNbHOrO0 KPOBOTOKA. po-
BOAMNACb KOMMNEKCHas MeAuKaMeHTO3Has Tepanus
(uedbotakcum 500 mr 2p/cyT B/B, MMMYHOMMOG6YIWH
(npuBumkeH), Hudypaten 200 Mr 2p/cyT, 3pTaneHem
250 mr 2/cyT B/B, MeTpoHuaason 22 mn B/B 3p/cyT, 6U-
thmaymbakTepuH 5 103 3p/cyT, naHkpeaTuH 10 Tbic. Ef
3p/cyT, aguapuH 6 Kanenb), TpaHcdy3na Npenaparos
KpoBu (anbbymuH 25%, 3putpounTpaHas s3secb, C3M,
KPMOMpPEeUMNuUTaT), 3amecTuTenbHas noyeyHas Tepa-
nua (NBBIY], nepuToHeanbHblii ananus). Ha doxe npo-
BOAWUMOTO NeYeHNs HabMAAETCA NONOXUTENbHAA An-
HamuKa.

JlaHHbIN KNMHUYECKUA CNYYan MOKa3blBAET TO, UTO
JAXe paHHAA rocnutanusauus, AUarHOCTUKA U neve-
HUe He BCerga MOryT npepoTspatuTb passutue IYC,
TaKXXe Heob6XoAMMO MOMHUTb O TOM, UTO AAXe nerkue
CTENEeHN KULLEYHOW MHQEKLMIM MOTYT MPUBECTU K HEMY,
He roBOps yXe O TAXENOM reMoKonnTe, TaK Kak ugert
noBpexaeHne noyek TOKCMHAMWU HA PaHHUX CPOKaX.
MoaTomy Heo6XoauMO WH(OPMUPOBATL PoauTeneil W
YUYACTKOBbIX Bpaueil O MPOBEAEHUM [MHAMWUUYECKOTO
HabnaeHNs 32 Na6OPATOPHbIM U KAMHUYECKNM COCTO-
SiHMeM pebeHKa, B YaCTHOCTM ANYPE3OM.

CUHAPOM KAIMMAHA
Y IEBOYKI-MOAPOCTKA.
KNMHUYECKWIT CNYYAI

IpexkoBa AnuHa BnagummnpoBHa,
MaromegoBa Matumat UcsieBHa

HayuHblii pykoeodumenb:
KapaueHyoea UpuHa BacunbeeHa, K.M.H., doyeHm,
kachedpa Akywepcmea u 2uHekonozauu M@ PHUMY

um. H.W. Mupozosa

OrAQY BO PoCCMNCKINIA HALMOHANbHbIK
MCCNeaoBaTeNbCKUA MEAULIMHCKIIA YHUBEPCUTET
nmeHn H.N. NMnporosa MmnH3gpasa Poccum

AKTyanbHOCTb. CUHApPOM KannmaHa — HacneacTBeH-
Hoe 3aboneBaHune, pa3BUBAETCA BCNeACTBUE fedekTa
CeKpeuun roHagoTPONUH-PUSIN3UHT FOPMOHA. 3ab60-
NneBaHue CBA3AHO C MO3AHeN ANAarHOCTUKON B CBA3M C
TeM, UTO KNUMHWYECKNe NPOSBNEHUA CTAHOBATCA Oue-
BMAHbIMM NKLWb B Ny6epTaTHOM Nepuoge.

OnucaHne KNMHUYECKOro cnyyas.

JleBouka K., 16 net noctynuna ¢ xanobamu Ha OTCyT-
CTBUE BTOPUYHbIX NOMOBbIX NPU3HAKOB, 3MOLMOHANb-
HYI0O NabunbHOCTb, OTCYTCTBUE O06BOHAHMA. PebeHok
oT | 6epeMeHHOCTH, NpOTEKABLIEH 6€3 OCNOXKHEHU.
[leBouka pa3suBanacb No BO3pacTy, B nybepTaTHOM
nepuoje Hauyana oTcTaBaTb B PU3MUYECKOM PA3BUTUN.
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HacnencTBeHHOCTb He oTAroweHa. MNpu KAMHUYeCckom
ocmoTpe: pocT 152 ¢m, macca Tena 47 Kr. MonouHble xe-
ne3bl He pasBUTbl, He YBeNNYEHbl, COCKN He MUTMeH-
TUPOBAHbI. [IPN TMHEKONOTUUYECKOM OCMOTPE — HapyX-
Hble MoMoBble OpraHbl CHOPMUPOBAHbI MPaBUMbHO,
KNUTOP He yBenu4veH, rMMeH He 3CTPOreHu3MpoBaH,
KONbLEBUAHbIN, He runepemnposaH. Gopmyna nono-
BOro passutus: Pb 1 Ma 1 Me abs. Mo gaHHbim Y3 op-
raHOB Masnoro Tasa: MaTka pacrnonoxeHa BNeBO, Pas-
Mepbl Tena MaTtku — 34*17*27 MM, wWweika — 35*14 MM,
YroN Mexzay TeNoM W LenKoW BblpaXeH cnabo, CTpyk-
Typa MUOMETPUSA OAHOPOLHAA, MOMOCTb MaTKK U Lep-
BUKANbHbIM KaHAN He paclupeHbl. AMYHUKM pacnono-
KEHbl HU3KO N0 6OKaM OT MaTKM: NpaBbln — 19*8*16MMm,
neBbin — 20*8*15 mm. CBO6OAHAA XMUAKOCTb U AOMON-
HUTeNbHble 06Pa30BaHMA B Manom Tasy He BbisiBMe-
Hbl. [pu peHTreHorpaduu KOCTel KUCTM M 3anfcTbs
B MNPAMON MpOEKLUUM — BCE KOCTU CPOPMUPOBAHDI,
BCE 30Hbl POCTA OTKPbITbI, KOCTHbIN Bo3pacT — 11-11,5
net. MNpu mccnegoBaHu rOpMOHANbHOrO npoduns:
Nr — 0,21 ME/n (0-15,97), ®CT — 0,66 ME/n (0,57-8,77),
3CTpaanon — 56 nmonb/n (34-954,4), NPoNakTMH 5,50
MKr/n (2,7-26). Mo pesynbTaTam KOHCYNbTALUU OTOPU-
HonapuHronora ucknioyeHa naronorus J10P — opra-
HOB. MNpo6a ¢ andepenmHom NoNoXUTENbHASA. YUUTbI-
Bas Xanobbl, JaHHbIE KTUMHUYECKOTO 0CMOTPA, a TaKke
NabopaTopHO-UHCTPYMEHTANbHbIX METOA0B MCCNefo-
BaHuA, noctaBneH auarHos: CuHgpom Kannmada. Ha
(hoHe neyeHus npenapatamu 3CTpaguona Banepata
OTMEUaEeTCA POCT MOJOYHbIX Xene3 4o ctagun Ma 2 no
TaHHepy, NOABUANCD MEHCTpyanbHONOJO6HbIE Bbige-
NIEHUS U3 NOMOBbIX NYTEHW, YNYUYWUI0Ch NCUXONOTrMYe-
CKOe COCTOSIHME NaLyeHTKN.

3aK/nueHne.

JlaHHbIN  KNWHWYECKWA  Cydall  nopTBepaaet
BAXHOCTb AMCMNAHCEPHOrO HAbNOAEHMA 3a AeBOYKa-
MU-NOAPOCTKAMU B Mepuog BCTynneHus B nybeprtar
KaK TMHEKonoramu, 3HAOKPWHONOMAMM, TaK U Bpaya-
mMuU-neguaTpamm. Takxe JaHHOe KNMHWYecKoe Habio-
AeHue NoATBEPXAAET BaXHOCTb OLEHKM NoKasaTenen
NOM0BOro CO3peBaHNa pebeHka, He0bX0AMMOCTb NPo-
(OUNaKTMUECKNX OCMOTPOB AEBOYEK MMEHHO B BO3pac-
Te 13 NeT An9 OUEHKU Pa3BUTUSA BTOPUYHbBIX NOMNOBbLIX
NpU3HaKoB, a 3aTtem B 15 NeT 1 fanee exerogHo — ans
OLEHKM CTAHOBMEHMA MEeHCTPYanbHOW YHKLNY, A TaK-
€ OLEHKU 060HAHMA. TIpOrHoCcTuYeckn 6naronpuat-
HbIM IBMIAETCA BOBPEMS HauaTasi 3amMmecTUTenbHas rop-
MOHa/bHas Tepanus, YTo NO3BONSET CKOPPEKTUPOBATb
FOPMOHaNbHbINA CTaTyC, CHOPMIUPOBATL BTOPUUHbBIE MO-
NOBble NPU3HAKW N MEHCTPYaNbHONOAO06HYI0 peakumio,
a TaKXe CouManbHO M MCMXONOrMyeckn aganTuposatb
TaKux feTeil.

KNUHWYECKUI CNTYUAN
XPOHWYECKOIO OCTEOMUENUTA
1 IOBEHU/TbHOTO UAMONATUYECKOIO
APTPUTA Y NALMEHTA
C TPOMBOLVTONEHNYECKOI NYPNYPOM
MocecoBa EBreHnss AneKcaHapoBHa

HayuHbiii pykogodumenb:
Napuna /lo606b Ee2eHbesHa, K.M.H., 00yeHm
Kkachedpbl nponedesmuku demckux 6one3sHeli MNP
PHUMY um. H.U. Mupozoea

OTAQY BO POCCUMICKMIA HALMOHANBHDbIN
NCCNenoBaTenbCkMil MEAULIMHCKIIA YHBEPCUTET
numeHun H.N. NMnporosa MnH3apasa Poccuu

lOBeHUNbHbIA Manonatuueckuii aptput (IOUA) —
OAHO M3 Hanbonee YacTblX U CaMbIX UHBANUAN3NPYIO-
WMX peBMaTUUeCKnX 3aboneBaHmii, BCTpEUALOLMXCs y
JleTen.

3aboneBsaemocTtb HOWA cocTtaBnser oT 2 A0 16 Ha
100 TbIC. f€TCKOrO HaceneHus B Bo3pacTte A0 16 neT.
XpOHUYECKUN peuLmnanBrupylownin MynbTugOKanbHbINn
octeomuennt (XPMO) OTHOCAT K rpynne aytoBocnanu-
TeNbHbIX 3a60MeBaHNI KOCTEWN, NPOABNAOWMXCA pa3-
BUTMEM CENTUYECKOro BOCMANUTENbHOrO npouecca B
KOCTHOW TKaHW; Hanbonee 4acto B MATONOrMYECKUn
npouecc npu XPMO BoBnekatTca metadusbl Tpybua-
TbIX KOCTeW W Kntouuua. B natoreHese o6oux 3abone-
BaHWI KIOYEBYID PONb MIPAeT HapylleHne WUMMYyH-
HO-BOCMANMTENbHOrO OTBETA, COMPOBOXAAIOLLELCs
rMnepnpoaykLnen npoBOCNANUTENbHbIX LMTOKMHOB.
Cx04CTBO B natoreHese u couetaHue npusHakos IOVA n
XPMO y oaHoro nauumeHTa, 4alT 0CHOBaHMWe npegnona-
raTb, UTO 3TW ABE HO30M10TMYECKNe HOPMbl MOTYT BbITb
NposBEHNEM eMHOI0 3a60neBaHMA.

MaumeHT N. (nata poxaexns 30.06.2016, Macca Tena
18 kr, pocT 106 cM) HabnoAAETCA Y remaTonora ¢ TpoM-
ooumMToneHmei, 1e60TMPOBABLIEN HA 3 1eHb XU3HW. B
mapte 2018 6bi1 rOCNMTaNM3NPOBAH MO NOBOAY Kpu-
3a TpombouuTOneHMM; No pesynbratam nabopatop-
HbIX TECTOB 6bINO BbIIBEHO YBENNYEHME PA3MepoB
TPOMOOLUTOB, XapakTepHoe Ans TpombouuTonaTum
Mes-XerrnuHa, HapyweHus ¢yHKUWA TpoMOOLMTOB
oTcyTcTBOBaNU. NMposogunach Tepanus BBUT 6e3 knu-
HUKO-reMaTonoruyeckoro  oTeeta. PekomeHaoBa-
HO TreHeTuyeckoe o6cnefoBaHUe AN UCKIOUEHUS
BPOXAEHHbIX MATONOrMN TPOMOOLMTOB, KOTOPOe He
6bino nposefeHo. 0610.2020 y pebeHka nosiBuUaach
60Mb B NpaBOM FONEHOCTOMHOM W fIEBOM NEYEBOM
cyctaBax, obpatunuco B iIFKb um. Cs. Bnagumunpa, rae
6bInN BbIABNEHDI: HA Y3/ — 0TeK MATKUX TKaHen B 06-
NacTn NpaBoro roNeHoCTONHOro CycTaBa, B remorpam-
Me — TPOMGOLMUTONEHNSA A0 4 TbiC./MKN. Bpuragon CMI
nepesefneH B MAIKb, rocnutanMsnpoBaH B rematosno-
rmyeckoe oTaeneHne Ang UCKNoUeHns nedioTa remob-
nacrtosa 07.10.2020r

Mpn NOCTyNAeHUM COCTosiHWE 6ONbHOMO0 CpeaHen
TAXECTU, NPU OCMOTPe: FreMopparMyecknin CUHAPOM
B BME PACCEAAHHBIX 3KXMMO30B, BUAMMbIE CIIN3UCTbIE



UmnCTble, PO30Bble. BbIIBNEHO OrpaHNUYEHNE [BUKEHMN
B NPaBOM roneHOCTOMHOM CycTaBe. B xofe AuHamu-
yeckoro nabopaTtopHOro HabnwgeHus (0710-2610) B
aHanuse KpoBuW: TPOMOOLMUTONEHNS, BOCNANUTENbHAs
(noBbiweHne C-peakTUBHOTO 6enka, deppuTnHa, C4
KOMMOHEHTa KoMmnnumeHnTa, CO3 fo 87 Mm/yac) n um-
MyHHas (06HapyXeH BOMYAHOUHbIA AHTUKOArYNAHT,
IgA 220,4 mr/an.) akTUBHOCTb. N0 pe3ynbTatam cepono-
FMYECKOro nccnefoBaHmna obHapyxeHbl aHTutena IgG k
LUTOMEeranoBupycy 1 K InwtenH-bapp supycy (k VCA u
EBNA aHTUreHam) B JMArHOCTMUECKOM TUTPE, TECTbI Ha
BWY, Bupycbl renatuta B u C, cuchmnuc otpulatenbHole.
B Mnenorpamme KOCTHOro Mo3ra CHUXXEHO cofiepKaHue
merakapuouutos (1:30). B KoarynorpamMmme npusHakos
HapyLleHuMa remocTasa He 6b1n0. Arperawus Tpoméouu-
TOB CO BCEMMW aroHUCTamMmn coxpaHeHa. 23.10 BbiABNEHO
Hanuume aHTMTEN K TPOMBOLMTAM B ANArHOCTNYECKOM
TMTpe (350%), UTO YKa3blBAET Ha BO3MOXHbIA UMMYH-
Hbll MEXaHW3M pa3BuUTUA TpombouuToneHuu. Bbinn
npoBeAeHbl YNbTPa3BYKOBOE W PEHTreHONormyeckoe
KccnefoBaHusa CycTaBoB, MO pe3ynbTaTaM KOTOPbIX B
NpaBoM roeHOCTONHOM CyCTaBe 0BHapPYXeHbl Hauanb-
Hble NposBNEHUs apTponatun, 6e3 AeCTPYKTUBHbIX U
KOCTHO-TPaBMaTNUECKMX W3MEHEHWIA, @ B NEBOM nne-
UeBOM CyCTaBe 06HapyxeHo o6bemMHOoe 06pa3oBaHue
aKpOMNANbHOrO OTPOCTKA N€BOM NONATKU, BO3MOXHO,
Kmelollee XxpsAwesylo npupody. bbiin 3anofo3peHbl
numdonponudepaTnBHbLIN MPOLECC, MENKOKPYINOKe-
TOUHaa onyxonb (capkoma lOuHra).

[ns mopdonornyeckoir BepudmKauum LuarHosa
29.10 6bina BbiNoNHeHa 6buoncusa o6pasosaHus. Mo pe-
3ynbTaTaM rMCTONOrNYecKoro uccnefoBaHnsa buontata
AMArHOCTUPOBAH XPOHUYECKWA ocTeomuenut. 0211,
MauMeHT BbIMMCAH M3 CTauMoHapa. B ambynatopHom
pexume NpoBefeHa CLUUHTUIPAdMA KOCTHOTO CKene-
Ta B 2-X Npoekuuax — ouar runepgukcaumn POM B
MPOEKUMIU aKPOMUANIBHOTO OTPOCTKA NIEBOW NONATKK,
penbta C 83%, acummeTpusi HakonneHus POM B npoek-
LM XUPYPrUYecKux Week 6eapeHHbIx KocTen, gensta C
17%, cnpaBa. B KOHTPONbHbIX aHANMN3aX KPOBK He Ha-
6nioganu npusHakos BocnaneHus. 31.01.2021 nosTtop-
Has NMAHOBAs roCNUTaNN3aLns B PpeBMaToNorMyeckoe
OTAENeHue C Lenbio Bepudmkaunm guartosa. fpu no-
CTYNAEHUN OBWKEHNSA B CyCTaBax B MOMHOM 06beme,
6e360ne3HeHHble. Pe6eHOK KOHCYNbTMPOBAaH odiTanb-
MOMOrOM: Ha MOMEHT OCMOTpa OCTPOW ogpTanbmona-
TONOrMKU He 6biN0, PEKOMEHAOBAHO [MHAMMUYECKOE
HabnogeHne y ohTanbmonora N0 MecCTy XUTENbCTBa.
B aHanuse kpoBu ot 01.02. TpomboLMTOB 4*10°/ 1., IgA
252 mr/an., K 02.02. ypoBeHb TpoM6GOLUTOB 49*10°/ .
Ha Y31 KoneHHbIX CycTaBOB He OOHAPYXEHO [Onof-
HUTENbHbIX BKMOUYEHUN, 061aCTb NOAKONEHHOW AMKM
He W3MEHEHa, NpK NCCNEA0BAHMI MEYEBbIX CYCTABOB
cnpaea — 6e3 MaTonorui, cnesa — ONpeaenseTcs He-
OAHOPOAHOE COAEPXMMOE TONLMHOW 40 4MM.

Mpu ocmoTpe 06BHEKTMBHO HEe OTMEYanu OCTPOBOC-
NanuTenbHbIX ABNEHUI B CyCTaBaX, Nuxopagka u 60-
NIeBON CUHAPOM OTCYTCTBOBANMW. PebeHOK BbiNuCaH C
AUarHo3om: OBEHMNbHBIA MAMOMNATUUECKUIA apTPUT,

aKTUBHOCTb 0-1, peHTreHoNornyeckas cTagns 1; XpoHu-
YECKNIA peumnanBupyowmnin MynsTdokanbHbin 0CTeo-
muenuTt. MnaHupyeTcs rocnutanu3aumus yepes 3 mecs-
La Ans ANHAMUYECKOTOo HabNoAeHNs.

XPMO saBnseTca Manou3ydvyeHHbIM 3aboneBaHuEM
KOCTHOM TKaHW C HeYCTaHOBNEHHOW 3TUONOrMel; B Ha-
CTOAMII MOMEHT He pa3paboTaHbl YETKME KpUTepun
MOCTAHOBKM AWAarHo3a. B AaHHOM cniyyae y naumeHTa
umeeTca coueTaHne XPMO, HOWA n xpoHnueckoi Tpom-
6oumToneHMyeckon nypnypbl. B ocHoBe naTtoreHesa
3TUX 6ONe3Hen NEXUT UMMYHOMATONOrMUYECKUN Mpo-
LIeCC, 3a4acTyio CBA3AHHbIN C reHeTUYeCKoW npeapac-
MONOXEHHOCTbIO K AYTOMMMYHHbIM peakuusam. U3y-
UeHKNe XPOHUYECKOro OCTEOMMUENUTa U HBEHUNbHOIO
MANONATMYECKOTO apTPUTa, KaK CMEXHbIX MaTtonoruu,
BbIIBNIEHNE BEPOATHbIX FEHETUYECKUX CUHAPOMOB U
COMYTCTBYIOLMX KAUHUYECKUX CUMNTOMOB MO3BOMAMUT
pa3paboTtatb HOBble NMoaxofbl K AuddepeHUnanbHol
AMATHOCTUKE U NEUEHNIO TSHXKENbIX MHBANUAN3NPYLO-
KX 3a601€BaHNN.

ONMUCAHUNE PEBEHKA C CUHAPOMOM
NMATAY

OcHsau [lapbs AHipeeBHa,
JAoueHko UpuHa UropeBHa

HayuHbili pykoeodumenb:
llapuna /lo606b E62eHbesHa, K.M.H., 00ueHm
Kaghedpbl nponedesmuku demckux 6one3Heli NP
PHUMY um. H.). Mupozoea

OrAQY BO PoccumncKkmuii HaLmoHanbHbli
MCCNeaoBaTeNbCKUA MEAULIMHCKNIA YHUBEPCUTET
nmeHu H.N. Mnporosa MnH3gpasa Poccuu,
[BY3 Mopo30BCKasn feTckas ropoackas
KnMHnyeckasa 6onbHuua [13M

CuHapom MNatay - pegkoe reHeTMueckoe 3abonesa-
Hue (1:7000 HOBOpO)KLl,EHHbIX), XapaKkTtepusytolieecs
TpMcomuen no 13- XpoOMOCOME 1 CONPOBOXAAtOLLEeCs
SIPKO BbIPAXXEHHbIMM PEHOTUNNYECKMMM NPOSABIEHNSA-
MW, MHOXECTBEHHbIMW NOPOKaMMN Pa3BUTUS HEPBHON,
CepAeYHO-COCYANCTON CUCTEM, OPFraHOB Kenymou-
HO-KMLWEYHOro TpaKTa, a Takxe 3pUTeNbHOro U Cnyxo-
BOro annaparoB. O6bIYHO NpPW 3TOW MATONOrMKU AETU
pOoXAaalTca AOHOLEeHHbIMUW. B Poccuu vactota poxae-
HUA HeAOHOLWEHHbIX AeTell coctaBnseT 5-7%. Cpean
HUX OKONo 80% WMEKT MNO3AHIK HEAOHOLEHHOCTb
(3437 Hepenb). Y HeJOHOLEHHbIX HOBOPOXAEHHbIX
onpeaenseTcs CneayloWan CTPYKTypa COMaTUYecKon
MaToNOrnn: APKO-BbIPAKEHHbIM CUHAPOM AblXaTenb-
HbIX PACCTPONCTB, 3aBUCMMOCTb OT KMCI0Opoaa, 6poH-
X0feroyHas fucnnasus, NHEBMOHWW; NepuHaTanbHble
nopaxenusa LUHC, He3penocTb MMMYHHOW CUCTEMbI,
CNoCo6CTBYIOWAN PA3BUTUIO MH(EKLMOHHBIX OCA0X-
HeHun. HebnaronpusaTHoe BAUAHME HA TeueHMe OC-
NOXHEHWA OKa3blBaeT 3afepka BHYTPMYTPOBHOrO
pas3sutus (3BYP).

AKTYanbHOCTb. [03AHUN HEAOHOLWEHHbIN pPe6eHoK
(36 Hemenb) C MHOXECTBEHHbIMI MOPOKAMK Pa3BUTUA



NMeeT He TONMbKO MPONOHIMPOBAHHOE TeueHue adan-
TALUMOHHOTO MEpUOAA B CBA3N C OCNOXHEHMEM MaTo-
NIOTUYECKNX COCTOAAHUIA Y HEAOHOLWEHHbIX, HO U 6onee
BbIpaXXeHHble HapyLEeHUs (YHKLMA OPraHoB U CUCTEM
npu fanbHenwwem pa3BUTUM, YTO TPEBYET MOBbILEHHON
HACTOPOXEHHOCTM NPU BEAEHUMN AAHHbIX MALUEHTOB.

Manbuuk M., 2 mecsaua 19 aHewn, POXAEH OT NepBbiX
npexneBpemMeHHbIX OomnepaTuBHbIX POAOB B CPOK 36
Hefenb B LINCuP. bepemeHHOCTb CONPOBOXAANACh TOK-
CMKO30M, ManoBOAUEM, HAPYLWEHNEM MNaLeHTapHOro
KpOBOTOKa, aHemuen y matepu, 3BYP. MaTb nepeHecna
KOPOHABWPYCHYIO MH(EKLMIO BO BpeMS 6epeMeHHOCTH.
Macca npu poxgeHuun 2140 r, annHa Tena 47 cm, oLeHKa
no wkane Anrap 5/6 6annos. TAXeCTb COCTOAHUA NpPU
poXaeHumn 6bina 06ycnoBneHa ymepeHHoW achukcmen,
AbIXaTeNbHOW HeAOCTAaTOYHOCTbIO Ha (hOHE CUHAPOMA
AbIXaTeNbHbIX PacCTPOMCTB. B guHamuke oTmeuanucb
HapacTaHne WHMEKUNOHHOrO TOKCMKO3a, pa3BuTMe
[BC-cuHApoMa, /1eroyHoro KpoBoTeueHus, remareme-
3uca. bbina gnarHocTMpoBaHa BPOXAEHHAA MHEBMO-
Hus. PebeHoK 6bin kMcnopogosasucum. Mposogunach
WHTEHCUBHAS Tepanus 3K30TeHHbIM CYp(haKTAHTOM,
KapAMOTOHWYECKas, BONEeMUYecKas, ropmoHasbHas,
aHTMbakTepuanbHas Tepanuu, VBT nocpeacTBom MH-
Tyb6aLnm Tpaxeu, 3aTeM pecnupaTopHas nojaepxka ¢
NONOXWUTENbHbIM 1aBNEHUEM B [bIXaTefibHbIX NyTsAX. B
pe3ynbTaTte COCTOSIHWE CTabUNU3MPOBANOCh, YMEHbLUN-
NNCb MPWU3HAKM [blXaTeNIbHON HEAOCTaTOYHOCTU. Pe-
6eHOK ObIn nepeBefeH HA CaMOCTOATENbHOE AbiXaHne
yepe3 02-KaHIOMW U HaNpaBneH Ha BTOPOI 3Tan BbixXa-
XUWBaHMUA B otaeneHne HeoHaTtonoruu MAIKB.

Mpu o6cnepoBaHun pebeHKa B OTAENEHUM BbISAB-
NANNCb NPU3HAKK, XapaKTepHble AN XPOMOCOMHOIO
3a6oneBaHuns, No3aHEN HEJOHOWEHHOCTH, NATONOrNK
OpraHoB fbixaHus. Mpu ocmoTpe obpawanu Ha cebs
BHMMaHMe CTUIMbl [M33M6pUOreHe3a: yBenuueHne
MO3rOBOW YacTu yepena, BbiCTynaHne No6HbIX KOCTEH,
HM3KOMOCAXKEHHbIE YWHbIe PAaKOBUHbI, KOPOTKAs LWes,
BbIpaXK€HHaA COCYAMUCTanA CETb Ha nepefHen 6PIOWHON
CTEHKe, nonepeyHble 60p0o3abl HA NAAOHSAX, YANNHEH-
Hble Nanblpbl HOT. [laHHble MHCTPYMEHTANbHbIX 06Cne-
[OBAaHMI YKa3blBaiM Ha BPOXAEHHble MOPOKM pas-
BUTUS CEpEUHO-COCYANCTON CcucTembl (KoapKTauus
aopTbl, OTKPbLITbIN apTepuanbHbIN NPOTOK, OTKPbITOE
0Ba/IbHOE OKHO B aHEBPU3Me MeXNpeacepaHoil nepe-
rOPOAKM), LEEHTPANbHON HEPBHOW cUCTeMbI (areHesuns
MO30/INCTOrO Tena, Konbnouedanusa), XenymgouHo-Ku-
WEYHOro TpaKTa (AUBEPTUKYN HKEMUHOro Mny3bips),
OpraHoB 3peHus (BpOXAeHHAsA KaTapakTa, CTEHO3 U
CTPUKTYPA CNE3HOro NpoToKa, fakpuouuctut). M3me-
HeHUs ABNANNC (DEHOTUMUYECKUMN NPOSABNEHUAMM
aHOManbHOTO MYXCKOro kapuotuna 46,XY,add(13)(q?),
ANArHOCTMPOBAHHOIO NPW KApMOTUNNPOBAHUN.

B HeBponornueckom cratyce: APKO BbIPaXKEHHbIN
CUHAPOM yrHeTeHus, aucdarus, nceBaobynbOGApHbIA
CUHAPOM. 3a Bpems HAbMAeHUs OTMeyancs Kox-
HO-remopparuyeckuin CUHAPOM, NabopaTopHO: aHeMUs
¥ runonpokoHseptuHemmna. Ha 3KI — cynpaBeHTpuKy-
NAPHbIE OAMHOYHbIE 3KCTPACWUCTONbI, HENnonHasa 6no-

Kafla NpaBOW HOXKU nyuka Mcca. Mpu obcnemgoBaHmum
3HOKPUHHOW cucTeMbl 6biN YCTAaHOBNEH TUMOTUPEO3.
KopmneHue 30H10BO€ FpyAHbIM MOTIOKOM B Tpoduue-
CKoM 06bEMe.

TaXecTb COCTOSiHUS  06ycnoBnuBana naTtonorus
OPraHoB [blXaHMA: AblXxaTeNbHas HEAOCTAaTOYHOCTb
(cmewaHHas ofblliKa B MOKOE, LMAHO3 HOCOry6HOro
TPEYroNbHMKa, NPN ayCKynbTauum — ocnabneHHoe Abl-
XaHue, NPOBOAHbIE XPUMibl). MK peHTreHorpadun ner-
KX — CHIDKEHMEe MHEeBMaTU3auun B BEPXHUX OTAenax
MpaBoro nerkoro, NepubpoOHXOBACKYNAPHbIE N3MEHE-
HUS C ABYX CTOPOH. PebeHKy npoBogMnucb aHTn6ak-
TepuanbHasi, NPOTUBOrPUOBKOBAA, MHFANALMOHHAA, aH-
TUremopparnyeckas, NpoTUBOAHEMUYECKAA Tepanuu.
Bbinn Ha3HaueHbl ronaTeHoOBas KUC0Ta, 3aMeCTUTeNb-
HasA Tepanusi NeBOTUPOKCUMHOM, NPOBOAMNACH CTUMY-
NAUNS AbIXaTeNbHOTO LEHTpa.

Ha oHe neueHns oTmeyanacb NONOXUTENbHAA AM-
HaMnKa B BUAE KyMUPOBAHMWA [bIXaTeNbHOW HeaocTa-
TOYHOCTM, perpecca 3aBMCMMOCTW OT KMCNopoaa, pe-
6eHOK CTan 06xoaAnTbCa 6€3 KUCIOPOAHON NOAAEPKKM.
Ho B mocneayowem no npuymMHe reMmnyeckon rmnok-
CUU W [BYX PEeLWIMBOB acnUpaLyoHHON MHEBMOHMH,
pa3BUBLLENCA B pe3ynbTaTe KOPMNEHUS yepes Ha3ora-
CTPanbHbIN 30HA, AUCHharum, CMHAPOMA CPbIrMBaHNS,
MuKpoacnupauun pednioKCHOro xumyca, KWCnopoao-
3aBNUCUMOCTb HapacTtana. lMpu [ONoNHUTENbHOM 06-
CnefoBaHUM AWArHOCTUPOBAHA FUNONNA3MA NErkux.
bbina npogomkeHa pecnupaTopHas Tepanua uvepes
O2-KaHwnu.

K MOMEHTY BbINMCKM B HEBPOMOrMYECKOM CTaTy-
Ce OTMEYanocb yMepeHHoe HapacTaHue aKTUBHOCTH
pe6eHKa, COXPaHANNCb MbllEUHAs FUMOTOHNSA, TUMo-
pedieKkcus, 3afepKKka MCUMXOMOTOPHOTO Pas3BUTUSA.
CoMaTUYeCKn: KynupoBaHWEe 3KCTPACUCTON, remop-
parnyeckoro CUHAPOMA M aHemuu. HegoCTaTouHOCTH
kpoBoo6palieHuss He Habnoganocb. CoxpaHsnach
AblXaTenbHas HefOCTaTOYHOCTb | CTENeHN C KMCIopo-
[103aBUCUMOCTbIO, PEBEHOK HAXOQUNCA HA Henpepblis-
HOW OKCureHaumn yepe3 Oz-KaHwnu (NOTok 1 n/MuH).
ManbumK Hauan BCKapMANBATbCA U3 ByTbiNOUKN. [lMHa-
MWKa Maccbl Tena nonoxutenbHas. Pe6eHky 6bin npu-
CBOEH MajnaTuBHbIN CTaTyC.

Manbuuk 6bI1 BbINTMCAH JOMOIA B BO3pacTe 2 MecALa
19 fHen noa HabnwAeHWe CNeuynanucTos, NPoaoNKe-
Ha 3aMeCcTUTeNbHas Tepanus FOPMOHAMU WUTOBUAHOM
Kenesbl, HOOTPOMHasA Tepanusa. bbinn faHbl peKoMeH-
Aauny No KOPMIEHUIO W yxoay 3a pebeHKoM.

BbiBoa.

PebeHOK C TAXeNol XpOMOCOMHOW MaTonoruen u
HEJOHOLIEHHOCTbIO B pe3ynbTaTe NMPOBEAEHHON KOM-
MMeKCHol Tepanuu 6bln COMATUYECKU CTabunusnpo-
BaH. OflHAaKO NPOTrHO3 OCTAETCA HEACHbIM B CBA3M C
TAXECTbI0 CUHAPOMAbHOW NaToNornu, No3TOMy Heob-
XO4MMO TLIATENbHOE M MOMHOE 06Cef0BaHNe NaLeH-
Ta B JaNbHeliLem.



KNUHWYECKWNIA CNYYAI NO3HO
ANAFHOCTUPOBAHHOI FEMATOrEHHOM
TPOMBO®UNUU Y BO/TbHOMN
C NHOAPKTOMOA06HbLIM BAPUAHTOM
MNOKAPAUTA

lepacumosa Onusa AHgpeeBHa,
MbiwknHa EkatepuHa BnagummpoBHa

HayuHbiii pykoeodumernb:
Napuna /lo6oeb Ee2eHbesHa, K.M.H., 00yeHm
Kkachedpbl nponedesmuku demckux 6onesHel NP
PHUMY um. H.W. MNupozosea

OrAQY BO PocCcUMCKMA HALMOHANbHDbIN
NCCNenoBaTenbCkil MEANLIMHCKIIA YHUBEPCUTET
nmeHn H.N. NMnporosa MnH3apaea Poccum

OCTpbIit KOpOHapHbIA cuHapom (OKC) B neguatpu-
UeCKOMN NPaKTUKe BCTPeYAETCA JOCTAaTOUHO pefko. 06-
WUPHbINA KPYr 3a60neBaHun ans gudhepeHLnanbHomn
BMArHOCTUKM MOXET CTaTb NPUUUHOW HEBEPHO No-
CTAB/IEHHOTO AWArHO3a, HEKOPPEKTHO HAa3HAYeHHOI
Tepanuu 1 Kak cnefcTsue — NIoXoro NporHo3a, Yem u
06BACHAETCA aKTYaNbHOCTb Pa3bopa NoJ06HbIX KNUHU-
ueckux cnyyaes. Cpean npuunH passnutus OKCy feteit
TpeTbe MecTo no yactoTe (13%) 3aHMMAOT MUOKAPANTDI,
KOTOpble M0 KNMHWUYECKUM, UHCTPYMEHTaNbHbIM W Na-
60paTOPHbLIM KPUTEPUAM MOTYT UMUTUPOBATb OCTPbIA
nHapkT Muokapaa (OUM). Npu paHHMX cepaeUHO-CO-
CYLMCTbIX COBBLITUAX HEOBXOAMMO UMETb HACTOPOXKEH-
HOCTb B OTHOLUEHUU FEHETUYECKN 06YCNOBNEHHDbIX fie-
(heKTOB remocTasa, KOTopble ANMTeNbHOE BpPeEMS MOTyT
npoTekaTb 6eCCMMNTOMHO, MAaHU(ECTUPYS B TOM Uncne
B BuAe Tpomb603a apTepuil KOPOHAPHOTO pycna nog
BNUSAHMEM TPUITEPOB B N1060M BO3pacTe.

MauneHTka A., 15 ner.

AHamHe3 XM3HU: pebeHOK OT 1-1 6epemMeHHOCTH,
nepBbIX CPOYHbIX husnonornyeckmx pogos, APGAR
7/8 6annoB. Macca Tena npu poxageHun 2950 T, onu-
Ha 49 cMm. MHOXeCTBeHHad MeJMKaMeHTO3Has Hene-
PEHOCMMOCTb, MPOSABNALWAACA B BUAE KPanuBHULbI.
MepeHeceHHble 3abonesaHua: racTpoa3areanbHas
petoKCHasA 601e3Hb, XPOHNUECKUI raCTPOAYOAEHNT,
Hecneunduuecknin A3BeHHbIA KONNT (pemmccus).

AHamHe3 3aboneBaHusa: B TeueHune 2019 r oTMeua-
NUCb 3NM30/4bl NUXOPALKN HesicHOW 3tuonorum (37,5-
38,5C) ANIMTENbHOCTbIO 10 4-X iHEN. B ceHTaA6pe 2019 1
MOBTOPHbINA 3N1304 C noBbilweHnem T go 40C — nuTn-
ueckas cmecb 6e3 3ddekTa, KynuposaH Ha doHe B/B
KanesnbHOro BBeLeHUs rMioKOKOPTUKOCTEPOUAOB.

26.10.19 nepBblit 3NM304 60U 33 FPYANHON C Uppa-
Anauuneil B NeByD pyKy W NonaTky — KPaTKOBpPeMeH-
HbIl, KYyNMPOBANCaA CaMOCTOATENbHO.

121119 B €BA3W C NOBTOPHbIM 3NKU30L40M 601K 06pa-
TUNACb 38 MeAULIMHCKON nomolubto. Ha IKI: anesauus
ST B Il, I, aVF ¢ nHBepcuen 3y6ua T, natonoruyeckun
g B Ill. Tnl 0,978 Hr/mn. focnutanusuposaHa B OKB
r. TBepb C AMAarHo30om «OCTpbIA TPAHCMYpPaNbHbIN UH-
(hapKT MUOKapaa HWKHei nokanusauun. OcTpas cep-

IeuHas HefOCTaTOUHOCTbY. Monydana UHQY3UOHHYIO
Tepanuio, renapuH, KaNTonpus, CIMPOHONAKTOTH, KO-
nugorpen, 6uconponon, TpUMeTasuamH.

18.1119 B HMUL CCX um. A.H. bakyneBa npoBeaeHa
AKT - KopoHapHoe pycnio He n3meHeHo. Ha IXO-KT: ru-
MOKNHE3 HMKHEN, HWKHe-NepeaHen U 3ajHe-60KOBO
CTeHKu JIK; OB 53%; nonoctu He paclwmpenbl. Ha Tepa-
nuu: knonuaorpen 75 mr/1p.

221119 nepeBefeHa B OTAefieHWEe Kapgmosnoruu
ArKB um. 3.A. bawnseson. Kapamomapkepbl oTpuua-
TenbHbl. MonoxutenoHas gnHamuka Ha IKI: cermeHT ST
Ha M30MMHUK, NATONOrMUYECKNIA  OTCYTCTBYET. IXO-KT:
COKpaTuTenbHas CNOCOBHOCTb COXpaHeHa, Y4aCTKOB
rmMnokuHesa Het. B kpoBu BbigeneHa AHK Bupyca rep-
neca yenoseka 6 Tuna (BrY-6). YuutbiBas pesynbrarbl
NMPOBENEHHbIX WCCNeaoBaHNI, a TaKKe NPUHUMan BO
BHMMaHWe AaHHble aHamHe3a (3nKU304bl HEMOTMBU-
POBAHHOIW NUXOPAAKM B TeueHue roaa), 6biCTpyo no-
NoXuTenbHy anHammky no 3K n IXO-KI, 6bin 3ano-
[03PEH OCTPbIN MWOKAPAMT, OCNOXHMBLWMMNCA OKC.
QlnarHo3 noaTeepxaeH Ha MPT cepaua ¢ B/B KOHTpa-
cTupoBaHuem (3 nonoxutenbHbix Lake Louise kpute-
pua). HasHaueH asokcumepa 6Gpomua (MMMyHOKOp-
pUrMpyloLaa Tepanus), TPUMETa3naNH, NPOAOMKeHa
Tepanus knonugorpenem. Mpu NOBTOPHOW NNAHOBOWA
rocnutanusauuun B auBape 2020 r IHK BI'Y-6 B KpoBu
He onpegenanca. Knonugorpen otmeHeH B mae 2020 .

29.06.20 HOUbK Yy MALWEHTKM NOABUAKUCH XKANobbl
Ha n3xory, 6011 3a rpyLMHON C MppajuaLnei B NeByio
pyKy. Ha IKI: YCC 57 ya/MuH, cHuxeHne BonbTaxa QRS,
otpuuarensHbii T B 1, I, aVF, V4-V6. Tnl — 2,12 Hr/mn.
3XO-KI: cuctonuueckas yHkuma /K yaoBneTso-
puTenbHa. [laHHbIX 3a KOArynonatuio He MnoyyeHo,
B aHanu3ax KpOBW BbiIBNEHA peakTuBauua Bupyca
InwTenHa-bapp (3I6B). BbiNo NPEANONOXEHO Hanuune
y pebeHKa aHaTOMUYECKMX JeeKTOB KOPOHAPHbIX ap-
TEpPWI, YTO MOINO NOCNYKUTb NpuunHon OKC Ha (hoHe
MWOKApANTa W npu peakTusauuu IbB-undekuun. Pe-
KOMeHAoBaHO noBTOpHoe npoBefeHue AKIL 11.08.20
Ha nnaHoson AKI B MATKB: npaBblii TMN KPOBOCHAG-
XEHUA MUOKAPLA, OKKMNIO3MA BETBU Tynoro kpad 1 or
ycTbA. IXO-KT: nokanbHas cokpaTumocTtb /DK HapyleHa
3a CYET MMNOKMHE3NMN CPEAHEro CErMeHTa, rmobanbHas
COKpPaTMMOCTb B npeaenax Hopmbl (OB 58%). Inuson
YCKOPEHHOTO WAWOBEHTPUKYNAPHOrO pUTMA Ha Xon-
TEPOBCKOM MOHUTOPUPOBAHUWU. AHTMApPUTMUYECKas
Tepanusa nponacdeHoHom 150 mr 3p/a. C uenbio npo-
(HUNAKTUKL NOBTOPHbIX TPOMBOTUUECKNX OCTOXKHEHMIA
Ha3HaueH AantenapuH Hatpus 6000 ME x 2p/a n/k.
2210.2020 nnaHosas rocnuTanu3auMa B OTAeNeHue
rematonoruu MAIKB. Mo pe3ynbratam Koarynorpam-
Mbl — afieKBaTHAsA rMNoKoarynsuns Ha oHe Tepanuu
AanTenapuHOM HaTpus, feduunuTa eCTEeCTBEHHbIX aH-
TUKOAryNsHTOB He BbiABNEHO. Mapkepos aHTudoC-
hONMNMAHOIO CUHAPOMA W CUCTEMHbIX 3a60neBaHUit
COEANHMTENBHOW TKAHW He O6HAapyXeHo. AHTUTENa K
KapaMonunuHy He 06HapyxeHbl. Ha3HaueHo wuccne-
AOBAHWE KPOBM HA TFEHETMYECKMe NOAUMOpPQU3MbI
cuctembl remocrtasa. Ha 3KI: cunycosas aputmus, YCC



46-73 yn/muH, AV-6nokaaa | cTeneHu, yacTble OANHOY-
Hble )XeNnyJouKOoBble 3KCTPACUCTONbI. XONTepOBCKOe
MOHWTOPUPOBAHME: UHTEPMUTTUPYIOWas AV-6nokaga
| cteneHw.

B MeXrocnutanbHblii NEpUOA NaLWEHTKY 6ecnoko-
WU ANUTENbHbIE MEHCTPYanbHble KPOBOTEUEHUSA HA
(hoHe aHTUKOAryNSHTHOW Tepaniu, B CBA3M € uem 0412
OHa 6blna NOBTOPHO rocnutanusnposaHa B MATKB.
0512 — yxyflueHne COCTOAHUA B BUAe Kapauanruu c
MppaanaLmen B nesyto pyky. oBTOpPHOE KapAnonoru-
yeckoe 06cnenoBaHue He noaTeepanno Hanuuma OKC,
60neBO NPUCTYN KyNMPOBaH OAHOKPATHbIM NPUEMOM
HUTpOrNuLepuHa. Mo pesynbTaTam reHeTMYeckoro nc-
CnefoBaHna O06HAPYXEHO HOCUTENbCTBO NPOTPOM-
60TUYECKNX MONUMOP(U3MOB, ACCOLUMPOBAHHDBIX C
HacnenCTBEHHON TPOMOBOGMNMENA: TOMO3UIOTHbIE My-
TauMmn reHoB NHIMBUTOPA aKTMBATOPA NIAa3MUHOreHa-1
(PAI-I) u meTunenTeTparnapodonatpeaykrassl (MTHFR)
C677>T (T/T). MaumeHTKa HAXo04UTCA B rpynne pucka no
Pa3BUTUIO MOBTOPHbIX TPOMOOTUUYECKUX OCOXKHEHUI.
MoctaBneH AmarHo3: «lematoreHHas Tpom6odunus.
Nwemnueckas KapaMoOMMONaTUS C HE3HAUMTENbHbIM
CHWKEHWEM COKPATUTENIbHOW CMOCOBHOCTM MMOKAapAa
NeBOro Xenyaouka. MoCcTMHMAPKTHBIN KapanMoCKnepos
(ocTpblit HAPKT MUOKapaa oT 29.06.20 T, OKKNO3NA
BETBM TYNOro Kpas 1 oT yCTbA). ATPMOBEHTPUKYNAPHASA
6nokaga 1 cT. Pegkas xenyaoukoBas 3KCTpacucrona.
HK 0-1 ct». PekomeHgoBaHO neuyeHme: 6uconponon
1,25 mMr 1p/12u, aueTuncanuumnoBas kucnota 150 mr/1p,
puBapokcabaH 15 mr/1 p (npn meHcTpyauum — nepe-
BOA Ha Tepanui HU3KOMOMEKYNSPHbIMW renapuHamu
n3 pacueta 100 EA/kr x 1p/p), npenaparbl donneso
KMUCNOTbI 5 Mr X 3p/A.

MpuBefeHHOe ONuUcaHne NauueHTa AeMOHCTpupyeT
npumep No3AHel ANarHOCTUKI HacNeACTBeHHOW TPOM-
6ocunuu (nonumopdusmbl B reHax MTHFR u PAI-I) y
pebeHKa C BMPYCHbIM MWOKApAMTOM, Oe6HTMPOBaB-
WKM B BMAE OCTPOrO KOPOHAPHOro CMHApOMa. Meau-
aTpam creayeT UMeTb BbICOKYK HACTOPOXEHHOCTb B
OTHOLWEHWNM HACNeACTBEHHbIX AeeKTOB CMCTEMbI re-
mocTasza npu OKC y aeTeid, T.K. HA3HaueHne naToreHe-
TUYECKM 060CHOBAHHOM Tepanum MOXET B KOpHEe U3-
MEHWTb NMPOTHO3 W YAYYLINTb KAUECTBO XKNU3HU.
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KNUHWYECKMIA CNYYAI
CMHAPOMA/NbHOIN GOPMbI MATONOM MU
C MHO)XECTBEHHbIMW BPOXXAEHHbIMU

NOPOKAMMU PA3BUTUSA U 3AAEPXKKOM
NCUXOMOTOPHOIO PA3BUTUSA
A6peteHéBa [lnaHa iMMTpUeBHa

HayuHblii pykosodumenb:
Jeamapésa Mapus pu2opbesHa, 0.M.H.,
npogpeccop kaghedpbi Heonamonozuu OAM0
PHUMY um. H.U. Mupozoea

OTAQY BO POCCUMICKMIA HALMOHANBHDbIN
NCCNenoBaTenbCkMil MEAULIMHCKIIA YHBEPCUTET
numeHun H.N. NMnporosa MnH3apasa Poccuu

MMof, MHOXeCTBEHHbIMW BPOXAEHHbIMU NOpPOKaMK
pa3eutua (MBIP) MOHUMAKT KOMMNEKC W3 [BYX WUNU
bonee He MHAYLUPYEMbIX APYr APYrOM MOPOKOB pas-
BUTUA B pasHbIx cuctemax. O cuHgpomax MBIP MoXHO
roBOpUTb B CNy4ae YCTOMYMBOrO COUETAHMS MOPOKOB
pa3BuTKA y ABYX U 6onee 60MbHbIX. B OCHOBE CMHApPO-
mMoB MBIIP moryT nexatb XpOMOCOMHble HapylleHus
(KaK umMCnoBbIe, TaK 1 CTPYKTYPHbIE), FeHHbIE MyTaLMK
W LEeNCTBME Ha NNOA TepaToreHoB. B cuny orpomHon
3TMONATOreHeTMYeCKol reteporeHHoctn MBIMP npeg-
CTaBNSAT COBOMN CNOXHYIO Npobnemy Ana NOCTAHOBKN
[AMarHo3a, onpefensiolwero NPpUYNHHO-CNeACTBEHHbIe
CBA3M Npu (POPMUPOBAHUN NATONOTMK.

Mog HawWm Hab6MIOAEHNEM HAXOLUTCA [AeBOYKa,
2-X net. PebeHOK OT COMATUYecku 3[40pOBOY MaTepw
34 ner, oT 2-it 6epemeHHoCTN (1-9 6epeMeHHOCTb — B
2016 1, CpoUHble poAabl, eBOUKa, 3nop03a), npoTeKaBs-
wen B | TpumecTpe 6e3 ocobeHHoCTel, BO |l TpumecTpe
c OPBW, B Ill TpumecTpe — Konbnut, oteku. Mo pesynb-
TaTaMm npeHatanbHou anarHoctuku (Y3W): pacimperue
UaLIEYHO-NI0XaHOYHON CUCTEMBI Y MAoAa C ABYX CTO-
pOH, KoconanocTtb. Poabl 2-e, CpoUuHble Ha 38 Heferne,
nyTem NJaHoBOro Kecapesa ceyeHus. Macca Tena npu
poxaeHun 2970 1, [nuHa 52 cM, OKPYXHOCTb T0JI0BbI
34 cm, OKPYXHOCTb rpyau 35 cm, oueHKa no Lwkane An-
rap 7/8 6annos.

COCTOSIHME NPYW POXAEHUM CPELHEN TAKECTH 3a cUeT
CUHAPOMA YrHETEeHUA. Ha 4-e CYTKM XU3HW nepesefe-
Ha B HEOHATONOTMYeCKOe OTAeNeHune. B comatnyeckom
cTaTyce: MHOXECTBEHHble CTUIMbl JM33MOPUOreHe3a,
KOHDBIOTaLMOHHAA XenTyxa, [ABYCTOPOHHAA BPOXAEH-
Has Koconanoctb. Mpu o6cnegoBaHUM B CTauMoHape
Mo AIaHHbIM YNbTPa3BYKOBOro nccnenosaxus (Y3u) op-
raHOB OPIOWHON NONOCTH, NOoYekK: AechopMaLIMa Kenu-
HOrO My3blps, rMAPOHepOTUYECKas TpaHchopmaLus
neson nouku. Mo pesynbTatam Y3W Ta3zobenpeHHbIX
CYCTaBOB BblfiBNIeHa AUCNNa3MA Ta306e€APEHHbIX CyCTa-
BoB Il b cteneHwn. Mo pe3ynbratam 3axokapanorpadum
(3x0 KI): oTKpbITOE 0BaNbHOE OKHO 3,5 MM. M0 AaHHbIM
HenpocoHorpatun (HCT): nepu- W WHTPABEHTPUKY-
napHble kposousnusHua (MUBK) 2 ct., runonnasus
MO30/1MCTOrO Tena, 3X0-NpPU3HaKN BHYTPEHHEW rMapo-
ueanuu, CHWKEHUEe COCYAUCTOro CONPOTWUBMEHUA B
nepefHeil Mo3roBon aptepuu. locne KoHCynbTauum



HeBponora BbICTaBNEH [WArHOo3: TUMOKCUYeCKu-re-
mopparuyeckoe nopaxenue LIHC Il ctenenun, cuHgpom
ABUraTeNbHbIX HApYLeHWA (MbllieuHaa TUNOTOHUS).
JucreHesua mosonuctoro tena. CuHApomManbHasa na-
Tonorus. BoinncaHa co 2 3tana BbIXaXXMBAHUA Ha 12-e
CYTKU XU3HU.

Ha 2-m mecsle XU3HU HEeBPOMOroM OTMEYeHbl Ha-
nnyne mukpouedanum n nepebiX NPU3HAKOB 3a[ePXx-
KU ncuxomoTopHoro passutua (3MP): runomumus,
HErpoMKMiA, HEIMOLMOHAMbHbBIM Mnay, OTCYTCTBUE
thukcaumm B3rnaaa U «pPOTOBOr0 BHUMAHMAY, CHUXKE-
HWe MblLEYHOro TOHyCa B pyKax, 3ameasieHo opmu-
pPOBaHWE KOHTPO/IA FO/I0BbI HA XWUBOTE U NPU TPAKLMUH.

B ambynaTopHbIX YCNoBUsSX pebeHKy npoBeeHo
KOMMNEKCHOE KIIMHUKO-MHCTPYMEHTaNlbHOe 06c¢nefo-
BaHWe: MarHUTHO-pe3OHaHcHas Tomorpadus (MPT)
rONOBHOIO MO3ra, UCCnefoBaHne 3puUTesibHbIX BbI3BaH-
HbIX noTeHunanos (3BM), 33M-MOHUTOPYHT, @ TaKke 06-
CNnefoBaHue B CypLoNOrMyeckom LeHTpe. Mo JaHHbIM
MPT ronoBHoro mosra: MP-KapTuHa BHYTpPeHHeW ru-
Aapouedanun, runonnasus Mo3onnucToro Tena. YMeHb-
lieHMe o6bema BeLECTBA FOMIOBHOrO Mo3ra. Apax-
HOMAanbHas KWUCTa y Nontca neBoil BUCOYHOM [0MK
18/26/17 mm. Mo paHHbIM nccnenosanma 3BIM: oculus
uterque (OU) — opraHuueckoe MOpaXeHue 3puTeNb-
HbIX NPOBOAAWMX NyTen. Mo AaHHbIM 33[-MOHUTOPUH-
ra anunenTUOPMHON aKTUBHOCTU He OGHaPYXEHO.
Mo pe3ynbTatam CypAONOrMYecKoro 06cnefaoBaHmns
BbISIBIEHA HelPpOCEeHCOpHas TYroyxocTb | cteneHu. Ha
MPOTSHKEHUN NEPBOrO rOfAa XU3HN ¥ pebeHka OTMeua-
N0Cb HapylleHne TEMMNOB NMCUXOMOTOPHOr0 pPas3BUTUA:
Hauana NnoBopaynBaTbCa Ha 6OK € 7 mec., ynblbaTbCs €
8 mec., rynuTb € 8-9 mec., KOHTPOJIb FONOBbI B NOJOXKe-
HUK Ha XMBOTe chopmnpoBaH K 1 rogy.

COBOKYMHOCTb Hanuuua y pebeHKa C 3aepXKou
MCUXOMOTOPHOIO Pa3BUTUA AHOMANUKU Pa3BUTMA TO-
NOBHOMO MO03ra, NAToNOrMN 3PUTENLHOIO MU CNYXOBOMO
aHanM3aTopoB, BPOXAEHHOW ABYCTOPOHHENW Kocona-
MocTW, BPOXOEHHOro MOpoKa MNOYeK CTanio OCHOBA-
HWEeM NS NPOBefeHUA reHeTUYecKoro UccnefoBaHus
AN NOATBEPXAEHUS CUHAPOMAanbHOM opmbl MBIIP.
B pesynbrate npoBefeHHOro TapreTHOro XpomMoCOM-
HOro0 MMKPOMATPUUYHOrO aHann3a, peKOMeH40BAHHOIO
FeHEeTMKOM, NaTOreHHOro XPOMOCOMHOro AncbanaHca
06HapyXeHOo He 6b110. Ha NpoTAXeHUM NepBoro n BTo-
POro rofia XXM3Hu AeBoYKa ambynaTopHO 1 B YCNOBUSX
CMeunann3npoBaHHOro CTaLuyoHapa NPoxoausna Kypcol
KOMMNEKCHON BOCCTAHOBUTENbHON MeJuKaMeHTO3HON
11 HeMeJMKAMeHTO3HOW Tepanun ¢ KpanHe MeasIeHHOW
NONOXNTENbHON ANHAMUKON HEPBHO-MCUXUYECKOTO W
CTaTO-MOTOPHOrO pPa3BUTUS.

B HacTofillee Bpemsa K Bo3pacty 1,5 net B HeBpoO-
NOTNYeckoM CcTatyce y peb6eHka: Mukpouedanus
(OKpYXHOCTb rONoBbI 43,5 CM). 3pUTENbHbIA KOHTAKT
(hopmanbHbliA, yCTaHAaBNUBAETCA He Bcerga. Wrpyuw-
Ky 6eper B PyKy, nepeknajbiBaer. MHOXeCTBEHHbIe
PYUHble ABUraTeNbHble CTEePeoTUNMU. IKCMPeCcUBHas
peub OTCYTCTBYET, BOKANM3aLMA MMACHbIMU, eAUHNY-
Hble cnoru. MoHMMaHWe peyeBbiX WHCTPYKUWIA Orpa-

HuyeHo. CamocTosiTeNbHblIe MOBOPOTbI HAa XWBOT, U
06paTHoO, He CaanTCs, He CTOUT, He XO0ANT. CO CTOPOHbI
UMH: ropu30HTaNbHbIA HUCTArM C POTAaTOPHbIM KOM-
noHeHTOM. Cxopsweecs Kocornaswue. [pucytcTeyet
TPYAHOCTb BCKAapMIMBaHWUA — NEPUOAUYECKU nonep-
xuBaHusa (0XuBNeHUe pPBOTHOrO pecdinekca B pamkax
ncesaobynbb6apHoOro  cuHapoma). B aBuratenbHoim
chepe: TOHYC MblWL, NOBbIWEH B pyKax, D=S. MoHmxeH
B HUKHUX KOHEUHOCTAX. CyXOXunbHble pedhnekcbl ru-
neppednekcun, D>S. MonoxutenbHblli pednekc ba-
6uHckoro. O6pallaloT Ha ceba BHUMaHMe cneaytolme
(heHOTUNMYeCcKne 0COBEHHOCTM: 6onblune YK, ma-
NeHbKUN NoABOPOAOK, HIU3KOPACMONOXEHHbIE YIIHbIE
PaKoBMHbI, MOHFONOWAHLIN pa3pe3 rnas, runoTeno-
pW3M rnas, WaTpoBMAHas BEPXHAS ry6a, 3anasluee ne-
peHoCbe, CTPabusm, HenpaBMAbHbIA NPUKYC.

B uenom, ocobeHHOCTM cnoxuslierocsa deHoTuna
pebeHka, ANHAMNKA KNUHWUYECKOW KApPTUHbI U AaHHbIE
aHaMHe3a XMU3HW W 3a6oneBaHMs [AKT OCHOBAHWE
nposectn AnddepeHumManbHbii AWArHo3 B rpynne
MOHOTEHHbIX CUHAPOMANbHbIX COCTOSIHUIA C MHOXe-
CTBEHHbIMM BPOMXAEHHbIMM TMOPOKaMW Pa3BUTUS, B
YacTHOCTH HeilpookynoKapanoreHUToypuHapHbIm
cuHapomom (Neurooculocardiogenitourinary syndrome
(NOCGUS) (OMIM 618652). NOCGUS Bbi3BaH reteposu-
roTHoM mytauuen B reHe WDR37 Ha xpomocome 10p15.

[lna BbIABNEHMA Hanbonee BepPOATHOW MPUUUHDI
3ab0neBaHNst B3IT BYKKaNbHbIN COCKOO ANA MOMeKy-
NAPHO-TEHETMYECKOrO MCCNeA0BaHMUsA: NOUCK MyTaLnii
B reHe WDR 37, cekBeHUpOBaHMe C NocneaywLlen Ba-
Nnpaumeil BbISBMEHHbIX TEHETUYECKNX BapUAHTOB.
AHanus B paborte.

ABYCTOPOHHAA ACMMUPALINOHHAS
NMOMNCErMEHTAPHAS MTHEBMOHWA
Y PEBEHKA C CUHAPOMOM NPOTEA

EropoBa AHactacus liropeBHa,
Tynynosa Cochus AnekceeBHa

HayuHbiii pykosodumerb:
NapuHa Mlio6oeb Eé2eHbesHa, K.M.H., doyeHm
Kkacghedpbl nponedesmuku demckux 6onesHel M@
PHUMY um. H.W. Mupozoea

OTAQY BO PocCcUMCKMA HaLMOHANbHbIN
MCCNeaoBaTeNbCKUA MEAULIMHCKMIA YHUBEPCUTET
nmenn H.N. Muporoea MnH3agpasa Poccuu

CuHapom MpoTes — peauyaliliee reHeTUYECKoe 3a-
6oneBaHue, XapakTepusyiolleeca TPYAHOCTbIO re-
HeTuueckon maeHTUdukaumu. CuHgpom [MpoTes Xa-
PaKTEpW3YyeTcd  KOMMMEKCHbIM, BapuabenbHbiM 1
MPOrpeccMpyrowmm paspactaHNeM pPasnUUHbIX TKa-
Hen opraHu3ma C NpPeuMyllecTBeHHO aCUMMETPUUHOM
MaKpoAaKTUNMeN, COeAUHUTENbHOTKAHHBIMU W 3MK-
AEPMANbHbIMW HEBYCAMM, BPOXAEHHbIMK MOPOKAMM
pa3BUTUS KPOBEHOCHLIX U NMMMATUUYECKNX COCYa0B,
rMnepocTo3om Koctei yepena. Mpu 3a6oneBaHnm cy-
LEeCTBYET NpeapacnonoXeHHOCTb K Pa3BUTUIO Ony-
xoneu. TMpUUMHON CMHAPOMA SIBNAETCA CMOHTaHHas
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BapuaLna reHa BO Bpems IMOPUOHANbHOMO Pa3BUTMA.
Mpouncxogut ToueyHas mytauma B reHe AKT1. 31a myTa-
ums B reHe AKT1 HapyllaeT CMOCOBHOCTb MOPAXKEHHDbIX
KNeTOK perynmpoBaTb CO6CTBEHHbIN POCT, B pe3ynbrare
Uero HeKOTOpble YacTu Tena nauueHTa BbipacTalT Ao
aHOMaSbHbIX pa3mMeposB, B TO BpeMs Kak apyrue ocra-
I0TCA HOPManbHbIMU.

XapakTep n36bITOMHOro pocta npu cuHapome Mpo-
Tes TaKKe ABAAETCA OTNMUUTENbHbIM MO CPABHEHWUIO
C ApYyrnmMu paccTponcTBamu, KOTOpble MpPOABASIOTCS
aCUMMETPUUHBIM N36bITOYHbIM POCTOM. OH Ha3blBaeT-
CA HeperynspHbiM 1 NPOrPeCcCcUBHbIM, YTOObI OTINYNTD
ero ot 60nee pacnpoCTpaHEHHOW (hOpMbl upesmep-
HOrO pOCTa, KOTOpas ABASETCA NPONOPLMUOHANBHON 1
perynsipHou.

AKTYyanbHOCTb TeMbl CBAI3aHa C TeM, UTO AaHHOE 3a-
6onesaHne Heo6XoAMMO NPABUIbHO U CBOEBPEMEHHO
AMArHOCTUPOBATb, YTOBbI CHU3UTD PUCKN OCTOXKHEHUIA
u obecneunTb KOMOPTHYIO XM3Hb NaumeHTy. M36a-
BUTbCA OT CMHAPOMA HEBO3MOXHO, Kak W OT Nn60ro
ApYroro BpOXAeHHOro nnbéo HacneacTBEHHOro 3abo-
neBaHma.

Lenb: 06paTuTb BHUMAHKUE CNELMUANUCTOB HA OfHO
U3 peako BCTpeuarLluxca 3a6oneBaHuil, NpeacTaBuTb
0COBEHHOCTU KNWHWUYECKOTo NPOSABAEHMS CUHAPOMA
MpoTes, a Takxe NPeACTaBUTb BHUMAHUIO UHTEpecHoe
TeueHne NHEBMOHUN Y pe6eHKa C JaHHbIM CUHAPOMOM.

KnuHuueckunit cnyuai

Manbunk &4 mecsLa, roCNMTanM3nNpoBaH C xanobamu
Ha noBbllleHue TemnepaTypbl Tena ao 37,8°C, oablLLKy.
[lnarHo3 npu NOCTYNAEHUU: OCTPbIN 0B6CTPYKTUBHDIN
6poHxut, AH I-Il cTeneHu, NUMEAHITNOMA LIEUHbIX,
OKO/OYIUHO-KEBATENbHbIX, MOAYENIOCTHbIX 0bnacTei
C ABYX CTOPOH, [HA NONOCTU PTa, A3blKa, COCTOAHME
nocne HWKHeW Tpaxeoctombl oT 02.07.2020, ucceue-
HUA NUMGAHTMOMbI MOAYENIOCTHBIX, LEYHbIX, NOA-
60pOA0UHbIX 06nacTen, AHA MONOCTW pTa M lWeu OT
02.07.2020, peBW3uUA NOCNEONEPALNOHHON paHbl OT
12.08.2020, cuHapom MNpoted. N3 aHamHe3a U3BECTHO:
nauueHT HabNIOAAETCA FEHETUKOM NO NOBOAY CUHAPO-
ma [lpoTes.

Mpu ocmoTtpe: poct — 60 €M, macca — 6,4 Kr, Temne-
patypa — 39,4°C. Macca npu poxaeHuu 3488 rp. Accu-
METPUYHOE NNLO 3a CYeT 06pa3oBaHNi nepeaHe-60-
KOBbIX OTA€NOB Leu, NoaYentoCTHbIX 0bnacTten 6onblue
CMpaBa, HMKHUX OTAENOB LEYHbIX N OKOMOYLLHO-KeBa-
TeNbHbIX 06NacTen ¢ ABYX CTOPOH TaKxe 6onblue crnpa-
Ba, MONOCTM JHA PTa, A3bIKA, KOXA Haf 06pa30BaHMAMN
HOPManbHOW OKpackn. 06nacTb TPaXxeoCToMbl 6e3 n3-
MeHeHui. Y40 — 42/MuH, Sp02 — 89%, AbixaHue XKecT-
KOe, BbIC/YLLNBAIOTCA BAaXHble Xpunbl, Al — 90/50 mm.
PT. CT., YCC — 142/MuH. PebeHOK 6bin rocnuUTann3npo-
BaH (08.09.2020) B MH(DEKLMOHHOE OTAENEHUE ANSA XU-
PYPruyeckmx 60NbHbIX.

Mpwu nposeaeHun nxranauun (09.09.2020) pebeHka
BbIpBaNo, NPOK30LWNa acnupauus N OCTaHOBKA [fbiXa-
Hus. MpoBefeHa CaHaLMa AbIXaTeNbHbIX NyTen, Haua-
Ta WCKYCCTBEHHAs BEHTUAALUA NEerkux mewkom Amby

12

uepes TPaxeoCTOMUYECKYIO TPY6KY, HAYaT HenpsaMoil
Maccax Cepaua, BBeaeH B/B aapeHanuH 0,1 Ma n fek-
CaMeTa3oH 4 mr, pebeHoK 6bin nepeseneH 8 OPUT no
TaxecTn coctosHua (09.09.2020-06.10.2020). B cBasu
C remoTopakcom crnpaBa (10.08.2020) 6bina nposefe-
Ha MyHKUMSA MpaBou nnespanbHon nonoctu. lMpose-
JEeHO ApPEeHMPOBAHWE MeBpanbHON MOMOCTW Cnpasa
11.09.2020, npoBefeHa 6POHXOCKONMS, NO pe3ybTaTam
KOTOpPOM y NauueHTa 6bina AMarHOCTMPOBaHa KapTu-
Ha THOWHOrO TPaxeobpOHXWTa, MPOBEJEHA CaHALMS.
MNoBTOpHbIe CaHauuu 6binn nposegeHbl 18.09.2020 u
22.09.2020. Ha peHTreHorpamme OpPraHoB GPIOLIHON
nonoctu 10.09.2020 u 11.09.2020 oTmeyanacb KapTuHa
KWLWEYHOW HEeNnpoXo4uMoCTh, KOTopass BMOCNeACTBUN
pa3peLunnach, ABNeHne cenTuyeckoro woka 13.09.2020.
Mpn Y3N 6piolwHON NONOCTM B AMHAMUKe onpenens-
nocb Hebonblloe KONMYECTBO, MaLMEHTy NPOBOAMIM
JApeHax 6prowHon nonoctu. Koppekums runoanbby-
MUHEMUW. 1N 3HTepanbHOro NUTaHMA MCNONb30BasCA
Ha30racTpanbHbli 30HA. B cBA3n rmy6okon Tpom6o-
LMTOMEHMeN NpoBefeHbl TpaHcdy3uKM KOHLeEHTpaTa
TpombouuTOB 13.09.2020 1 24.09.2020.

PebeHOK 6bin NepeBefieH B OTAeNeHMe TOPaKanbHON
xupyprum (06.10.2020-23.10.2020).

MpW PEHTreHONOrMYeckoM MCCNefoBaHUmN TPYAHOM
knetku (06.10.2020) 0TMeuanocb yBennyeHne NHeBMo-
TOpakca Crpaea, NoBbIlWeHMe NMHeBMATN3aLMUM NpaBo-
ro fIerkoro, MMAPOTOPAKC CNpaBa, CHUXeHWe NHeBMa-
TW3aLMKM B NPUKOPHEBbBIX OTAENax cnesa. bbin nepexar
nnespanbHbIi ApeHax cnpasa (0810.2020), guarHo-
CTUPOBANN NMHEBMOTOPAKC CMpaBa, APEHAX pa3xar
npu nomowy wnpuua acnupuposanu 50 mn Bo3ayxa. B
CBA3M C TAXKENOW aHeMuell pebeHKy npoBeny TpaHcdy-
3110 3pUTPOLMTAapHOI B3BECb0 (09.10.2020), cocTosHMe
nocne TpaHcy3um 6e3 ocnoxHeHmi. Mo pesynbratam
KT uccnenosanus OTK nog Hapko3om (1410.2020) otme-
ueHa NoMoXUTeNbHas JMHAMUKA B BUAE YMEHbLIEHUS
o6bema XnAKOCTW M BO3AyXa B NPaBoM NiespanbHOM
MOMOCTM C NPU3HAKAMM OrPaHWYEHUA 30HbI, YacTny-
HOe BOCCTAHOBMIEHWE NHeBMaTM3aLuMW Npasoro ner-
KOro, OTCYTCTBME BbINOTA B NIEBOW NNEBPANbHON 30HE
1 OTeKa KNeTuaTouHbIX NPOCTPaHCTB. Ha oHe npose-
JEHHOro neyeHns y pebeHKa oTMevancs perpecc Abl-
XaTeNbHOW HEAOCTATOYHOCTU M KNCIIOPOA3aBUCUMOCTH.

YunTbiBas 6naronpuaTHY0 KNWHUYECKYI0 CUMNTO-
MaTuKy, 6bin yaaneH nnespanbHbii gpeHax (19.10.2020)
U OTMEHEHa aHTubakTepuanbHas Tepanus. Mo peHT-
reHONOrMYeckMMM 1 nabopaTopHbIMU  AAHHbIMKU  OT
23.10.2020 (C-peakTuBHbIi 6en0K — 0,8 Mr/an, 3puUTpo-
uuTbl — 3,37*%10%/n, remorno6buH — 97 r/n) oTmeyeHa
MONOXMTENbHASA AWHAMKUKA. PebeHOK Obin BbiMMCaH
JIOMO.

OCHOBHOW ANArHo3: [IByCTOPOHHASA acnUpaLyoHHas
nonucermeHtapHas nHesmoHus, f1H 1l ctenexu, centu-
UECKWI LIOK, COCTOAHWE MOCNE YCMEeLWHbIX peaHuMaLn-
OHHbIX MEPONPUATIIN, MTHEBMOTOPAKC, CMHAPOM MpoTes
(nMMaHrMoMa  LEUHbBIX, OKOMOYLIHO-XeBaTeNbHbIX,
NoAYENtoCTHbIX 06MacTen C IBYX CTOPOH, HA NMONOCTU
pTa, A3bIKa).



3aKnioueHue:

Cunppom MpoTes npeactaBnser cobon peakyro na-
TONOTUI, CXOAHYI0 C PALOM HACNeACTBEHHbIX 6ones-
Hen, XxapakTepusyetcs hopMUPOBAHNEM OCITOXHEHWIA
B BuJ€ 3/10KauUeCTBeHHbIX HOBOO6GPA30BaHWIA U Tpya-
HOCTbIO FEHETUUECKON MAEHTUDUKALNA.

CBOEBpEMEHHAN ANArHOCTIKA MMEET NepBOCTENEH-
HOe 3HaueHue AN NPOrHo3a TeueHus 3aboneBaHus,
KauecTBa M NPOJOMKUTENBHOCTU HKU3HU NaLMEHTa.
Takum 06pa3om, NpeAcTaBNeHHOEe KAMHWYECKOe Ha-
6nioaeHne UNMICTPUPYET HeobblUHOE, OCNOXHEHHOE
TeueHMe MHEBMOHUM y pebeHka ¢ cuHapomom MMpoTtes.

TPYAHOCTU ANATHOCTUKN
HEWPOB/IACTOMbDI

boHpapeHko Onecs BUKTOPOBHa,
Tonmauésa AHHa AneKCaHApPOBHA

HayuyHblli pykogodumens:
NapuHa /io60o86b Ee2eHbesHa, K.M.H., 00yeHm
Kkachedpbl nponedesmuku demckux 6one3sHel M
PHUMY um. H.W. Mupozoea

OTAQY BO PoCCUCKMIA HALMOHANbHbIN
NCCNenoBaTenbCkii MeULIMHCKIN YHUBEPCUTET
nmenn H.N. NMnuporosa MmnH3apasa Poccuu,
'BY3 Mopo30BCKada geTckas ropofckas
KnuHunyeckas 6onbHuua [3M

Henpo6nactoma — 3710KauecTBeHHas ONyxonb, pas-
BUBAIOLLAACA U3 KNETOK-NPEALIeCTBEHHUKOB CMMNaTH-
UecKkon HepBHOM cucTembl. Hempobnactoma siBnseTcs
CaMoM YacTON 3710KaYeCTBEHHOM 3KCTPaKpaHWanbHoM
OMyXONblo JETCKOro BO3pacTa, COCTaBNAeT 8% Bcex
3/10KQUeCTBEHHbIX HOBOOGpPa3oBaHWi. Hellpobnacro-
Ma 4yacTto MpoTeKkaeT 6ecCMMNTOMHO 1 3anoAo3puTb
JaHHYI0 NaToONOrNI0 MOXHO TOMbKO MPU MeTacTasu-
POBaHMK OMYXONU B Pas3fiMuHble opraHbl. Himke npu-
BEIEHO OMNKCaHMe AMArHOCTUKM HEeMpOo6NacTOMbl MNPy
06cnenoBaHun pebeHka No nosoay nonmaednLNTHON
aHeMun 3 cTeneHu.

JleBouka 3. 23.09.19 .p. oT 2-01 6epeMeHHOCTH, 1-bIX
(hm3monormyeckux pofos B cPok. CemelHbIn aHamMHe3
He oTAroweH. MpuBMBKM No KaneHgapto. Pe6eHoK poc
1 pa3BuBaNCA HOPManbHO, B COOTBETCTBUM C BO3PACT-
HbiMu Hopmamu. C nions 2020 roga y pebeHka oTMeua-
NUCb NOBTOPHbIE 3MWU304bl NOBbILEHUA TEMMepaTypbl
Tena fo 37-37,2 rp., KOTopble 6bIN pacLeHeHbl MaTe-
Pbl0 KaK CMMMNTOMbI MPOpPe3bIBaHNS 3y60B M Wanobbl
Ha CHmxeHue annetuta. C 24.09.2020r — 3 AHA nuxo-
pajika 6e3 KaTtapanbHbIX ABAEHMIA. AMOYNATOPHO 6biN
caaH OAK, no pesynbTaTamM KOTOPOro 06HAPYXEHO CHU-
eHWe remornobuHa Ao 74 r/n. fematonorom no mecty
XUTENbCTBA 6bINO PEKOMEHLOBAHO HAuaTb Tepanuio
JHTepanbHbIMM Mpenapatamu xenesa u (HoONMeBON
Kucnoton. 310.2020 — NOBTOPHbIN 3NN30[ NNXOPAAKK,
poauTenu camocTosTenbHo obpatunuce 8 MAMKB. B
OAK CHWXeHne remorno6uHa fo 68r/n n 3putpoumnTos
[0 2,93/n, B CBA3N C Yem JeBoUKa rocnutanu3npoBaHa
B remaTofnormyeckoe otaeneHue. B 6/x aHanuse Kpo-

B OT 510.20 — cuaeponeHns 59 MKMOMb/N, TpPaHC-
theppuHa Ao 186mr/an, B12 go 150nr/mn, nosbileHne
ypoBHA (eppuTuHa fo 74,3 mkr/n, NAr no 615 EA/n,
ACT po 744 EQ/n, CPB no 83,6 Mr/n. Ha ocHoBaHuu
pe3ynbTaToB aHanM30B NOCTaBNEH AMArHO3 nonwuge-
uumutHas aHemus 3 cteneHun. 510.20 — TpaHcdy3usa
3pUTPOLUTAPHON Macchl — 15MA/Kr B/B Kan. Tak Kak
ANA aHeMUn He xapakTepHo nosbiweHune JIA6L a Takxe
noBbileHne eppuTUHA NPU CUAEPONEHNN, ANArHo-
CTUYECKUN NOUCK BblN NPoaoMmKeH. 610.20 BbINONHEHO
Y31 OBl — renatocnneHomeranus; Y3 novek, Haano-
UEUYHMKOB U 3a6PIOLWNHHOIO NPOCTPAHCTBA — 3XONPU-
3HaKM CONMMAHOro 06bEMHOro 06pa3oBaHMs 3abpioLl-
WHHOrO NPOCTPaHCTBa CneBa, NWeno3Ktasua crnpasa.
8.10.20 BbinonHeHo KT OFT — pa3pexeHue KOCTHOW
MAOTHOCTM 06eux nonatok u KT 3a6pOWNHHOIO Npo-
CTPAHCTBA — HEMpPO6IacToMa, HepaBHOMEPHOE CHU-
XeHMe NMOTHOCTM KOCTeil Ta3a, GefpeHHbIX KocTen,
Ten L2, L3. KoHcynbTMpOBaHa OHKONOIOM, MOKAa3aHo
Cneuuann3npoBaHHoe o06cnefoBaHNe U fneyeHne B
OHKOnorunyeckom otgeneHuun. OT nposeaeHus deppo-
Tepanuu u Tepanuu B12 pelleHo BO3aepxaTbcA U3-3a
HOBOOOPA30BaHNA 3aBPIOWKNHHOIO NPOCTPAHCTBA.
1210.20 naumeHTKa nepeBedeHa B OHKONOruyeckoe
oTaeneHune ¢ anarHosom: C48.0. 3n0KaueCTBEHHOE HO-
BOO6pa3oBaHuMe 3abpKIWMHHOMO NPOCTpPaHCTBa. Ha
KoHcunuyme 1510.20 peLeHo NpoBecTU onepaTnBHoOe
BMELLATENbCTBO B 06beMe CpeUHHOW nanapoTomMuu
C yaaneHnem HOBOOOGPA30BAHMA U TMCTONOTMUYECKUM
nccnenoBaHnem, kotopble 6biin nposefdeHbl 19.10.20
n 26.10.20 COOTBETCTBEHHO. [10 JaHHbIM TUCTONOrNYe-
CKOTO0 MCCNeaoBaHns — HU3KoANMhepeHLPOBaHHas
HenpobnacToma, MHAEKC MUTO3-KapuOpPEKCHC B Npeae-
nax mMexay NPoOMeXyTOUHbIM W BbICOKUM 3HAYEHUAMMU,
(hparmeHTbl TKaHW NKUMGATNYECKUX Y3N0B C CybCTpa-
TOM Herlpo6nacTombl. Ha 0CHOBaHMU FMCTONOrMYECKO-
ro uccnefoBaHMs NoctaBneH auarHo3: C48.0 Heilpo6-
nacTtoma 3abpLWNHHOIO NPOCTPaHCcTBa. MeTacTasbl B
pernoHanbHble NUMAOY3Mbl, KOCTHbIA MO3T, MNeueHb.
T2bN1M1 cT.IV cT.IV no INSS. Bbicokas rpynna pucka. IV
cragus, Knununyeckasa rpynna IV. C 31.10.20 no 9.01.21
npoBoannoch 4 6noka NXT no npotokony NB-2004, ko-
TOpble nauneHTKa nepeHecna yLoBNeTBOPUTENbHO.

28.01.2021 r nauneHTKa NOBTOPHO rOCNUTANU3UPO-
BaHa B OHKofornueckoe otgenenmne MArKb and npo-
BefeHms BTOporo kypca MNXT. Mo ocHOBHOMyY 3abone-
BAHWIO COCTOSHWNE OLIEHUBAETCA KakK KpanHe TAXenoe.
B aHanu3e KpoBW BbifABMEeHa NaHUMTONEHUA 1 MOBbI-
WeHne YpoBHA HellpoH-cneuuduueckon eHonasbl Ao
40 MrK/n. KnMHMUYECKN MUHUMANbHO BbiPAXeH remop-
parMyeckmii CUHAPOM B BWAE NPUMECU KPOBM B HO-
coBomn cnusn. MnaHMpyeTcs NpoBeaeHne CTUMYNALNK
rPaHyNoOLMTON033a M aepes Ans Ae3MHTOKCMKALMM W
npodunakTuki cencuca. Mocne Hopmanu3aLnm noka-
3aTenien KPOBW 3anfaHUPOBaHO NPOBeAeHe BTOPOro
Kypca MXT.

/13-3a BbICOKOI YacTOTbl BCTPEUAEMOCTU Henpoob-
NacToMbl Cpeau feTeli 1 B 6ONbLIMHCTBE Clyyaes bec-
CMMNTOMHOIO Hauana TeueHus AaHHOTo 3a6oneBaHus
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npo6nema ANarHOCTUKM OCTAETCA aKTyanbHOW M B Ha-
cTosiliee BpeMms. [laHHOe OMKUCaHKe NOKa3blBaeT OfWH
3 BapMAHTOB TeUeHUs HellpobnacTombl. Y NauyueHTKu
KNMHWUYEeCKass KapTuHa o6YCMoBNeHa noKanusauuen
MeTacTa3oB B KOCTHOM MO3re, UTO 06bACHAET Hanuume
Y Hee aHeMMUeCcKoro CMHAPOMa. VIMEHHO aHeMUYeCKn i
CUHAPOM CTaN MPUYMHOM FOCMMTANM3aUun u obcne-
JNOBAaHWA MaLMeHTKW, 4To B JanbHenlleM Mo3BOJUIO
ANarHOCTMPOBaTb OCHOBHOE 3abofeBaHue — Helipo-
6nactomy. Takxe AaHHOe OMKUCaHWe MOATBepXaaeT
HE06X0AMMOCTb OHKOMTOTMYECKOW HACTOPOXKEHHOCTH Y
Bpaueil BCEX cnelmanbHoCTen.

TEYEHUE NEPBUYHOIO TYBEPKVNE3A
Y PEBEHKA NEPBOIo rogA >Xn3Hu
C OCNIOXXHEHHBIM AHAMHE30M
Y3yH AHHa CTenaHoBHa

HayuHbiii pykogodumernb:
Kucenesuy Onb2a KOHCMaHMUHOBHQ, K.M.H., 00ueHm

®rAQY BO PocCnCKUiA HALMOHANbHbIN
MCCNeaoBaTeNbCKUA MEAULWHCKMIA YHNBEPCUTET
num. H.W. Mnporosa Munnsgpasa Poccuu

Ocobon npobnemon rusmaTpun 6GbIN U OCTAETCA
Ty6epkynes y aeTeil paHHero Bo3pacra (ot 0 4o 3 ner).
Tybepkyne3 y aeTen NpefoTBPATUM M U3/TEUNM, HO Tpe-
6yeT B CuNly aHATOMO-(PM3NONOrNYECKMX OCOBEHHO-
CTel MPUCTANbHOTO BHMMaHMA. OCOGEHHO OMACHbIM
SIBNAeTcA 3aboneBaHne B paHHEM BO3pacTe, rae 3apa-
XeHMe NPOUCXOANT 3a4acTyio B CEMbE.

Manbumk 11 mec., noctynun u3 [loma pebeHka C
onekyHamu. 113 aHamHe3a W3BECTHO, UTO pebeHOoK OT
5 popos, nocnegHas 6epemMeHHOCTb NpoTekana Ha
thoHe BUY-nHekunm, BUPYCHOTO renatnTa, cudnnm-
ca. Pogibl Ha cpoke 35-36 Hepenb. Macca npu poxaeHun
3360 r, AnuHa Tena — 48cm, oleHKa no Anrap 7/8 6an-
nos.. Monyuan APBT, npocdunaktuyeckoe neyeHune no
nporpamme BpOXAEHHOrO cudpmnuca. Habnogancs no
nosogy: lMepuHaTtanbHoro nopaxeHus LHC couetaHHo-
ro reHesa, BOCCTAaHOBUTeNbHbIA nepuog. BC: aedekr
MEXKeNy04KOBON Neperopoakn cybaoptanbHbli. [le-
(heKT MeXIKenyaoukoBOW MePeropofku BTOPUYHbIN.
XCH1. TpaH3MTOpHbIN rMnoTupeos. Kucta cenesgHku.
MuenakTasma cnpaBa. HeokoHuYaTenbHbIN TeCT Ha BUY.
MpodunakTuyeckne NpPUBMBKYU NO UHAMBUAYANBHOMY
KaneHgapl. AnneproaHamHes He OTAMOWEH. Tpasm,
onepauumn He 6bino.

Bo Bpems HaxoxaeHNs B pOAMSIBHOM fOMe Y MaTepu
BbiIBNEH Tyb6epkynes. Pe6eHoK BLK He BaKUWUHUPO-
BaH. Habniopganca dtusuarpom ¢ poxaenus. Mpn 06-
CNefoBaHuM NO KOHTAKTY B 3 MeCALA BbISBNEHA Kapaun-
omeranua 1 CT. Peakums Ha MMMyHONOrMYeckue TecTbl
nonoxwutenbHas: np. Mauty c 2TE NMNA-1— 10 mm, np. ¢
ATP — 10 mm. B 7 mec. nposoautca MCKT OTK, roe oua-
FOBbIX M MHPUNBTPATUBHbBIX U3MEHEHWIA, FUNepnasnm
BIT1Y He 6bi1510 BbiSiBNEHO. [IpoBeAeHO 2 Kypca NpeBeH-
TUBHON XT. B Bo3pacTe 11 mecsiLes Npu noBTOpHO CKT
OTK BbiSIBIeHbl MI3MEHEHUS B BUAE U3MEHEHUN B S1-2,
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S6, S10 060X NETKUX, 6ONbLUE CNEBA, CybnneBpanbHble
y4acTKM YMAOTHEHNA NEFOYHOW TKAHW MO TUMY KOHCO-
nuaaumn, TpeyronbHol OpMbl, OCHOBAHMEM MpuUne-
Xalme K KocTanbHoi nnespe. B S6, S10 cnesa napa-
MEMACTUHANBHO M CybnAeBpanbHO 30HA YNNOTHEHNS
NEroYHON TKAHM N0 TUMY KOHconugauum, 6e3 YETKUX
KOHTYPOB, C NpOCBeTaMn 6POHXOB B CTPYKTYpe. Mpose-
JEH KOHCMNUYM, BbICTaBNEH AUATHO3: Ty6epKyne3 BHy-
TPUrpYAHbIX NUMATUYECKNX Y30B BCeX FPYNN CeBa,
OCNOXHEHHbIN 6POHXONErOUHBbIM MOpaXeHnem S1-2,
S6, S10 nesoro nérkoro, asa uHhuAbTPaLum. MBT (-).
PekOMeH[J0BaHO NeyeHre B CTaLMOHape.

Mpu noctynneHuun naumeHTa: macca Tena — 7,3 Kr,
poct — 68 cm, t Tena — 36,5°C.

CocTosiHME CpefiHen TSXECTW 3a CYET OCHOBHOIO
3a6oneBaHusA. Ha 0oCMOTP pearupyet HeraTuBHo. B u-
3MYECKOM 1 NCUXOMOTOPHOM Pa3BUTWUM OTCTAET. Tenoc-
NnoXeHne HopmocTeHuueckoe. KoxHble MOKPOBbI Uu-
CTble, 06bIYHOW OKPACKW. Ha BOMOCUCTON KOXeE rofoBbl
FHenc. 3eB He rMNepeMUpoBaH, HANETOB HET. MoAKOX-
HO-KWPOBOW CMOW PA3BUT [OCTATOUHO, pacnpeaenéH
paBHOMepHO. Ha npaBom npegnneybe cneg nocne npo-
6bl MaHTy B BUAE NMUTMeHTaLun 7 MM, Ha NeBOM nocne
npo6bl ¢ ATP — 10 mm. KocTHasa cuctema 6e3 BUANUMOM
naronorun. NManbnupytoTca nepudepuyeckue numda-
Tuueckue y3nbl B Il rpynnax, go II-1ll pasmepos, mar-
KO31aCTUUYECKOW KOHCUCTeHL MK, 6€360Me3HEHHbIe, He
CnasiHHble MeXay COB0U 1 C OKPYXKAIOLMMI TKAHAMM,
AyCKynbTaTWBHO Haf NErOYHbIMK MONSAMK NPOBOAUTCSA
nyapunbHoe AbixaHue, Xpunos Het. Y/l 28 B MUH. TOHbI
cepaua pUTMUUHbIE, FPY6bINA CUCTONNYECKUI WYM HAf
BCEN NOBePXHOCTbI0 cepaua. YCC 128 ya B MUH. XXUBOT
MATKUM, 6e360Me3HEHHbIN NpU Nanbnauuu. MeyeHb
+1,5 CM, Cene3eéHKka He nanbnupyeTcs.

Npu o6cnepoBaHnK: 06LWMII AaHANN3 KPOBU, BUOXU-
MUYECKNIA aHann3 KPOBW M O6WMIA aHanu3 mouu ot
14.02.2020r — B npepenax Hopmbl. Ha 3K putm cuHy-
COBbIN HeperynapHbin. YCC makcumanbHblii — 139 ya/
MUH, MUHUManNbHbIN — 96 ya/MUH. HOpManbHoe Nono-
xeHue 30C. HenonHas 610kafia NPaBon HOXKN Mydka
Mnca. dxokapamorpadma: He3HAUUTENbHOE YyBennue-
HMe NPABOro Xenyfouka, NpaBoro Npeacepans u ne-
Boro npepcepans. Cy6aopTtanbHbin fedeKT Mexokeny-
JI0UKOBOW neperopoaku. NMepukapn 6e3 0cobeHHoCTeN.
Muokapa He yTonweéH. KnanaHbl 6e3 0CO6eHHOCTeN.
AHanu3 maskoB u3 3eBa Ha MbT metogom [MUP — IHK
MBT He o6HapyxeHa. AHanu3 Kkposu Ha BUY, RW,
HBsAg, HCV — oTpumuaTenbHbIN pe3ynbTar.

Y311 OBIN v noyek: KanbLWHAT NPaBOW JONK NEYeHH,
yBennueHue ko3 puumeHTa Maccol ceneseHku. Ypoau-
HaMKKa He HapylleHa.

YuutbiBas OTCYTCTBUE 3phekTa OT NPOBOAUMOTO
MPEBEHTUBHOTO fleYeHUs, MNPEANnONOXKMIN Hanuume
NEKApCTBEHHOW YCTONUMBOCTM Y MCTOYHWKA 3apa-
XeHusa. HazHaueHo neuveHue no Il pexumy NTXT, NO:
ERAMLfx — 90 po3. B npouecce neuennsa npu KT OrK
onpefensnucb yBeNnuueHHble nuMMOoy3nbl naparpa-
XeanbHOW, TPaxeobpOHXMANbHON TPYNMbl CNeBa, 0f-
HOPOZHOW CTPYKTYpbl MPU HATUBHOM MCCNEefOBAHUM.



06beMHOe YMeHbLUIEHMe HMKHEN oMU NEBOT0 Nerkoro
3a cyet runoseHTunaumu. B S1-2, S6, S10 nesoro ner-
KOro onpenensaiTca orpaHuyeHHble y4acTKu ynnoTHe-
HMSA NO TUMY «MATOBOrO cTeknax». B S3 cybnnespanbHo
BM3yanu3unpyloTca efuHuYHble ovarn ao 2 mm. Onpe-
aensietca A06aBOYHbIN TpaxeanbHbl GPOHX CrpaBa.
B ocTanbHbIX OTAENAX NIETKNX 0YAroBbIX U UHPUALTPA-
TUBHbIX W3MEHEHUI B NErkux He BbiABNEHO. Tpaxeo-
6pOHXMaNnbHOE LepeBo pa3BMTO NpPaBubHO. Bo3ayL-
HOCTb Tpaxeu N GPOHXOB He HapylleHa. YNAOTHEHNS 1
KanbunHaumm BITIY He 06HapyxeHo. O6bi3BeCTBEH-
Has CBA3Ka apTepuanbHOro nportoka. Mopdometpu-
yecKne nokasatenu BMTIOUKOBOWM XeNesbl B npeaenax
BO3PACTHOW HOPMbI. BbINOTa B CEPO3HbIX NOMOCTAX HET,
NNCTKN nnespbl TOHKME, poBHble. CepaLe pacwnpeHo
3a CYeT runepTpoduu neBbiX OTLENOB, IMCTOK Nepu-
Kapaa TOHKMIA.

Mpu cpaBHEHUN C Npeabigywnm 06cnegoBaHnem n3
Apyroro JIMY — yacTuyHoe paccacbiBaHue paHee onpe-
JensembiXx HeOLHOPOLHbIX yYaCTKOB YNNOTHEHNSA B S1-2,
S6, 510 nesoro 1 S10 npasoro nerkoro. B octanbHom KT
KapTuWHA NPexHss.

Manbunk Monyunn B CTaLOHape NeyeHne B NONHOM
o6bbeme, nepeBefeH Ha BTOPOW 3Tan nedyenus. [na-
THO3 NpwW Bbinucke: Ty6epKynés BHYTPUIPYAHbIX NNUM-
haTUUeCKnX y3noB BCEX rPynn CNeBa, OCMOXHEHHbIN
OGPOHXONEroUHbIM NopaxeHnnem S1-2, S 6, S 10 nesoro
nérkoro, dasa nHdunstpauun. MBET (-). | [AH. ConyT-
cTBYIOWMe 3a60oneBaHusA: MepuHaTtanbHoe nopaxeHne
LHC cmellaHHOro reHesa. [leekT Mex»KenyaoukoBoil
neperopoaku. TPaH3MTOPHbIN runoTupeos. Kucra ce-
ne3énkn. [Muenskrasms cnpaea. HeokoHYaTENbHbI
TecT Ha BUY. [lanbHeilllee HabnoaeHue, neyeHue npu-
BeAyT K CTabunn3aumnm Bcex npoLeccos 1 BO3MOXHOCTH
MPOAOMKEHNUA HOPMANbHOW XU3HU 6€3 OrpaHNUEeH.

CNYYAII PAHHEI INATHOCTUKN
CMHAPOMA JIELIA-HAIXAHA

MaHyuapaH MapuaTtTa BaarHoBHa,
AnaseppsaH OrcaHHa OraHHeCcOBHa,
ManaH lepeHuk Cucakosuuy,
KomxaeBa AHXenuka PycnaHoBHa

HayuyHblli pykogodumenb:
Typmu TambsiHa BnadumupoeHa 0.M.H., npogheccop
kaghedpbl @akynbmemckou neduampuu MNQ,
bakoesuy EneHa AHamMonbesHa K.M.H.

OTAQY BO PoCCUICKMIA HALMOHANbHbIN
NCCNenoBaTenbCkii MEAULIMHCKII YHUBEPCUTET
nmenn H.N. NMnuporosa MmnH3apasa Poccun,
OTAY «HMWL, 3g0poBbs aetein» M3 PO

AKTyanbHoCTb: CuHApoMm Jlewa-HalxaHa — 310 pea-
KOe reHeTnyeckoe 3abonesaHue ¢ X-CLENNeHHbIM pe-
LLeCCMBHbIM MEXaHW3MOM HacrefoBaHuA, CBA3AHHOE
€ myTaumen reHa HPRT1. [laHHbI reH KoanpyeTt dep-
MEHT MYPUHOBbIX OCHOBAHWMN — MMMOKCAHTUH-TYaHWH
docopubosuntpancdepasy (FTOPT), uto npusoanT
K HeA0CTaTOMHOCTM PepMeHTa U rMnepnpogyKLum mo-

UeBON KMCMOTbl. PacnpocTpaHeHHOCTb 3aboneBaHns
cocTaBnAeT 1 cnyyaid Ha 235-380 TbiC. XIUBOPOXKAEHHbIX
AeTen. Mo AaHHbIM aHanu3a NUTepaTypbl, 3a nocnes-
Hue 10 net, yacToTa NO34HeN AUArHOCTUKM AOCTUrAEeT
65%. K HeBponoruyeckum nposiBfeHusM CUHAPOMA
OTHOCATCA 3afepXKa NCUXOMOTOPHOIO Pa3BUTUSA, KOT-
HWUTKUBHbIE HAPYLIEHUA, MbILLeYHasA rTMNOTOHMA, IKCTPa-
nupamuaHas CMMNTOMATKKa, YMCTBEHHAsA OTCTanoCTb.
Bo3MOXHO pa3BuTMe ayToarpeccuBHOro MoBefeHua C
MOMEHTA Mpope3biBaHMA 3y60B, KOTOPOE BbipaXaeTcs
B BUAE 06KYCbIBAHWA ManbLeB, ryd, A3biKa, CAN3NCTON
060M104KM POTOBOW MOMOCTYU, A TaKKe APYrnx yacrei
Tena.

KnuHuuecknii cnyyaii
Manbunk 11 mec., ¢ 4 mec. HabnopalTCa yvacTble
CPbITUBAHMSA, 33[1ePXKKa NCUXOMOTOPHOTO pa3suTua (B
11 mec. He nepeBOpaAYNBAETCA, HE CUAUT, He CTOUT, He
NPOM3HOCUT cioru). Mouya OpaHXeBoro LBeTa B nep-
Bble MeCsALbl XXU3HMN.

N3 aHamHe3a: pebeHoK OT 1-1 6epeMeHHOCTH, Npo-
TekaBllel Ha hoHe yrpo3bl npepbiBaHuUs, MaTb Mony-
uana arodacTtoH. Poagbl NyTem 3KCTPEHHOrO Kecapesa
CeyeHus Ha 39-40 HeA. B CBA3M C OCTPOW TMMOKCUEN
nnoga. BckapmnuBaHme nckycctBeHHoe. Macca Tena
npu poxageHun 3460 r, onuHa 52 M, OLEHKa No WKane
APGAR 7/8 6annoB. CemeiiHblli aHaMHe3 He OTATOLLEH,
6paK He 6NM3KOPOACTBEHHDIN.

Mpu pusmkanbHom o6cnegoBaHuu B 11 mec. 3aperu-
CTPUPOBAHbI: HENPOMOPLUOHANBHOE TENOCNOXEHME,
3y6bl 4/2, CaMOCTOATENbHO XYET NPOTepTyo NuLLy. Mo-
NepxuBaHWs Npu Npueme nuim. MNepKMHE3bl A3bIKa,
3anpoKuabiBaHNe rOM0Bbl, BbIrMOAHMSA, WHTEHLMOH-
HbI TPEMOp.

[lbixaHne nyapunbHoe, XpunoB HeT. ToHbI ceppua
PUTMUYHDbIE, ACHDbIE, CUCTONMYECKUN LWYM MO NeBOMy
Kpato rpyauHbl. XXMBOT MAFKUN, NeUYeHb U CENe3eHKa
He yBenuueHbl B pasmepax. CTyn perynsapHbii. AyToa-
rpeccuBHOE NOBEAEHUNE U NOBPEXAEHUSA HE YCTAHOB-
NEHbI.

Bbinu nonyyeHbl pe3ynbTaTbhl 1A60PATOPHO-NHCTPY-
MEHTa/IbHbIX UCCNe0BaHUN: B 6UOXUMUYECKOM aHanu-
3e KpoBW — YBeNMUEHNe KpeaTUHHA A0 42 MKMONb/ N
(15-37 mkmonb/n) m  moueBMHbl [0 11,9 MMonb/n
(1,8-5,3 Mmonb/n), HeQOCTAaTOYHOCTb  KanbLuAuona
28,6 Hr/mn (>30 Hr/mn), runepypukemus 1o 795,6 MK-
monb/n (71-330 mkmonb/n). B OAM: o6HapyeHbl ypa-
Tbl. Y3U nouek: HedpokanbumHo3. I3 06HApYxXeHa
3MMaKTUBHOCTb. KOHCYNbTaLMsA Bpauen-cneLmanmcTos:
HeBponora — NOoCNeAcTBMA NepuHaTanbHOro nopaxe-
Hua LUHC: cHApOM MbIlEYHOW AWCTOHWUM, AUCTOHU-
yeckme ataku, 3afepKa NCUXOMOTOPHOrO Pa3BUTUA.
Hedponora — BTopnyHasa Tybynonatus, Hedpokanb-
LUMHO3, XpoHuueckas 6onesHb nouek Il cragua. Odg-
TaIbMONOT — aHrMonaTus  cetyatkn.  KnuHuueckun
reHeTMK — 3anofo3peH cuHapom Jlewa-HarnxaHa. C
Yy4yeTOM pPEeKOMeHfauuu cneunannucTos 6oino0 npose-
[JEHO MONEeKYNAPHO-TeHeTuYecKoe UccnefoBaHue, npu
KOTOpPOM BbifiBfieHa MyTauus €.384+1G>A B reMusnurot-
HOM cocTofiHuM reHa HPRT1, noaTtBepxaeH CUHAPOM
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Newa-HakxaHa. PeKoMeHAyeTCa  MynbTMAUCLMNAN-
HapHoe, HAWBUAYANN3NPOBAHHOE BeLleHne nauueH-
Ta. HabnogeHune Bpaueii-cneuyunanuctos (neamarpa,
HeBponora, Hedponora, o(TanbMONOra, reHeTuka)
W CNeaywolyMn anroputMm fneyeHns: annonypuHon c
noabopom [03bl AN CHUXEHMA YPOBHA MOYEBOM
KMCNOTbI, NPOTMBOCYAOPOXHasA Tepanus, Hedponpo-
TEKTUBHAA Tepanus, BOCCTAHOBMTENbHAsA Tepanua C
ncnonb3oBaHuem usnuecknx Haktopos (Kpuoanek-
TPOMMMYNbCHBIX TOKOB B ABMXEHUW, KWHE3UOTEpanuy,
MexaHoTepanuu, 60TyNNHOTEpPanun) NOMOMU JOCTUYb
MONIOXUTENbHOW JUHAMUKN.

BbiBOg,

KnuHnuecknin cnyyan cungpoma Jlewa-HanxaHa
npeacTaBAsieT HayyHO-NPaKTUUECKUN UHTepPEC B Npak-
TUKe NeanaTpoB, HEBPONOroB, He(PONOroB. 3HaHue
60Nne3HN, HACTOPOXEHHOCTb, PAHHEE YCTAHOBMEHME
AMarHo3a No3BONAKT Ha3HAUWUTb NpPaBUNbHOE KOM-
MAeKCHOe neyeHne c obecneyeHnem KOHTPONS YpoB-
HA MOYEBOW KWUCNOTbI, B pe3ynbTate KOToporo 6yaer
AOCTUTHYTO YNyJlleHMe KayecTBa XWU3HW NalueHTa u
npodunaktnka HOPMUPOBAHUSA OCNOXHEHUN. Heob-
XOANMO NPOBefeHNe MenKOo-TeHeTUYECKOro KOHCYNb-
TUPOBAHUA CEMbU.

VMMYHOKOCTHAS ANCNA3NA LWUNMKE

Moxsauiesa MonuHa IOpbeBHa,
TuxoHoBckuu MaBen AHapeeBuy

NapuHa /llo6oeb Ee2eHbesHa, K.M.H., 00yeHm
Kachedpbl nponedesmuku demckux 6onesHell NP
PHUMY um. H.W. Mupozoea

OTAQY BO PoccunCKMii HALMOHANbHbIN
MCCNenoBaTeNbCKUA MEAULIMHCKMIA YHUBEPCUTET
nmenn H.N. Muporoea MnH3apasa Poccuu,
['bY3 Mopo30BCKad AeTckaa roponckas
KnMHnyeckasa 6onbHuua [3M

NmmyHOKOCTHaa gucnnasua Lumke — peakoe ay-
TOCOMHO-PELIECCMBHOE 3ab0neBaHNe, XapaKTepusy-
folieecs 3a[EPXKKON PpocTa, CNOHAMNO3NNDU3APHON
Aucnnasmeid, NPorpeccupyoLm nopaxeHmem nouek
(kak npaBuno, Mo TUMY CTEPOULPE3INUCTEHTHOMO Hed-
POTMYECKOro CUHAPOMA C hOKaNIbHO-CErMEHTAPHbIM
rNOMepynocKIepo3oM 1 NPorpeccupyroLum TeueHmnem
XIMH BNNOTb 10 TEPMUHANBHON CTaguUK), a Takxe T-Kne-
TOYHbIM UMMyHOAeduuUTOM. 3TO 3aboneBaHue Bbl-
3blBaetca mytauuamn B reHe SMARCALI, kogupytoLem
6enKku pemoaennpoBaHMa XpoOMaTHHA 1 KaK CneacTeue
B/IUAIOLLEM HA 3KCNPECcCUto Jpyrux reHos.

[llesouka E., 9 net, 01.01.2021 3KCTpeHHO rocnutanu-
3uposaHa B MAMKB ¢ xanob6amm Ha KPOBSHUCTbIE Bbl-
JeneHnsa 13 Hoca, COXPaHAILWMXCA HA NPOTAXEHUN 1,5
Hepenb.

N3 aHamHe3a XM3HN M3BECTHO, UTO PebEHOK OT 3
6epemMeHHOCTH, NpoTekaBllell Ha (oHe 060CTpeHUs
repnec-BUpYcHOM MHMEKLNM, HW3KOTO npeanexa-
HUS MNaLeHTbl, MaNoOBOANS, XPOHWUYECKOW BHYTPMY-
Tpo6HOW runokcuu nnoga, ot 1 pogos. B 2015 r (4
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roaa) — pasBuTME OCTPOIN NOYEUYHON HEAOCTATOUHOCTY
C HepoTNUECKUM CMHAPOMOM. bbina BbiBNeHa u re-
HeTUYeCcKn NOATBEPXAeHa MMYHHOKOCTHAA aucnnasus
[inmKe, C nepBUUHbIM UMMyHOZedULMUTOM. B 2019 T (8
NeT) BbINOMHEHA annoTpaHCNNaHTaLUA TPYNHON nou-
Kn CneBa BCeACTBUE Pa3BUTUS TEPMUHANBHON CTagum
XbMN B ueHTpe um B.WN. LymakoBa, Ha ¢)oHe KOTOPOW
pa3sunacb MOCTTPAHCMNAHTALMOHHAA numdonponu-
thepatnBHaa 60ne3Hb: Auddy3Has KPYMHOKIETOUHAS
B-kneTouHas numdoma. B ganbHeniuem feBoyka nony-
yana MMMYHOCYNpeccMBHYI0 Tepanuio, Habnioganacbh
C BTOPUYHOW apTepuanbHOW rMMepTeH3nen 1 TpaH3u-
TOPHBIMM ULLEMUYECKUMI aTakaMin B bacceliHe NpaBoy
CpediHeli MO3roBoi aptepuu (4 ataku 3a 1 mecsu). B
mapte 2020 rofa nepeHecna BHEGOMNbHUYHYO ABYCTO-
POHHIOI0 MONUCerMeHTapHyto nHesmoHuo. B mae 2020
roga nposefeHa nanapockonuyeckas HepaKTomus ¢
afipeHan3KToMuel cnesa.

[pn noctynneHuu poct 94 cm, macca Tena 16 Kr
NMT 18,1 kr/m2. CoctosiHue Taxenoe. TaxecTb COCToAA-
Hus 06YCNOBNAEHA OCHOBHbIM AWArHO30M, CUHAPOMOM
MONMOPraHHON HEe[OCTAaTOUHOCTH, TFeMOpparnyecKum
CUHAPOMOM, TeHepann30BaHHOW LUTOMEeranoBmpyc-
HOW WH(eKunen, aHemnen Taxenon creneHun. Mpu
ocMoTpe TaxunHo3 (Y7 28/muH), noTpebHOCTL B 40Ta-
UMK Kucnopoaom (spO2 Ha fOTaUmMn KNCNopoaom 98%);
CKNOHHOCTb K runepTeH3un Afl 127/84 MM.pT.CcT; 6bina
ABYKpaTHas pPBOTa, MOYa KpacHoBatas (LLBET MACHbIX
nomoeB), peskoe CHWXeHue auypesa. B OAK: naHuuTo-
neHus, aHeMuns TAXKENOW CTeneHu.

Mo pgaHHbIM KT OpraHoB rpygHOM NOMOCTW OT
02.01.2021 — oBYCTOPOHHAA NonucermeHTapHasa MHeBs-
MOHUSA. bbifia HauaTa CUMNTOMATMYECKasA, aHTUbaKTe-
puanbHas Tepanus, 3amectuTenbHas Tepanus. Hoco-
BOE KpOBOTEUEHWE ObII0 KYyNMPOBaAHO.

03.01.2021 — 0OTMeHa UMMYHOCYNPECCUBHOW Tepanuu
B CBSI3U C KAMHWUKOW AbIXaTeNbHOW HEHOCTATOUHOCTY
(IH) n HapacTaHMem MapKepoB BOCManeHus, 3ckana-
LMA aHTUOMOTMKOTEPANUM C YYETOM CKOPOCTU KNy6ou-
KoBou dunbTpauun 15 mn/1,73 M2 [I0NONHUTENBHO
NpoBOAMNNCL NPOTUBOBUPYCHAA Tepanus u Tepanus
BHYTPUBEHHbIM UMMYHOrNobynnHom. 06.01.2021 — Ha-
yata aHTUCEeKpeTopHas Tepanus U 3HTepanbHas na-
y3a B CBAA3M C HapacTaHMem YpOBHA 0-amunasbl [0
520 E[1/n 1 3%0- NpU3HaKaMn CTPYKTYPHbIX U3MEHEHUN
NOMAXKENYyNOUYHON Xenesbl.

07.01.2021 — noBTOpPHOE HOCOBOE KpOBOTEYEeHHe.
MpoBeneHa TamnoHaga HOCOBOIO XOAA.

09.01.2021 — oTpuuaTenbHaa AMHAMKUKA 3a CYET Ha-
pactaHusa [1H, oteyHoro cmHgpoma, remopparmyeckoro
cuHpgpoma. lposoagunuch NpoOTUBOOTEYHAA Tepanus,
remoTpaHcy3mu npenapatoB KpoBM U (haKTopoB
ceepTbiBaHug, Tepanusa M-KC®. 10.01.2021 nposegeHbl
nanapoLueHTe3, JpeHMpOBaHMe O6PIOWHOW MNONOCTH.
HapactaHue cHApPOMA CMCTEMHOrO BOCMANUTeNIbHOro
OTBeTa (I'IpOKaﬂbLI,I/ITOHVIH [0 200 Hr/mn).

13.01.2021 — nepeBOA, Ha WCKYCCTBEHHYIO BEHTWUNA-
Lunio nerkux (13-3a HapacTatoLLeid AbixaTeNnbHOM Heao-
CTaTOYHOCTM), HauaTa 3aMecTUTeNbHas MoyeyHas Te-



panua (BcnencTBMe HapacTaHWs OTEYHOMO CUHAPOMA,
onurypun).

14.01.2021 — aHypua n rnyboKMe 31eKTPONUTHbIE
HapYLWeHWA, 3MN30[ XU3HEYTPOXAILEro HapyweHuns
puTMa, NOTPebOBaBWINA MPOBELEHUA CEpPAEYHO-Ne-
FOYHOW peaHuMaLmu.

15.01.2021 — pectabunusauus remoguHamuku. [lo
AaHHbIM 3XO-KI: BblpaeHHOE CHWXKeHUEe pakumu
Bbi6poca Nesoro xenyaouka (32% no Tenxonbly, 25%
no CUMMNCOHY), KAPANO-TOHUYECKASA MOAAEPXKKA HOpa-
ApEeHanMHOM, A06yTamMMHOM. HapactaHue Mapkepos
BocnaneHusa: C-peakTUBHbIA 6enok 504,3 mr/n; fremop-
parMyecknin CHHAPOM, NeNKONEeHMS COXPaHANMCh. Mpo-
BOAMNACb KOPPEKLNA aHeMUY IPUTPOB3BECHIO.

18.01.2021 Ha Y3 nouek: nesas yfganeHa onepa-
TUBHbIM MyTeM; MpaBas: MOBbILEHNE 3XOTEHHOCTH
BEPXHEro CErmMeHTa, CHIKEHME KOPTMKO-MeaynnspHoON
ancdepeHuMpoBKM, KpOBOTOK B pexume LK coxpa-
HEeH. YMepeHHble Anddy3Hbie N3MEHEHUSA NAPEHXUMbI
MOYKMN CMpaBa.

22.01.2021 02:10: Ha KT 6paaukapams, BBeAeH aTpo-
nuH 0,5 Mr B/B 60M10CHO, AO6YTPEKC 15 MKF/KF/MUH 1
HopaapeHanuH 0,25 MKr/kr/mMuH — 6e3 3dekTa; 60-
NocHoe BBefeHMe agpeHannHa 0,3 Mr — nonoxurenb-
Hblil 3(h(DEKT, MPOJOMKEHNE Tepanun Ba30ONpeccopa-
Mu.

22.01.2021 08:40: Ha 3neKTpoKapauorpamme 6paan-
Kapaus no 55/ MUH, BBegeH arponuH 0,2mr B/B 60Nt0C-
HO.

22.01.2021 08:50 — acuctonus. C/IP B couetaHuu ¢

60M0CHbIM BBEAEHWNEM aApeHanuHa 0,2 Mr Kax[ble
3-5 MUHYT, No AaHHbIM KLLC aekomMneHCupoBaHHbIN
CMELAHHbIN aLnao03.
KpeaTuHuH 49 mkmonb/n (N=45-105 MKMO#b/ n), Moue-
BWHa 2,8 mmonb/n (N=2,8-7,2 MMMonb/n) anbda-amu-
nasa 1089 EA/n (N=0-100 EA/n), C-peakTnBHbIN 6en0K
458,7 mr/n (N=0,0-5,0 mr/n).

buonorunueckas cmeptb B 09:20. lMaTtonoroaHaTommn-
ueckoe BCKpbITHe B paboTe. Mopdonoruueckoe nccne-
JOBaHMe OpraHoB B paborTe.

BbiBOg

CoueTaHne MOpP(ONOrMYECKUX NPU3HAKOB (HN3-
KOPOCNOCTb) C He(POTMUECKUM CUHAPOMOM AOMKHbI
HACTOPaXMBaTb Bpaya B OTHOLIEHWUM UMYHHOKOCTHOIA
aucnnasum Lnmke, npu KOTOPOW TaKke Habnopaet-
c UMMyHofeUUUTHOE COCTOsSIHME, YBenuuuBatolLee
PUCK BO3HWUKHOBEHMA TeHepanu30BaHHbIX MHMeKUU-
OHHbIX NPOLIECCOB, a CnefoBaTeNbHO, Tpebyrollee OT
KNMMHULMCTA aKTUBHbIX AEWCTBUIA, HANpaBeHHbIX Ha
npodnnakTuKy, paHHee BbISIBNEHUE W YCTPAHEHUE
04aroB WHeKLNK.

OCTPbI BTOPUYHDI UHOEKLWOHHbBIN
HAOKAPAUT MUTPANIbHOIO K/TAMAHA
CTAON/TIOKOKKOBOIA 3TUONOrNn
bawapuHa TatbsiHa CepreeBHa

HayuHbiii pykoeodumernb:
Napuna /lo606b E62eHbesHa, K.M.H., 00ueHm
Kaghedpbl nponedesmuku demckux 6onesHeli NP
PHUMY um. H.W. Mupozoea

OrAQY BO POCCMMCKUIA HALMOHANbHBbIV
MCCNeaoBaTeNbCKUA MEAULIMHCKMIA YHUBEPCUTET
nmeHn H.N. Mnporosa MnH3apasa Poccuu,
[BY3 Mopo30BCKasn feTckas ropoackas
KnMHnyeckasa 6onbHuua [13M

VIHDEKLUNOHHDIN 3HAOKAPANT — TAXKENOE 1 OMnacHoe
BOCManuTenbHoe 3aboneBaHne 3HAOKAapAa C npeu-
MYLECTBEHHbIM MOPAXKEHWEeM KnanaHHOro annapara
cepaua. HecmoTps Ha IOCTVKEHUA B €ro Tepanuu, NH-
(eKLMOHHDBIN 3HAOKAPANUT OCTAETCA 3a60NeBaHNEM C
TAXKENbIM TeYeHNeM, BbICOKOW YacTOTON Pa3BUTUSA OC-
NOXHEHWIA 1 JOCTATOUHO BbICOKIUM MPOLIEHTOM JIeTaflb-
Horo ucxoga (20-30%).

[leBouka M., 5 net, 11.12.2020 6b151a IKCTPEHHO roCnu-
Tann3upoBaHa B OTAeNeHWe peaHnMaLun U UHTEeHCUB-
HOW Tepanun Mopo30BCKOM 6ONbHULI C Xanobamu Ha
thebpunbHyto nuxopaaky (39,2-40°C), cbinb, cNabocTb,
CNYTaHHOCTb cO3HaHuA. Co cnoB matepu, 3abonesaHune
Hauyanocb 0912 0CTPO € NOBbIWeEHMA TemnepaTypbl 40
hebpunbHbIX LUMdP, HA CNeayWMUA AeHb NOABUIACH
Cbinb, 60Nb B HOrax, 3aTpyaHeHUe X0Abbbl, COCTOAHME
YXyALWKUNOCh, HapacTana cnabocTb, BO3HUKNA CNYyTaH-
HOCTb CO3HaHWSA, B CBA3M C Yyem MaTb obpartunacb B
60nbHULY.

Mpy NOCTYNNeHUN COCTOSHME NALMNEHTKN Taxenoe
3@ CUeT ABMEHUI WHTOKCUKALMK, HEeAOCTAaTOYHOCTM
KpPOBOOGpalLeHus. YpoBeHb CO3HAHUA: Ty6oKoe orny-
WweHne, WKana Kombl masro — 12 6annos, pSOFA —7
6annoB. bBbin BbISBNEH MEHMWHIeaNbHbIN CUHLPOM.
KoxHble NOKpOBbI 61eAHbIe, BAAXHbIE, NATHUCTaNA Men-
KOTOUEYHas CbiMb MO BCeMy Teny, NpeumyLieCTBEHHO
Ha ANCTANbHbIX OTAENaXx KOHEYHOCTeNW, ucuesana npu
HaflaBnuBaHuu. Typrop CHWXeH. [ibixaHue camocTos-
TenbHOe, YactoTa 33 B MUHYTY, OAbIKA CMELIaHHOro
Xapakrtepa. AyCKynbTaTUBHO: AbIXaHUE XEeCTKoe, cyxue
MPOBOAHbBIE XPUMbl, CACTONNYECKWI WYM BAOSb IEBOI0
Kpas rpyauHbl. bbina BbipaxeHa apTepuanbHas runo-
TeH3usa: 70/33 MM pT.CT., Taxukapaua 130 ya/muH. [ins
obecneueHns Ba3oNpPeccOPHON NOALEPKKM B MPaBYH
MOAKMIOUMYHYIO BEHY NOA HAPKO30M 6bln YCTAHOBIEH
LIEHTPanbHbI BEHO3HbIN KaTeTep. AuddepeHunans-
HbI AKArHO3 NPOBOANNCSA MEXAY BUPYCHBIM MEHUHTU-
TOM, MEHWHTOKOKLIEMUEN, IHL,e(haNNTOM.

Mo paHHbIM IXO-KTI: ynnoTHeHWe, Kpaesoe yTonule-
HIe, NOBbILEHHAS NOABMKHOCTb CTBOPOK MUTPANTbHO-
ro KnanaHa, MUTpanbHas peryprutauua 3+ o6bemHoe
o6pas3oBaHMe Ha NpeacepaHoN NOBEPXHOCTU nepef-
Hel cTBOPKM MK Ha HOxKe, droTupyet (Beretauns?),
yMepeHHasl AunaTaLmus NeBoro Xenyaouka, yMepeHHoe
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CHWXeHne dpakuum Bbibpoca MK (49%). Mo gaHHbIM
0CMOTpa, aHamHe3a 1 IX0-KI 6bin npesnonoxeH MH-
(HeKLMOHHbIA 3HAOKAPAMT. IKI: CMHYCOBas Taxmkap-
ams, oTknoHeHue 30C BnpaBo, HemonHas 6nokaga
MpaBoii HOXKKM Nyuka lMca.

Y31 opraHoB 6pIOWHOW NONOCTH: MPU3HAKKM cnne-
HOMeranuu, LUCXonnm, CBO60AHON XUAKOCTU B MANoMm
a3y (@0 100 mn). KT opraHoB rpygHON NonocTu: npu-
3HAKN NOKANbHbIX MHEBMOGMOPO3HbIX U3MEHEHUN B
33[IHEHWKHUX OTAENax fNesoro Nerkoro, NPU3HaKkn Mu-
HUMaNnbHOIO CKOMEHUS XUAKOCTY B 1IEBO NNEBpanb-
HOW nonoctu. JlabopaTopHO: TPOMGOLMTONEHMA
(52*10™9), abCconOTHLIN HelTpodunes, abconTHas
numdoneHus. JIMKBOP: 6GecuBeTHbIA, NPO3PAUYHOCTDb
nonHas, unto3 37/3 mkn, 6enok 0,5 r/n, NUMOLNTDI
27, HenTpounbl 6, makpodary 4. KLIC: ankanos (7,5),
runokanHusa. MpoKanbUUTOHUH (19,2 ur/mn), 6enku
ocTpoii thasbl (52,6 Mr/n). BakTepnanbHblii NOCEB KPO-
BW HA CTEPUIIbHOCTb: POCT METULMNNHPE3NCTEHTHOTO
30/10TUCTOrO CTathnnoKoKKa (MRSA).

Ha ocCHOBaHMM AAaHHbIX aHaMHe3a, OCMOTpa, na-
60paTOPHO-NHCTPYMEHTANbHbIX WUCCNefoBaHMiA  6bin
MOCTaBNEH [AWArHo3: reHepanu3oBaHHas WHdeKuus,
BbI3BaHHas 30/I0TUCTbIM CTAUNOKOKKOM, 6aKTepu-
aNbHbI 3HAOKAPAWT, MEHUHTUT. CenTUUECKMIA LOK.
OCTpbI BTOPUYHDINA WH(EKLIMOHHBIN 3HAOKAPAKT C No-
Kanu3aumen Ha MUTPANbHOM KnanaHe C HeAOCTaTou-
HOCTbIO 4 CTeneHu, TaXxenoe TeueHue, HK 2A.

boina Ha3HaueHa aHTMGaKTepuanbHas  Tepa-
nust — uedTPUaKcoH, BaHKOMUUMH. C 1612 Ha doHe
Tepanuum OTMEYanoCb COXpaHeHWe NUXOPafKK, Ha-
pacTaHue HelTPoUNbHOTO NENKOLMTO3a C NaNoyuKo-
ffepHbiM caBurom. Mo pesynbTatam 6aKTepuanbHOro
noceBa KPOBU Ha CTEPUNbHOCTb pelleHo 6bio npoBe-
CTW CMeHY aHTM6aKTepUanbHON Tepanum Ha uedenum,
AanToMuLmMH. Takxe NpoBOAMNACh rOpMOHanbHas (me-
TUNNPEAHN30MOH), Ba3onpeccopHas (HopaapeHanuH),
ractponpoTektopHas (omenpason) Tepanus, KOppek-
LMA CepaeYHON HeAoCTaTouHOCTU (CMMPOHONAKTOH,
typocemua, kantonpun). 2112 u3 OPUT naumeHTKy
nepeBenu B OTAENEHNE KapAMOXMPYPriM B CBA3U CO
cTabunnsaumein COCTOAHNUS AN NPoBeAeHMs AanbHen-
LIEro neyeHus.

23.12 oTmeyanacb oTpuuartenbHas AWHaMUKa B Buae
HapacTaHMA AbIXaTeNIbHOW U CepAeyHol HepocTaTou-
HOCTW, €BOYKY NepeBenn B peaHumauuto. IXO-KI: nH-
(heKLMOHHbIN 3HAOKAPAMT C MOPAKEHMEM MUTPANbHOO
KfanaHa, HefloCTaTOMHOCTb MUTPASIBHOIO KnanaHa 3+.

A6cuecc ®K MK ¢ flecTpyKumMeli 0CHOBaHUA nepej-
Heil CTBOPKW. TpUKycnuaanbHas HeAOCTaTOUHOCTb 2+,
Mpu3HakM MpaBOXENyAOUKOBON HEROCTATOUHOCTH,
BblpaXeHHOe pacliupeHue NONOCTM NeBOro npeacep-
Aus, NeBOro >enyaouka. PeHTreHorpadus opraHoB
FPYAHON KNETKWU: NPU3HAKU UHMNBLTPATUBHBIX U3Me-
HEHUN C 06eMX CTOPOH, HEeNb3A NCKNUUTD POPMMpO-
BaHWe oTeka nerkux. JlabopatopHo: CPB 19,9 mr/n, CO3
66 MM/4. BbINO MPUHATO peleHne 0 Heo6XOANMOCTH
NPOBeAeHNA 3KCTPEHHOro ONepaTUBHOIO neyeHus.
MaumeHTKke NpoBenn MpoTe3npOBaHME MUTPANbHOrO
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KnamaHa mexaHuueckum npotesom Sorin Carbomedics
25 B YCNOBUAX WCKYCCTBEHHOrO KPOBOOGpaLLEHNS.
MpopomkeHa aHTUGaKTepuanbHas Tepanus: AanToMu-
UMH + uedenum, No pesynbtatam nocneonepaunoHHo-
ro noceBa XUAKOCTU N3 NepuKkapaa B Tepanuio fo6as-
NeHbl aMUKaLMH 1 yKoHA3on.

25.12.2020 3XO-KT: coctosHue nocne nporesmpoBsa-
HUS MUTPANbHOrO KManaHa, MpoTe3 (YHKLUUOHUPY-
€T HOPManbHO, paclKpeHne NONoCTU NeBoro npeg-
cepauda, TpuKycnuaanbHas HeQoCTaTOYHOCTb 1-1,5+
OB 70%. PeHTreHorpadms OpraHoB FpyaHOW KieT-
KW: ynydleHne nHeBMaTU3auuyu npaBoro neroyHoro
nonsd, HepaBHOMEPHOE CHWXEeHMe MHeBMaTu3auun B
mMeJuanbHbIX OTAenax Crnpasa, NapakoCTasbHO NUHUA
3aTeMHeHMS A0 5 MM LWUPUHON — rMApOTOpaKc. 28.12
MoNMOXuUTeNbHasa AUHAMWUKA B BuAe ynyylleHUs nHes-
mMaTtu3aummn B NPUKOPHEBDIX OTAENax, yMeHbLIeHUs na-
pakoCTanbHOro BbiNOTa CNpasa.

TeueHue nocneonepaunoHHOro nepuoga 6e3 oc-
noxHeHnn. Habnoganacb NONOXUTENbHAA AMHAMUKA
B TEUEHUMN IHAOKAPAMTA, CybdebpunbHas Temnepary-
pa Tena, 0TMEYANoCh CHUKEHUE 3HAYEHMII MAPKEPOB
BOCManeHus, bakTepmanbHble MOCEBbI KPOBU OTPULIA-
TenbHble, N0 AaHHbIM IXO-KI nonoxutenbHas AMHaMu-
Ka. Ynyuwmnnocb camouyscTeue pebeHka, nosbicunach
NepeHOCMMOCTb (DU3NYECKUX HArPy3OK.

09.01.2021 3KT: cuHycoBas Taxukapgua ¢ YCC go 145
B MuHyTy, AB-6nokaga 1 cteneHu, oTknoHeHue 30C
BMPaBo, HenosnHas 610Kafa NpaBomn HOXKM Nyuka Mmca.
3X0-KTI: coctosiHue nocne npote3npoBaHna MK, pa6ota
3anupaTeNnbHOro 3NemMeHTa NPoTe3a B NOMHOM 06bEME,
MOBbILEHNE MUKOBOMO rpagMeHTa Ha NpoTese 3a cyet
Taxukapauun (15 Mm), peryprutauua usnonoruyeckas
0-1+. TpukycnuganbHasa HepoCTaTouHOCTL 1-1,5+. Pac-
WKUpeHne nonocTn nesoro npeacepams. CoOKpaTumocTb
NeBOro Xenyaouka He cHmkeHa. OB 60%.

11.02.2021 3XO-KTI: MpoTtesuposaHue MUTPanbHOMO
KnanaHa MeXaHWYecKUM npoTe3om, pabota 3anupa-
TeNbHOTO 3NEMeHTa NpoTe3a B NOMHOM o6beme, pe-
ryprutaums  dusnonoruyeckas, TpuKycnuaanbHas
HeJOoCTaTOYHOCTb 1+. COKPATMMOCTb NIEBOTO Xenyaou-
Ka He CHWXeHa. lonoctn cepaua He pacwupeHsl. OB
66%. [1abopaTopPHO: NPOKANbUUTOHUH 0,02 Hr/mn, CO3
61 MM/u, CPB 19 mr/n, 6akTepuanbHbii NOCEB KPOBW
OTPULATENbHbINA. B CBA3M C ANMUTENbHBIM COXPAHEHNEM
NoBbILWEHHOro ypoBHs CPB (0TMeuanach NonoXurenb-
Has JUHAMWUKa B BUAE MOCTENEHHOro CHKEeHNA) 6bIo
PEKOMEH0BAHO NPOAOIKUTD aHTMBAKTEPUANbHYIO Te-
panuto. [leBouke nokasaHa AfuTeNibHas U, BEPOATHO,
NOXU3HEHHAs aHTUKoarynaHTHaa Tepanua (Bapda-
PUH) NoA KoHTponem MHO.

CoCTOSIHME NALMEHTKN CTaBUNBbHOE C BblPAXEHHON
NONOXMUTENbHOW ANHAMUKOW. Ha hOHE MeANKAMEHTO3-
HOW Tepanui OTMEYANoCb 3HAUYNMOE CHUXEHMe Map-
kepoB BocnaneHns (yposeHb CPB cHu3unca ¢ 260 go
36 mr/n), 6akTepmanbHble NOCEBbI KPOBU HA CTEPUNb-
HOCTb OTpULATENbHbIE. TaKKe 0TMEUaNnoch ynyulleHne
anneTuTa, CHUKEHMEe aCTeHM3aLMK, MOBbILEHNE Nepe-
HOCMMOCTU (HN3NYECKNX HArpy30K, paclinpeHne 06b-



emMa [BUraTeflbHoM aKTUBHOCTW, OTCYTCTBUE OfbILIKM.
18.02.2021 ropa nauueHTKa BbiMKMCaHa U3 cTauuoHapa
noj ambynatopHoe HabnwaeHue.

MauneHTKe C TSXEeNbIM TeueHueM 6akTepuanbHoOro
JHA0KapAMTa 6bila NpoBefeHa KOMMNEKCHAsA KOHCep-
BaTWMBHAS M XNPYPruueckas Tepanusa C NoNOXNTENbHbI-
MW pe3ynbTatamn. En TpebyeTtca gnnTenbHoe Habnio-
JAeHne CneunannctoB AN AaNbHENWEro NeyeHus W
NponNAKTUKIN BOSMOXHBIX OCITOXHEHWIA.

KNUHWYECKWNIA CVYAI
rOPMOHANBbHO-PE3UCTEHTHOMN
AYTOMMMYHHOW FrEMONUTUYECKOW
AHEMWUW Y PEBEHKA

CrenaHuoBa EkatepnHa HukonaesHa,
ManaxoBa InmHa BeHMaMUHOBHa,
A6pamosa NonuHa BukroposHa

HayuHbili pykoeodumenb:
Napuna /lo6oeb Ee2eHbesHa, K.M.H., 00yeHm
Kkachedpbl nponedesmuku demckux 6one3sHel NP
PHUMY um. H.U. Nupozoea

OTAQY BO PocCUMCKMIA HALMOHANbHbIN
NCCNenoBaTenbCkMil MEANLIMHCKII YHUBEPCUTET
nmenn H.N. NMnporosa MmnH3apasa Poccuu,
['BY3 Mopo30BcKan feTckas ropofckas
KnuHmnyeckas 6onbHuua [3M

CornacHo KAWHUYECKUM PeKOMeHAAuusM no Aua-
THOCTWKE U NIEUEHNI0 ayTOUMMYHHbBIX FTeMONUTUYECKNX
aHeMnii AaHHOMY 3a60N1eBaHMI0 MOXHO AaTb crepy-
lollee onpefeneHne: reTeporeHHas rpynna ayToum-
MYHHbBIX 3a6011€BaHUN U CUHAPOMOB, 06YCNOBNEHHbIX
pa3pyLeHnem 3pUTPOLLUTOB, KOTOPOE BbI3BAHO HEKOH-
TPONNPYEMOI NPOAYKLMENA aHTUTEN.

AyTOVMMYHHbIE TeMONUTUYECKNE aHeMUU BCTpeya-
toTca ¢ yactoton 1:41 000 fo 1: 80 000 B no6bIX BO3-
PaCTHbBIX rpynnax; COOTHOLWeHMe AeBOYeK 1 ManbynKoB
cocrasnser 2:1.

[leBouka, 9 nert, 09.08.2018 nocTynuna B oTgeneHue
rematonornn Mopo3sosckon [ANKB ¢ xano6amu Ha xen-
TYLWHOCTb KOXHbIX MOKPOBOB, PeOPUbHYI0 NUXOPAAKY,
6011 B X1UBOTe. MI3BECTHO, UTO 3a NONFOAA A0 3TOrO pe-
6EHOK NepeHEC reMoNNTUYECKNIA KPWU3 C aHANOTUYHbI-
MW CUMITOMamM. JTa6OPaTOPHO BbiBNIEHA aHeMus To-
wenoi crenenn (Hb =54 r/n, 3putpouutsl 1,6x10*12/n),
TpombouuTonexus (147x10%9/n) u Henpsamas runepbu-
nupyburemus (63,0MkMonb/n). BbiiBNeHbl NpU3HaKM
AeKomneHcaumn KpoBoObpaLLeHNs: TaxmKapams, OpTo-
CTAaTMYECKNA KONnanc B aHamHese. bblfin UCKIOYEHbI
CNCTEMHbIE MMKO3bl, CUCTEMHAA KpacHas BOMYAHKA,
MapoKCcM3ManbHasA HoYHas remornobuHypus. NMposo-
AUnach rMIOKOKOPTMKOCTEPOMAHASA Tepanus C MONOXU-
TenbHbIM 3hhekToMm.

Pemuccus remonnsa 6bina KpaTKOBPEMEHHOW, B
TeueHue roaa pebeHKy MHOroKkpaTHo Tpe6oBanacb
3amecTuTenbHas  remoTpaHcdysns.  Mposogunach
rOPMOHaNbHash U WMMYHOAENPECCMBHAA Tepanus.

bbin BbiCTaBNeH AnarHo3: «lMpnobpeTeéHHas remonu-
TWyeckas aHemnsi. HenpepbiBHO peuuanBuUpYlOLLee
TeueHue. [KC-pe3ncTeHTHas». YuuTbiBas Headdek-
TWBHOCTb KOHCEPBATMBHOW Tepanuu, C LEeNnblo Kynu-
poBaHus remonu3a 6bina NpoBefeHa Nanapocko-
nuyeckas crnaeHsakTomus. C MOMEHTA CMIEHIKTOMUM
remonu3a He OTMEUANoCh.

JlaHHbIN KNUHUYECKUN Cyyail AeMOHCTPUPYET rop-
MOHaNbHO-Pe3UCTEHTHbIA BapUaHT ayTOUMMYHHOW re-
MOMNUTUYECKOW aHEMUM, B TIeUEHUM KOTOPON 6bin Npu-
MEHEH PaanKanbHbI METOA — CM/IEH3KTOMMUS.

BPOXXAEHHDIE MOPOKN CEPALIA
Y PEBEHKA C ANABETUYECKON
3MBPNODETONATUEN

MonoBa AHacTacus AneKCaHApPOBHa,
A6pynaesa AHuTa PycnaHoBHa

HayuHbii pykosodumenb:
NapuHa lio6oeb Eé2eHbesHa, K.M.H., doyeHm
Kaghedpbl nponedesmuku demckux 6one3Heli MNP
PHUMY um. H.U. NMupozoea

OrAQY BO PocCMNCKMIA HALMOHANbHbIK
MCCNenoBaTeNbCKU MEAULMHCKINA YHNBEPCUTET
umeHun H.N. Mnporoea MuH3gpasa Poccum,
['BY3 Mopo3oBckasa aeTckaa ropofckas
KNMHMYeckasa 6onbHuua [3M

[lnabetnueckan ambpuodetonatus — 3abonebaHue
nnoja oT martepw, CTpajatoLWei caxapHbiM fMabeTom,
BO3HMKatoLee nocne 12 Hefenn BHYTPUYTPOBHOTO pas-
BUTWA M [JO HAUana poAoB, xapaKTepusyroLieecs Nonu-
CUCTEMHbIM NOPaXeHUeM, MeTaboNNUECKUMI U IHAO-
KpuHHbIMKU AncdyHkumamu. [1,2,3] Haubonee yactbimu
cumnTomamu avabetuyeckon 3mébpuodeTonatum sB-
NATCA MAKPOCOMMUS, NOAULMTEMMS, TUNOTNUKEMUS,
nepuHaTanbHOe MNOpaXeHMe LEeHTPANbHOM HEpBHOM
cuctembl (LLHC) 1 cuHapom abixaTenbHbIX PacCTPOMCTB.

Mpw rectaMOHHOM caxapHom anabere (IC) nuabe-
TUuyeckas 3M6pMoheTonaTns BCTPEYAETCA B CPELHEM Y
25% HOBOPOX/EHHBIX, C OfMHAKOBOM YaCTOTOM Y Manb-
unKoB n aesouek. [1] laxe npu KoHTponupyemom CA
0CTaeTca pUCK pas3sBuTusa Anabetnueckon ambpuode-
TONATUM C HapyleHemM HOPMUPOBAHUSA OpPraHoB. Tak,
yacToTa BPOXAEHHBIX MOPOKOB PA3BUTUSA Y leTell C [u-
abetnueckoit ambpuodetonatueir coctasnaet 8%. [1]

Manbuuk, 1 Mec. 19 AHeRn, M3 aHaMHe3a U3BECTHO, UTo
poauncs ¢ maccon Tena 3 270 1, ANMHON 49 CM Ha 33 He-
aene 6epeMeHHOCTU, BO BpeMs KOTOPOW y maTepi 6bin
AauarHoctuposaH 'Cll, ypoBEHb MMOKO3bl KOHTPONNPO-
Bancsa. OueHka no wkane APGAR Ha nepBon MuHyTe 7
6anno., Ha NaTon — 8 6annoB.. [laHHas 6epeMeHHOCTb
y MaTepw NsATas, TPETbU NPeXAeBPEMEHHbIE ONepaTMB-
Hble pofbl. Mocne poxaeHus coctosHne pebeHka 6bino
TSXKENbIM, 06YCNOB/IEHO HEAOHOLEHHOCTbI, BPOXAEH-
HbIMW NMOPOKaMMK cepaua, aAnabeTnyeckon amépuode-
TOnaTuen, BPOXAEHHOW MHEBMOHWEN WU CUMHAPOMOM
AbIXaTeNbHbIX PACCTPOMCTB. B mepBble Yachl XWU3HK,
YUNTbIBAsA [bIXaTeNbHYK HeaocTaTouHocTb (AH) 2 cre-
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neHn Ha ¢oHe yrHeteHus UHC n HefoOHOWEHHOCTH,
6blna HauaTta pecnupatopHas nogaepxka CPAP, 3atem
nepeBefieH HA WCKYCCTBEHHYK BEHTUAALMIO NErKUX
B CBA3W C YXyAWEHMeM COCToAHUA. NpoBogunach aH-
TubakTepuanbHas Tepanusa meponeHemom 120 mr/kr/
CYyT M BaHKOMULMHOM 40 Mr/Kr/cyT. Ha BTOpble CyTKM
XU3HW pebeHoK 6bln AoCTaBneH 6puragon CKopom
MEANLNHCKON MOMOLWM W3 TOPOACKOM KMUHUYECKOK
60nbHULbl N929 B MOpPO30BCKYK [LETCKYI0 KNMHUYe-
CKyto 60nbHuLYy. Mo pesynbratam IXO-kapanorpaduu
(3X0-KI) oTmeuanucb CTeHO3 [BYCTBOPUATOro aop-
TanbHOro KnamnaHa C MUKOBbIM TPAAUEHTOM 75 MM.
PT.CT., UTO CBMAETENbCTBOBANO O THKENOM CTENEHM
CTeHO03a, KoapKTaLma aopTbl, OTKPbITOE 0BaSIbHOE OKHO
C NeBO-NpaBbiM CHPOCOM W OTKPbITbIN apTEPMANbHbIN
MPOTOK C NepekpecTHbIM c6pocoM KpoBuU. bbina Hauata
Tepanus npenapaTom npocTarnananHa E1 B gose 5 Hr/
Kr/ MUH N5 COXpaHeHUs (heTanbHO LMPKYNALMN 1 pe-
TPOrpagHOro KPOBOTOKA Yepe3 apTepuanbHbIN MPOTOK,
4TO NO3BONMMO NOAAEPHATb Nepy3ut0 KOPOHAPHbBIX 1
MO3rOBbIX apTepuii.

Ha ueTBepTbie CYyTKM XU3HKM Gbina NpoBefeHa 6an-
NOHHAA BafbBYNONMACTMKA KMAMaHHOIMO CTEHO03a
aopTbl M OTMEHeHa Tepanus npoctarnaHgnmHom E1. Mo
AaHHbiM IXO-KI peructpupoBanacb nonoXutenbHas
AVHAMUKA B BMAE YMEHbLIEHWA MUKOBOrO rpagneH-
Ta Ao 30 mM.pT.CT. B mocneonepaunoHHoOM nepuoge
B OTAENEHUN PeaHMMALUN N WHTEHCMBHOW Tepanuu
HOBOPOX/JEHHbIX apTepUanbHOe AaBneHue noapep-
KMBANOCb MNOCTOSIHHbIM BBEAEHUEM HOpAApeHanu-
Ha, KPOMe TOro MPOBOAWANCL MH(Y3UOHHASA, AHTU-
TpombaTmueckas U aHTubakTepuanbHas Tepanus. Ha
[ABeHajuaTble CyTKU XU3HU npu nposBefeHun IXO-KI
6bIn 06HApPYXeH TPOMO C NPU3HAKAMM MPAKTUYECKU
MOMHON OKKMIO3WN HUKHEN MOMOi BeHbl, f03a Aan-
TenapuH HaTpua 6bina yBennueHa Ao 200 ME/kr aBa
pasza B CyTku. K mecsuy Xu3Hn pebeHka OTMeYanocb
yAyJlleHne COCTOSHUA B BUAE CAaMOCTOSTENIbHOMO Abl-
XaHWA, CTabUNbHOW TeMOAWHAMUKN W KyNUpPOBaHMA
CNCTEMHOW BOCNANUTeNbHOW peakuuwn. MNepesefeH B
HeoHaToNorMyeckoe otaeneHne Ans HabnwaeHua u
JaNbHEeNLero fieyeHus.

Jlnabetnueckan ambpuodeTonaTus OCNOXHAET Te-
UeHKe HeOHaTaNbHOTO NepMosa, a e€ CoYeTaHme C apy-
F’MMK NaTonornaMmn opraHoB N CUCTEM 3aTPYAHAET Te-
panuio 1 yxyawaeT NporHo3. CBoeBpeMeHHO HauaTtas
Tepanus, Xupypruyeckas KOppekuus BPOXKLEHHOro
MopoKa cepala U MynbTUAMCLANAUHAPHbINA Noaxon B
NAaHHOM KNMWHNYECKOM npumepe ABNAKTCA BaXKHenwWwm-
Mn hakTopamm 6naronpuaTHOro TeYeHMA NOCTHATaNb-
HOro nepuoga.

Wcnonb3oBaHHasA nuTeparypa:

1. Conofkoea W.B., MenbHukoBa /1.H., MapwuHa H.B. v ap. [letn ot
MaTepen C caxapHbiM AnabeTom. CaxapHbin AnabeT y HOBOPO-
KOEHHbIX. KnnHnyeckne pekomergaunn. M., 2016.

2. MuuieHko O.U., Kptokos .M., Mo3sec K.b. n ap. lnabetnyeckas
(heTonaTtus — nNatoreHes, NPOrHoO3MpoBaHue, NeprHaTanbHbie
W HeoHaTanbHble ucxodbl // MaTb u guTa B Kys6acce. 2020.
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20

3. Muxanes EB., WaHnHa O.M., Canpuna T.B. TopmoHanbHble,
3NEKTPONNTHbIE HApYLIeHUA U 0COBEHHOCTY remocTasa y fo-
HOLWEHHbIX HOBOPOX/AEHHbIX AeTei OT MaTepen C rectauyoH-
HbIM caxapHbimM guabetom /[ CaxapHbiin anabet. 2015. NO 1. C.
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KNUHWYECKUI CNTYUYAN _
MHO)XECTBEHHbIX MOPAYKEHUIA
Y PEBEHKA C CUHAPOMOM LIENbBEMEPA

bonbwoBa AHHa AneKCaHAPOBHa,
Mameposa Tasartonb Maxup Kbi3bl

HayuHblii pykosodumenb:
NapuHa Nlo6oeb Eé2eHbesHa, K.M.H., doyeHm
Kkacghedpbl nponedesmuku demckux 6onesHel M
PHUMY um. H.W. Mupozoea

OTAQY BO PoccuinCKU HALMOHANbHbIN
NCCnenoBaTenbCkii MEANLIMHCKN YHUBEPCUTET
nmenmn H.N. Mnporosa MmnH3gpasa Poccum,
'BY3 Mopo30Bckas fieTckas ropockas
KNuHuyeckasa 6onbHuua A3M

CuHapom LlenbBerepa — 310 3aboneBaHue, OTHOCA-
LLeecs K rpynne peaKux reHeTMYecKnx nepoKCUCOMHbIX
6onesHeil N ABNSOLLEECS NEPBbIM MO TAXECTN TEUEHUS
13 TPex 0CHOBHbIX hopM: renaTouepebpopeHanbHOro
cnHapoma LlenbBerepa, HeoHaTanbHOW X-CLENNeHHON
aapeHonenkoauctpoum n UHbAHTUNbHON 60ne3HU
Pedbcyma. O6ycnoBneHo HapyleHuem depmeHTaTUB-
HbIX peaKLun BHYTPU OpraHens, NpoLeccoB TpaHCnop-
Ta 6enKoB yepe3 membpaHbl OpPraHena u peuenTopbl.
[laHHOoe 3a6oneBaHMe BKOYAET B Ce6s nopaweHue
roNOBHOr0 MO3ra, NeyeHu, cepaua, novek, aHomanum
CKeNeTa, CHWXEeHUe Cnyxa U 3peHus, cyaoporu, Hapy-
LWeHMe NUTAHUSA, XapaKTepHble YepenHo-NunLeBble 0CO-
6eHHOCTU. [leTu C cuHapomom LlenbBerepa 06bIYHO ae-
6I0TUPYIOT B HEOHATAaNbHOM Nepuoae U He A0XUBaIOT
00 1 roga XusHu.

MaumeHT K., pogunca 20.09.2017, npu nocTynieHumn
3T. 4 mec. Pe6eHOK OT 6-1i MHOrONNOZHOW 6epemeH-
HoCTY ((1-4 GepeMeHHOCTI — CaMONPOU3BOSbHbINA Bbl-
KUAbILW HA PaHHUX CPOKaX), 5 6epeMeHHOCTb — Poabl,
3/10pOBbI Manbuuk), NpoTeKaBLIEeA Ha (OHe Yrposbi
NpepbiBaHNsA Ha BCEM MPOTSXEHWM, BTOPbIX POLOB Ha
38 Hepene, onepaTMBHbIX. Macca Tena Npu poXxaeHun
3000 rp., AnuHa Tena — 52 ¢m, oueHka no wkane APGAR
5/6 6annoe, B peaHUMaLun He Hyxpaancs. B paHHem
HeoHaTanbHOM Mepuofe oTmMmeyanacb Xentyxa. Boinu-
CaH 13 poanNbHOIo AOMa Ha 9 CyTKu.

Pe6eHOK 60MEeH C POXAEHUs, Pa3BMBANCA C 3aJepX-
kon. K 2 rogam, co CnoB matepu, Aepxan ronosy, He
Caauncs CamoCToATeNbHO, ieNnan Wwaru ¢ onopoun. Opu-
eHTMPOBOYHO C 2 NeT OTMETUNOCD YXYALIEHNE 3PEHUS,
6bIN NOCTABNEH AMArHO3: KaTapakTa; C Pe3Kou yTpa-
TOW 3peHus W nocnepytowen yTpaTton ABMraTeNbHbIX
HaBbIKOB. [l0 HACTOSLEN rocnuTanu3auuu, co Cnos
maTtepu, pebeHOK TONbko non3an. Ha ocHoBaHWK pe-
3yNbTAaTOB MOMEKYNAPHO-TEHETUYECKON AMArHOCTUKM
emy 6bi71 YCTaHOB/NEH MArHO3 «HApyLleHne 61oreHesa



nepokcmMcom: cuHgpom Lenbserepa tun 7A» — B reHe
PEX26 onucaHa romo3urotHas mytaums B 3 3k30He — C.
T347A:p.L116Q. Kak 0cnoxHeHMe 0CHOBHOMO 3aboneBsa-
HMS, y nauneHTa Habntogaetcsa: OS Adakusa. OD Kata-
pakTa. TeTpanapes. 3aiepxKa NCUXopeyeBoro n NCUxo-
MOTOPHOro pa3suTus. fenatocnneHomeranus.

Mo npepcraBneHHomy 3akntoyeHuto [HK-guarHo-
CTUKWU [MArHo3 YCTaHOBMeH cubcy pebeHka (oBoii-
HA), y 6paTa — MyTaLUa B FOMO3UTOTHOM COCTOSHUN,
MaTb — HOCUTENb MyTauuW B TETEPO3UTOTHOM (O-
CTOSIHMK, OTLY 06CNnefoBaHMe He MPOBOAWNOCH. B 5
MecaueB pebeHoK nepeHec OCTpbin 6POHXUT, B 6 Me-
cALEeB — BHEOONbHUYHYKO NPAaBOCTOPOHHIOW Nonncer-
MEHTapHYl0 MHEBMOHWI W OCTPbIA NapMHrOTPaxeo-
OPOHXHUT.

14.01.2021r. pe6eHoK 6bin focTaBneH 6puragon CMM
B MAIKB A3M no 3KCTpeHHbIM NOKa3aHWAM C Xanoba-
MW Ha nuxopaaky Ao 39.0°C, HOCOBble KPOBOTEUEHUS,
KPOBOTOUNBOCTb [leCeH, BANOCTb U HACMOPK. Ipun oc-
moTpe: pocT nauueHta 100 cm, macca tena 16 kr, UMT
16 kr/kB.M, TeMnepaTypa Tena 39.2°C. O6uee cocTosi-
HUe cpefiHein TAXeCTH, pe6eHOK B CO3HAHNK, NACCUBEH;
Ha OCMOTp pearupyeT cnaboil ABMraTeNbHON aKTUBHO-
CTblo, HEraTMBHO, B3rNAL He (PUKCUPYET, He CNefuT.
MaKpOoKpaHusi, 3peHne Ha ypoBHe CBETOOLLyLIeHUS,
KaTapakta B NpaBOM rnasy, adakus B NeBOM rNasy.
Ha ry6ax remopparuyeckme KOPOUKM C CYKPOBWY-
HbIM oTaensiemblM. CNKU3KUCTas 3aHEN CTEHKM FNOTKM
rmnepemupoBaHa. MbllleyHas runoToHMA, aTpodus,
TeTpanapes, orpaHuyeHne noABUKHOCTM B NOKTEBbIX,
KONEHHbIX 1 Ta306eApeHHbIX CyCTaBax, AedopmaLns
CTOM MO TUNY NoMoN cTonbl. Ha BEPXHMX KOHEUHOCTAX
neTexuasnbHas CbiMb. BbIABNEHA XENTYLWHOCTb KOXHbIX
NOKPOBOB. /TabopaToOpHO — MOBbILIEHUE NPAMOTO 6U-
nupy6uHa, ACT oT 14.01., NOBbILEHNE YPOOUANHOTEHA
B moue o1 15.01. B pe3ynbTate CMHApPOMA Xonecrasa.
MeuyeHb BbICTYNAeT U3-NoA Kpas pebepHOM Jyrn Ha 5
CM, ceneseHka — Ha 11 cm. Mo 3akntoveHunto KT opraHos
rpyaHou nonoct ot 17.01. — Npu3HaKKU [BYCTOPOH-
Hero ruapoTtopakca, rMaponepukapaa, BblPaXEHHbIX
3aCTONHbIX U3MEHEHWIA B ManoM Kpyre KpoBoobpalle-
HUSA, HANMuUKUA 3aCTOMHON NEPUBPOHXOBACKYNSPHON
WH(UABTPALMN, NAEBPONYAbMOHANbHbBIX YTOMLLEHUNA
B 6a3aNibHbIX OTAENAX 060UX nerkux. Mo gaHHbim MPT
roNoBHOro Mo3ra OT 17.01. — Npu3HaKU YMEPEHHOIA
ruapouedanuu, aTpouuecKnx n3MeHeHUN BellecTea
60NbLWKUX MONYLIAPUIA TONOBHOTO MO3ra, NONMUCUHYCU-
Ta, ABYCTOPOHHEro CpefHero oTuTa U mactouguTa 6e3
AECTPYKTUBHbBIX M3MeHeHUN. JTabopaTopHO BbiB/EHA
naHuMTOoNeHunsa, nocTremopparmyeckas aHemus cpea-
Hei cTeneHn (Hb 86 r/n, aputpoumntsl 2,98%*10™12/n) u
BTOPWYHAS KOArynonaTusa Ha poHe HapyweHusa ben-
KOBO-CMHTETMYECKOW (DYHKLMM neuyeHn. Bbina npo-
N3BefjeHa KOppeKuMs aHemMunm W TUMoKoarynauum
BBEEHNEM 3PUTPOLMTAPHON B3BECU U CBEXE3AMOPO-
XEHHOW Nna3mbl.

BbisiBneHbl Mapkepbl Bocnanenus: COJ 49 mm/u,
NPOKAaNbLUNUTOHUH — 2,39 Hr/MN, 3HAUNTENbHOE MOBbI-
weHne tepputHa — 4401 mkr/n, CPB no 323 mr/n,

O6UOXMMNYECKNIA aHaNU3 KPOBM BbIABMA TMMONpOTe-
VHEMUIO, TUNOoaNbbyMMHEMUIO [0 27 T/N, yMEepPeHHYo
thepmeHTemmio — nosbiweHne ACT u JIAIL Hapocna
oablwKa, YA nosbicunacb Ao 40/MWH, OTMeuanocb
CHWXeHMe TemnoB Awypesa, NosiBUAKUCL nepudepu-
yeckue oteku. o pesynbratam NOMYUYEHHbIX JAHHbIX
17.01. nauueHT 6b11 NepeseneH 8 OPUT.

Mo 3akntoueHuto IKI ot 18.01.2021 — putm Cu-
HYCOBbIA puruaHbiid, Taxukapana (YCC 157yan/mun),
MOBbIWEHNE 3NEKTPUYECKON AKTUBHOCTM MUOKAP-
Ja neBoro Xenypouka, JIKM-npusHaku neperpysku
npaBoro npegcepaus. HapylweHue npoLeccos pe-
nonapusauum B 3agHeauadparmanbHoi (HUKHeNR)
CTEHKe f1eBOro xenypouka. Mo 3aknwueHunto IxoKr
ot 18.01.2021 — ymepeHHana Aunarauusa nesbix oTge-
NoB Ceppua, cenapauna nepumkapaa co BCEX CTOPOH
00 3-4 mMM. [leBbll Xenyaouek cepuueH. YmepeH-
Haa runepTpotns MeXXKenyaouKoBOW NepPeropoaKu.
IX0-NPU3HAKN HApYLIeHUs penakcaLuum nesoro xe-
nypouka. fmnonnasua gyru aoptbl. Mo gaHHbIM Y3N:
Ixorpauueckne nNpuUsHakum YMepPEHHO BblpaXKeHHO-
ro YBeNUYEHWUS NMHENHbIX pPa3MepoB nouyek C Aud-
(DY3HbIMW M3MEHEHMAMW CTPYKTYPbl UX NAPEHXUMbI;
renatocnieHomeranuu, AndQy3HbiX U3IMEHEHWUI na-
PEHXMMbI NEYEHW 1 CeNne3eHKM, OTeKa napany3bipHoK
KnetuaTtku, Auddy3HbIX M3MEHEHNI NapeHXUMbl NoA-
KENYAO0UHOW Xene3bl, CBO6OJHON XUAKOCTH B 6ptoLL-
HOW NONOCTM B HE3HAUUTENbHOM KONMUYECTBE; MpPU-
3HaKN WerHoro numdageHnTa cnesa, 6e3 NPpU3HaKoB
abcueanpoBaHusa. [laHHble MPT cBUAETENbCTBYIOT O
NpU3Hakax CUMMETPUYHbIX 30H U3MeHeHHoro MP-cur-
Hana oOT MepUBEHTPUKYNAPHOro 6enoro BelecTsa
NO6GHO-TEMEHHbIX 06nacTen M 3ybuaTbix faep Mo3-
Xeuka 6e3 orpaHnyeHns anddysuu.

19.01. Ha oHe hebpnnbHON NUXOPaLKM Y pebeHka
06HApPYXEHO MPUCOEANHEHWNE ABMEHWIA TMHTUBUTA W
ctomatuTa. 20.01. ANArHOCTUPOBAH BMPYCHbIN MUOKAP-
AVUT U MAHUECTMPOBAHbI aHANOTMYHbIE N3MEHEHUSA B
POTOBOI NONOCTU W NMXOPaAKa y 6paTa, HaxoAsLerocs
poma. Mo pesynbratam [UP uccnegosaHua BbisBneHa
sTonorus 3abonesanus — BII, ocTpoe TeueHne —u
HauaTta Tepanus. Takxke 20.01. no pe3ynbratam bakTe-
puoniornyeckoro nocesa KpoBu y nauueHTa BblaeneH
St.Capitis. MpoBeaeHo neyeHne aHTUGaKTEPUANbHbIMU
¥ NPOTMBOBUPYCHbIMK MpenapaTamu, CMMNToMaTuye-
cKas Tepanud. 22.01. nocne NPOBEAEHHOIO NevyeHns u
AOCTUXEHMA CTOMKOro perpecca CMCTEMHOM BOCNanu-
TeNbHON peakuuyu NaLUeHT C NONOXUTENbHON AWHA-
MUKOW 6blN NepeBefeH B NpoduibHOe oTaeneHne ans
AanbHellwero 06CNefoBaHNA N NeYeHNs.

Ha choHe npoBefeHHON Tepanuu CUMNTOMbI repne-
TUYECKON MHQeKUUM 6binu KynupoBaHbl, COCTOAHME
ManbuMKa CTabUNU3MPOBANOCh, MOCAE YEro OH 6bin
BbINWUCaH W3 CTaLMOHapa Noj AanbHellwee Habnwge-
HIe NPOGUNBHBIX CNELUANNCTOB NO MECTY XUTeNbCTBA.

B HacTosillee Bpemsi MaTOreHETMUYEeCKOW Tepanuu
M KNUHWYECKNX pekomeHfaumn ana cuugpoma Llensb-
Berepa He cyuectsyer. MaTb uHOPMMPOBaHa O AU-
arHo3e M HebnaronpusTHOM NPOrHo3e 3aboneBaHus,
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06CY)X/EH BONPOC HEOBXOAMMOCTN MPOAOMKEHUS NO-
CUHAPOMHOW Tepanuu 1 peleHnn CPOKOB KOpPeKLnK
BMNC. YuntbiBad retepo3nroTHylo myTtauuio y martepu,
roMO3MroTHOe 3aboneBaHne 060Ux GNU3HELOB, 3TON
CEMbe HE0OXOAMMO PEKOMEHAOBAaTb TeHEeTuYeckKoe
KOHCYNbTMPOBAHME /15 PeLeHMs BONPOCa O BO3MOX-
HOCTW B ByayLIEM UMETD elle AeTell.

KHIIIHI/NVECKI/IVI CNYYAI BUCLIEPA/IBHOIO
NENLIMAHUO3A C BTOPUYHbIM
FEMOMArOLUTAPHbIM CUHAPOMOM

WmweHeukas Codba KnpunnosHa,
JoHuukK Ennsaseta IBaHOBHA

HayuHbiii pykogodumernb:
NapuHa llo6oeb Eé2eHbesHa, K.M.H., doyeHm
Kachedpbi nponedesmuku demckux 6onesneu N
PHUMY um. H.W. Mupozoea

OTAQY BO PoccunCKMiA HALMOHANbHbIN
MCCNenoBaTeNbCKUA MEANLWHCKMIA YHNBEPCUTET
nmenn H.N. MnporoBa MnH3gpasa Poccuu,
[BY3 Mopo30BCKas feTckas ropofckas
KNMHMyeckasa 6onbHuua A3M

BucuepanbHblii NeiliMaHno3 — 3T0 XPOHUUECKoe
NH(EKLMOHHOe NPOTO30MHOe 3aboneBaHue, UHaue
ero HasblBalT nuxopagka Aym-Aym wunu kana-asap
(uepHas nuxopaaka). TeNWMaHNO3bl IHAEMUYHbI 60-
nee yem B 98 CTpaHax, eXerogHo B mupe BO3HMKaeT
1,3 MUNNIMOHA HOBBIX CNyyaeB nenwmaHuosa. Ha tep-
putopuu Poccum nmeroTca TEPPUTOPUN, SHAEMUYHbIE
Mo CpefM3eMHOMOPCKO-CPeAHea3naTcCKoMy AETCKOMY
nenwmanno3y (CCIBN) (Hanpumep, HeKoTopble paiio-
Hbl Pecnybnuku flarectaH u Pecny6nuku Kpbim). Oc-
HOBHbIM pe3epByapom Leishmania infantum cnyxar
AOMalHNe COBAKM W TPbI3yHbl, @ NEPEHOCUNKAMN
SIBNAOTCA MOCKMTbI nogpoaa Phlebotomus. 3a6one-
BaHWE XapaKTepu3yeTcsa MpPOJO/IKUTENbHOW NUXO-
PaAKOM HempaBUMIbHOTO TWMNa, MOPAXEHUEM NEUYeHU
W Cene3eHKn, pa3BMTMEM QHEMIM U Kaxekcuu. B cBo-
€M pa3BUTUU NelliMaHUAM HeobXxoaMMo NPONTN ABe
CTaAuNn: 6E3XKIYTUKOBYIO M XIYTUKOBYIO. KNMHUYECKN I
[INarHo3 NoATBEPXAAeTCA Hanuunem amacturot (6e3-
TYTUKOBbIE (hOPMbI) NEeNMAHNIA B MA3Kax U3 MyH-
KTaTa KOCTHOrO M03ra, Cene3eHku Unu neyeHu. Kpome
TOro, NPU NEMWMaHN03e BO3MOXHO Pa3BUTUE BTO-
PUYHOTO remocharounTapHOro CUHAPOMA, KOTOPbIN
XapaKTepu3yeTca HapyweHnem (yHKUMA T-KNEToK u
NK-kneTok. KneTku, He CnocobHble pearnposaTtb Ha
NHGEeKUMo, HaunHaloT nponudepnpoBatb U Bbiae-
NATb NPOBOCNANMTENbHbIE LNTOKMUHbI, AKTUBUPYIOLME
MOHOLMTAaPHO-MaKpodaranbHyo cuctemy. Y naumet-
Ta pa3BMBAETCA TAXeNnas CUCTEMHAs BOCNANMTENbHAS
peakuus, NpMBOAALLAA K MONMOPTaHHON HeaoCTaTou-
HOCTH.

KnuHuueckunit cnyuai

Manbuuk W., 1roa 7 mec. (05.07.2019 roaa poxaeHuns),
25.01.2021 roga noctynun B OTAeneHue neguartpude-
CKOW coueTaHHoMW natonorum MATKB.
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Anamnesis morbi: ¢ 03.01.2021 oTMeuanacb exe-
AHeBHas nuxopagka Ao 39,0-40,0 °C, 6e3 Katapanb-
HbIX ABNEHWA. bbin rocnUTannu3npoBaH B 60MbHULY T.
MaxauKkanbl, rae BbisiBneHa aHemus 60 r/n, Tpom6ouu-
ToneHusa ao 30 TbiC., € 13.01.2021 6611 MoAgbeM Temne-
paTypbl Tena fo 40,3 °C. Mo TpeboBaHWi0 poauTenei
ManbuMKa BbIMWCANM, CaMOTEKOM poauTenn obpatu-
nncb B MATKB. 24-25.01.2021 —y pe6&HKa Hauvanacb
PBOTa B TeUEHWE AHS 2-3 Pa3a, XUAKWIA CTyN, U BCe eLLé
npojomKanacb NMxopagkKa.

Anamnesis vitae: KOHTaKTa C UHPEKLNOHHbIMW 60Mb-
HbIMM MU HOCMTENSIMU He MMen. KOHTAKTOB C XUBOT-
HbIMU, TPbI3yHAMW, NTULAMK, CbIPbEM XUBOTHOTO NPO-
NCxoxaeHusa He umen. Kynanue B OTKPbITbIX BOJOEMAX,
ynoTpebneHne BOAbl M3 OTKPbITbIX MCTOYHUKOB, He-
KUMAYEHON BOAbI MaTb OTPMLAET. 3 pe3ynbraToB yIibT-
Pa3BYKOBOrO WCCNeA0BaHNs ObiN BbIABEHbI renaToc-
nneHomeranua (neueHb 1 ceneseHka BbICTYNAKT U3-Nog
Kpas pebepHoil iyru Ha 6 cm), A dY3HbIE U3MEHEHUS
MapeHXUMbl MOXKENYA0UHOW Xene3bl, CTEHOK XeN4YHO-
ro ny3bips, OTEK Napany3blpHOMN KMETUATKM, AUCXONUA,
MONWNaLEHONATMSA, HE3HAUUTENbHbIN TMAPOTOPAKC Cre-
Ba U ANPEY3HblIE N3MEHEHMS NAPEHXUMbI MOYEK.

Mo obwemy aHanusy kposu 25.01.2021 BbisiBne-
Hbl: neitkouutonexna (1,70%10°/n), TpomboumMTONEHNA
(37*10°/n), arpanynoumutos (0,2*10°/n), numdounTos
(91,6%), remornobuHemns (88,0 r/n), aHemus Il cTene-
HW, cupeponenuns (4,30 MKMONb/n), cpesHun 06bem
Tpom6ouuToB nosbiweH (11,0 dn). U3 gaHHbIX nabo-
PaTOPHBIX MUCCNeAoBaHMI: runoanbbymuHemus (26,80
r/n), KpeaTuHWH CHuxeH (29,00 MKMONb/N); MOBbI-
WeHbl Mapkepbl Bocnanewus: CPB (1153 mr/n), NAr
(1385,00 Ef1/n), hepputun (15940,00). Tak e BbisABMe-
Hbl aHTUTeNa K Lutomeranosupycy IgG n K KancuaHo-
My aHTUreHy Bupyca dnwrTeiiHa-bappa VCA (IgM). Ha
OCHOBAHMN KNMHWUYECKMX N NaboPaTOPHbIX AAHHbIX C
HanbonNbLIE BEPOATHOCTBIO MOXHO AyMaTb 06 0CTPOM
nenKo3e, Ho HeobxoaMmo 6bino AndydepeHuMpoBaThb C
B3b nHdekuuen.

26.01.2021 YunTbiBaA KNAMHUYECKUE AaHHble (onu-
TeNbHasA NNXOPajKa, renatocnneHoMeranus, TPexpocT-
KOBAs LMTOMEHNS, CUHAPOM UHTOKCUKALLMM) U JaHHbIe
MWKPOCKOMWYECKOro WUCCNef0BaHMS Ma3ka KOCTHOMO
Mo3ra y pe6beHka NOATBEPAWUNW NelliMaHno3 BuUcue-
panbHON (hOPMbl, OCNIOXXHUBLIMINCS BTOPUUYHBIM rema-
ToharounTapHbIM CUHAPOMOM.

MpoBoamMnacb Tepanus: 1) BucuepanbHoro neiwma-
H1o3a AmdoTepuunHom B cn. 50000EA 1p/cyT; 2) Bro-
PUYHOrO reMmoaroLUTapHOro CMHAPOMA HOPManbHbIM
NMMyHornobynuHom uenoseka 100 mr/mn cn. 50 mn
BHYTPUBEHHO B TeUueHue 2 yacos 30 MUHYT 1 [lokcame-
Ta3oHoM 10 mr 1 p/cyT; 3) ConpoBoAnTENbHASA TepaNUs:
3Tamannart 125 mr/mn amn. 2mn 2 p/cyT + LledhTprakcoH
¢n. 1000mr 2 p/cyT + Llechenum chn. 1r 2 p/cyT + Ome-
npason ¢n. 40 mr 1 p/cyt + [lesokcuxonatom B fo3e
1mr/Kr/cyT nepBoHayanbHo Ha 15 fAHen (nanee nog
KOHTPONEM ANHAMMKI COCTOAHNA). Ha hoHe npoBoau-
MO Tepanuu NabopaTopHO Habnwaganacb yMepeHHas
NnonoXuTenbHas AUHAMUKA.



29.01.2021 [laHHble, NoATBepXAatolne BPOXAEHHYI0
KoarynonaTuio nonyyeHbl He 6binun. 3meHeHus B koa-
rynorpamme CBfi3blBaloT C MOPAXEHWEM MneyeHn. bbina
npoBeAeHa Koppekumsa remocrasa: nepenmsaHue cee-
Ke3aMOpOXEeHHOI nnasmbl 10-15 MA/kr, Kpuonpewuu-
nuTaT 1 go3a. B ganbHenlwem remoctaTuyeckas Tepa-
nus He TpeboBanach.

08.02.2021 Y naumneHTa oTmMeyasnacb MOMOXUTENb-
Has SMHAMKKA MO TOMMKE NOPAXeHUs Ha (hOHe CTaH-
AapTHOU Tepanuu amdotepuuHom B 1 mr/kr/cyt. Y
pebEHKa C TAXeNbIM TeueHMem NenwMaHno3a U BTo-
PUYHBIM FemoaroLNTapHbIM CUHAPOMOM Tepanus
AmdoTepuunHom B n amdonunom npusena K Bbi3-
aoposnenuto. ipyrue npenapatbl AmoTtepuumHa B
NNNOCOMANbHOrO He 3aperncTpupoBaHbl Ha Teppu-
Topun PO.

KNUHWYECKWNIA CVYAI
NALUMVEHTKY C 3NMUNENCUEN
KOXXEBHUKOBA-PACMYCCEHA,
BbI3BAHHOI 6OPPE/INO30M

Pycckun Bagum Onerosuuy,
fAAkumoB Hukuta AnekceeBuuy,
KynakaeBa Anus AHBapOBHa,

Apanumosa Hapexpaa CepreeBHa

HayuHbiii pykosodumernb:
XonuH Anexkceli AnekcaHopoeuy 0.M.H., npogheccop
Kaghedpbl Heeponoauu, Helipoxupypauu
U MeduyuHckoli 2eHemuku um. akad. /1.0. badanaHa

OTAQY BO PocCUMCKMIA HALMOHANbHbIN
NCCNenoBaTenbCkMil MEANLIMHCKII YHUBEPCUTET
nmeHn H.N. NMuporosa MnH3apara Poccum

BeegeHue: 3nunencus KoxeBHUKOBa-Pacmycce-
Ha — 3TO peaKWin BapuaHT NpoTeKaHus 3HUedanuTa,
XapaKTepusywwmuncs TpUagon CUMNTOMOB — remu-
napes, (pokanbHble MMUOKNOHWYECKME MOAEepPruBaHMs
Ha CTOpOHe nape3a, hoKaNnbHble reMUKNOHNYECKIE 1
BTOPUYHO-TEHepPaNM30BaHHble 3NuenTUuYeckue npu-
CTynbl. MaToNornyeckoe COCTOAHWE BO3HUKAET Npeu-
MYLLECTBEHHO MPKU NOAYLWAPHbIX 3HUedaNMTax — 3H-
Ledannt PacmycceHa, 6oppennos.

AKTYanbHOCTb: MH(EKLMOHHASA 3TUONOrNA 3aHUMAET
TPeTbe MecTo MO YacToTe BCTPEUaeMOCTM B CTPYKType
BCEX 3TMONMOrMYECKUX MPUUMH anunencumn. Hanbonee
yacTbiMU BO36YAMTENAMMU ABAAKOTCA BMPYCbl repreca
n 6oppenun. Mpu 06CneaoBaHNM NALUEHTOB C NOAO-
3peHneM Ha MHMEKLMOHHYI0 3NUNEencut0 Heobxonmm
KOMMNEKCHbI MOAXO0A € UCMOJSIb30BAaHNEM KaK METOA0B
HenpoBU3yanu3aumm v sHuedanorpammol, Tak u nNpo-
BeeHNe CNUHOMO3roBOW NYHKUMW ANa OnpeaeneHuns
BO3byguTens.

KnuHnueckunit cnyyaii
PebeHOK OT BTOpOW 6GepemMeHHOCTW, NMpoTeKaBLIen
6e3 0cobeHHOCTEN. Pofibl CPOUHbIE, CAMOCTOSATENbHbIE,
OLeHKa Mo Wwkane Anrap 8/9 6annos. PaHHee pa3BuTne
Mo BO3pacty.

B koHLe HoA6ps 2019 r(2roga 10 mec) — B 604pcTBO-
BaHWUM HEOXMJAHHO 0O6MAKNA, HabnoJanacb ackmme-
TPMA NeBON NOMOBUHbI NMLA, MPOAOMKNTENbHOCTD A0
40 CeKyHA, NOCTNPUCTYMHON CUMMNTOMATUKM HE Bbio.
Beuepom BO Bpems KynaHus 3nn3o4 NOBTOPUNCA.

focnuTanu3npoBaHa B CTauuoHap, rae OTMeuYeHbl
nosTopAWmMeca aHanorm4yHblie NnpucTynol.

2411.2019 nepeseneHa B OPUT nocne cepuu npucty-
MOB C YACTUYHbIM OTKMIOYEHNEeM CO3HaHUA. B TeueHnn
5 cyToK npuctynbl coxpaHanucb Ao 10-12 B CyTKK, Kynu-
poBanuncb camocTosATenbHo. Pesynbtatbl MPT 1 331 no
MeCTy XWUTenbCTBa — HOpMa.

CoXpaHANUCb eXefHEeBHbIE MPUCTYNbl — NOAepru-
BaHMA NeBON PYKU, 3aMUpaHus. Y NauUeHTKN yxya-
Wwanacb NOXoAKa, Habnofanach WaTKoCTb, YXyaLWeHne
KOOpPAMHALMH.

MepecmoTp AaHHbIXx MPT — HabnogaeTcsa oyar rune-
PUHTEHCMBHOCTW B NPABOW NpeLeHTPaNbHON U3BUU-
He. Bupeo- 331 MOHUTOPUHT — pernoHanbHoe 3amep-
neHne n anunenTUOpPMHbIe paspsaabl B MpaBoM n06-
HOM pernoHe.

bbin BbICTaBNEH AMArHO3 3MMAENCAM W HAa3HAYeHa
NPOTUBOCYAOPOXHAA Tepanus 6e3 adhekTa.

MaumeHTKa 6bina rocNUTanU3uPoBaHa B CTaLuoHap.
Pe3ynbTaTbl CMMHOMO3rOBOW NYHKLMUM MOKa3anu NoBbl-
weHmne AT K 6oppenusam. MNocne yero nauneHTke 6oina
Ha3HaueHa ropmoHasbHas Nynbc-Tepanus C NnonoXu-
TenbHbIM 3hheKTOM.

3aKnioueHune
Takum 06pa3om, KNUHUYECKIUI ClyYall B 04epesHON
pa3 LEMOHCTPUPYET BAXHOCTb NPOBEAEHUS CMTMHOMO3-
roBOM NMYHKUMM W UCCNefOBaHUS NMKBOPA B [MArHo-
CTUKe hapMaKope3nCTeHTHbIX POPM NUNencum.
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KNUHWYECKUI CITYUAR
NEYEHUA GAPMAKOPE3UCTEHTHOM
3MUAENCUN C UCNONb3OBAHUEM
CTEPEO-33I MOHNTOPUHIA Y NALMEHTKN
C TYBEPO3HbIM CK/TEPO30M

Pycckud Bagum Onerosuu,
fiAkumoB Hukuta AnekceeBuy,
fikoBnesa AHHa BnagumunpoBHa,
Apanumosa Hapexpaa CepreeBHa

HayuHbiii pykosodumernb:
XonuH Anexkceli AnekcaHoposuy 0.M.H., npogheccop
Kaghedpbi Heaponozuu, Helipoxupypauu
U MeOuyuHCKoU 2eHemuku um. akad. /1.0. badanaHa

DOrAQY BO PocCcUMCKMA HaLMOHANbHbIN
MCCNeaoBaTeNbCKUA MEANLMHCKMIA YHUBEPCUTET
nmeHn H.N. Mnporosa MmnH3gpasa Poccum

BBegeHune

Crepeo-33  MOHMWTOPUHI — METOJ,  WHBA3WUBHOIO
NPOBEAEHMS INEKTPO3HLEDANOrPaMMbl, XapaKTepusy-
IOLLMIACSA YCTAHOBKOW MMYGUHHbIX 3NEKTPOLOB U 3anu-
Cbl0 aKTUBHOCTY rOMIOBHOrO Mo3ra. Metoa ncnonb3yer-
CA AN BbIABMEHNA 30HbI MHULMALMMI INUNENTUYECKUX
MPUCTYNOB NPW HEAOCTAaTOYHOCTU AAHHbIX HEMHBA3WB-
HbIX NCCNEAOBAHMN.

AKTYanbHOCTb: Ty6€pO3Hblil CKNEepPO3 — 3TO reHeTy-
yeckas naronorus, B 80% cnyyaeB CBA3AHHAsA C My-
Taumamu redos TSC1 n TSC2. YacTota BCTpEUaemMoCTu
Ty6epO3HOro Cknepo3a COCTaBASAET 0Kono 1 Ha 6000
yenosek. 3aboneBaHne MOXeET MaHMGECTUPOBATb
B N060OM BO3pacTe M MNOPAXAET MHOXECTBO Opra-
HOB — MO3T, cepiue, NOYKK, neyeHb, rnasa, Koxy. Y 60-
90% MauMeHTOB OAHWUM M3 NPOABNEHWA MOPaXeHUs
UHC asnsetca anunencus. B 70% cnyyaes npuctynbl
(hokanbHble, UMET (HapMaKOPE3UCTEHTHOE TeUeHue.
Pe3ynbTaTbl NpoBefeHUa CKanbnosoro Buaeo-33I mo-
HUTOPKHIA MO3BONSAIOT ONPeAenuTb 3NNNENTOreHHbIN
cy6cTpatr B 20-40% cnyuaeB. [ins YTOUHEHMA 30HbI
VHULMALNM 3NUNIeNTUYECKOro NPUCTyna MCnosb3yoT-
CA MeToAbl MHTPAKPaHMaNbHOW perncTpauun sHueda-
norpammbl — ctepeo-33I 1 cybaypanbHble rpugbl.

KnuHunyecknin cnyyai

bepemeHHOCTb mepBasi, NpoTekana 6e3 0CO6eHHO-
cTen.

HacnencTBeHHOCTb €O CIOB He oTAroweHa. Onepa-
LMiA 1 TpaBM He 6bino. [le61oT 3a60neBaHNUsA € BO3pac-
Ta 2X MecsALEeB, 3M130/bl «CKNaAbIBaHNAY; (3nunentu-
YecKme Crasmbl), a TaK e aCUMMETPUYHO TOHUYECKNE
(npeo6nagaHne MOTOPHbIX MPOABAEHWUIA BNEBO).
C 4x mecaueB Ha (hoHe BBeAeHUS BUrabaTpuHa OT-
Meuanacb pemuccus ANUTENbHOCTbIO HECKONbKO Me-
cAueB, fJanee 3nNu304bl BEPHYNUCb, B BUAE 06MsAKa-
HWUIA [O HECKONbKNX CeKyHA (OTMeueHbl Ha npueme).
Yactota NpuUCTynoB — HECKOMbKO NPMCTYNOB B uyac.
(MapmakopesncTeHTa — HeCKONMbKO NpenapaToB OKa-
3anucb HeaekTUBHLI. fTopMOHanbHas Tepanus 6e3

hdhekTa.
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MPT — KapTuMHa MHOXeCTBEHHbIX MOPOKOB Pa3BUTUA
ronoBHOro mo3sra. Bugeo-33 MOHUTOPUHT — JOMUHU-
pyioLWNiA hOKYC PermoHanbHo 3aNuNenTuopMHON ak-
TWBHOCTM B NIEBO NOGHOMN A0NE, 3apPErMCcTpUpPOBaHoO 3
(hoKanbHbIX INUNENTUYECKUX MPUCTYNA, NPELNONOXM-
TeNbHO W3 [JAHHOTO pernoHa (nesas No6HOBUCOUHASA
06nacTb).

[N YTOUHEHUA 30HblI UHULMALMMW INUNENTUUYECKNX
npucTynoB pebeHky 6bin nposefeH cTtepeo-33I mo-
HUTOPWHT, B pe3ynbTaTe KOTOPOro YCTaHOBAEHA 3nu-
nenToreHHas 30Ha B f1eBoN No6HOU Aone. MpoBeaeHo
HENPOXMPYPruyeckoe BMeLaTeNbCTBO — PE3EKLUS Ty-
6epa neson nobHomn gonu. Ucxop no wkane Engel — 1a
(oTcyTCTBME 3NMNENTUUECKNX MPUCTYNOB NOC/e onepa-
umn).

3aKnoueHmne: Takum 06pasom, KNTMHUYECKUI cydail
JNEMOHCTPUPYET BAaXHOCTb WCMONb30BAaHMA MHBA3WB-
HbIX METOAO0B perucTpauuu 331 ns BbIABNEHUSA 3NKU-
nenToreHHOro cybcrparta Kopbl FONOBHOIO Mo3ra y na-
LIMEHTOB C TY6EepO3HbIM CKNEpPO30M.

CUHAPOM UCYE3AIOLLNX XKEMYHDIX
NPOTOKOB KAK OZIHO U3 NMPOSIBNEHUN
NAPAHEONNACTUYECKOIO CUHAPOMA
V PEBEHKA C TMM®OMOI XOKKNHA

CmupHoBa J11060Bb ANeKCaHAPOBHaA,
LWaxrunbaaH N1to60B8b iMUTPUEBHa

HayuHblii pykoeodumenb:
Mona AnekcaHop BaneHmuHoeuy, 0.M.H., npocheccop
Kkachedpbl nponedesmuku demckux 6onesHel MNP
PHUMY um H.W. Mupo2oea

OTAOY BO POCCUMICKMIA HALMOHANBHDbIN
NCCNenoBaTenbCkMii MEOULIMHCKIN YHUBEPCUTET
umeHun H.N. NMnporosa MnH3apasa Poccuu

YacToTa NOpaXeHUs neveHun cneummyecknm npo-
Lleccom y 60MbHbIX NUMoMon XomkkiHa (N1X) Hesenu-
Ka 1 coctasnsert ot 3 A0 14%, npu 3TOM Xonecrtas oT-
MeyaeTcs MeHee ueM Yy 4% navuumeHTOB. Xofectas npu
/X MOXET 6bITb BbI3BaH MPAMbIM BHYTPUNEYEHOUHbIM
noBpexaeHnem mnapeHXuMbl NeYeHn unu 3nNuTenus
XeNUHbIX NPOTOKOB ONYXONEBbIMUN KMEeTKaMU, a Takxe
BHEMEUEHOUYHOMN 06CTPYKLMEN XEeNUHbIX NyTen yBenu-
YeHHbIMK numdoy3namu. Kpome Toro, y He60nblOro
yncna nauMeHTOB BHYTPUMEUEHOUHbIN XonecTa3 Obl-
BaeT 06yCNOBNEH NapaHeonaacTUYeCKUM CUHAPOMOM.
Mo pesynbratam 6UONCUN NeyeHU 60MbHblE MOTYT
ObITb pa3geneHbl Ha 2 FPYNMbl: C HAIMYMEM CUHAPOMA
MCUYE3HOBEHUS MEXA0MNbKOBbIX XXeNUHbIX MPOTOKOB U C
MANONATUYECKUM BHYTPUNEUYEHOUYHbIM X0NeCcTa3om 6e3
3aMeTHOM yKToneHun. BnepBble NauueHT ¢ MCUE3HO-
BEHMEM MEXLONbKOBbIX XeNUHbIX NPOTOKOB HA (POHE
NIX 6611 onucaH B 1993 .

[leBouka, 15 neT, oceHbio 2016 T. MoCne NepeHeceéH-
HOW MHeKLMN OTMETINA YBENNYEHNE HAAKMIOUMYHO-
ro numdoysna cnpasa. Mo mecty xutenbcrea (r. ben-
rOpojl) OCMOTPEeHa MeAuaTpoOM, Ha3HAueHa MecTHas
Tepanua — 6e3 adekTa. Xvpyprom peKkoMeHAOBAHO



AMHaMuyeckoe HabnpgeHmne. B mapte 2017 1. Ha (PoHe
OCTPOW KULWEYHOW WHGEeKUMN BrepBble MOsBUNACH
XENTyxa, NabopaTopHO onpegensnucb runepbunupy-
6uHeMus 10 500 MKMONb/ N, NOBbILLIEHKE TPAHCAMIUHA3
[0 300 Eg/n. B anpene 2017 r. nepeBeAeHa B UHCTUTYT
neauarpum (r. MockBa), B xoie 06CNea0BaHuNs BbiCTaB-
neH anarHo3 — @ubpo3 neyeHyu HEACHOM 3TUONMOTUN.
MpoBogunacb KOMMAeKCHas Tepanusa — 6e3  cyule-
cTBeHHoOro 3dhexta. Ha mogpepxuBaiollen renaro-
TPOMHOW Tepanuu BbiNUCaHa AOMOW. B umioHe 2017 T.
OTMEUYEH POCT HAAKNKuUWYHOro numdoysna cnpasa,
BbIMOMHEHA 6uoONCKUA, TUCTONOTNYECKOe 3ak/oue-
Hue — numdoma XoaXKKNHA, BapUaHT C HOLYNAPHbIM
cknepo3om (2 Tuna). NMauneHTka npowwna yrnybnéHHoe
o6cnefoBaHue, No AaHHbIM KT, N3T/KT, Y3W o6Hapy-
KEHO MOpaXeHUe HaAKMOUNUHbIX (KOHrnomepar Ao
5X5 CM CMpaBa U efUHUYHbIX CNIeBa) U MeaANaCTUHANb-
HbIX (KOHMOMepaT naparpaxeasnbHblX, NapaaopTab-
HbIX, MapaKaBasbHbIX y3/10B 7,5%5,5 cM) Nnumcoy3noB
(numdageHonaTs ¢ NoBblleHHON MeTabonnueckon
aKTUBHOCTbIO), @ TAKXKe eANHUYHbIN MeTaboNNYeCcKM He
aKTUBHbI 0uar B NpaBoM NErkom (nopaxexue nérou-
HOW TKaHM N0 npogomxeHunto) (ctagus IV EB). Mpu Y3U
GpPIOLIHOM NONOCTW NeUueHb YMEPEHHO YBeNMUeHa, na-
PEHXMMaA NOBbILIEHHOW IXOTeHHOCTM, MeNKO3epHUCTan,
KOHTYPbl YETKIE, POBHbIE; BOPOTHAA BEHA W XeNuHble
MPOTOKWM He pacwupeHbl. B muenorpamme — paciim-
peHWe TrpaHyNnoUNTAPHOTO U MerakapuouMTapHoro
POCTKOB, MeranobnactoMgHoCcTb OTAeNbHbIX (hopM.
MauneHTKa HanpaBneHa B HWW geTckol OHKoNoOrmu
u rematonoruu. NMpu NOCTYNNEHUN COCTOSIHWUE TAXE-
N10e — BbIPAXEHHbIN  WHTOKCMKALMOHHbBIN  CMHAPOM,
3y KOXMW.

O6bEeKTUBHO HONbHAA NOHWKEHHOro nuTaHus (UMT
14,7 Kr/M2), KOXHbIE MOKPOBbI BPOH30-KENTOTO LBETA,
WKTEPUYHOCTb BUAMMBIX CIU3UCTBIX U CKNep, Nanbnu-
PYIOTCS WenHble NMMAOoY3Nbl — A0 2 CM CMpaBa, KOH-
rmomMepar 4o 6 CM — CneBa, NeyeHb +3 CM OT Kpas pé-
6epHou oyru.

Na6opaTopHO BbIBNEHbI: aHemus 107 r/n, Hen-
TPOMUNBHBIN NENKOLNTO3 19 ThiC./MKN, TPOMGOLUTO3
531 TbIC./MKA, TUNeprankemus 9 MMonb/n, ABNEHUS
xonecrasa — runepéunnpyburemus 302 MKMOnb/n
(npeumyecTBEHHO 3a CYéT npamoro), TN 126 Ea/n,
wenoyHasa ¢ocdartasza 714 En/n, TpaHcamuHasbl — 10
TpEx Hopm, I 398 Ex/n, no Koarynorpamme CKoMmneH-
CupoBaHa. B obLiem aHanu3e moun — 6unupybuHypus,
rnioko3ypus. flocne nepecmoTpa rUCTONOMUYECKUX
npenapaToB MOATBEPXAEH AMArHo3: Jlumdoma Xomx-
KWHA C nopaxeHnem numdoy3noB Wewn, CpefocTeHus,
TKaHu nérkux (IV EB ctagns).

NapaHeonnacTnyecknit cuuppom: CUMHAPOM Wucue-
3al0WMX KENUHbIX NPOTOKOB. OMBpPO3 neveHn. Havata
ropMOHOTEPANUA NPENHN30NOHOM 60 MI/CyT, XUMNO-
Tepanus B MOHOpEXUMe — BUHGNAcTUH 9 mr/cy. C ue-
Nblo NOAABMEHNUA BOCNANUTENbHOIO OTBETA K Tepanuu
[o6aBneH HPNUKCMMab. B cBA3N C coxpaHsatoLwelics
rmnepbunupybuHemmnen Lo 15 HOpM NPUHATO pelleHne
CHU3UTb A03Y MMIOKOKOPTUKOWAOB BLBOE, Hauatb Xu-

MUoTepanuio B pexxume BEACOPP (6neomuLinH + 3tono-
3UA + BOKCOPYOULMH + LmKnodocthamms + BAHKPUCTUH
+ NPOKap6a3n+npegHN30M0H).

OfHaKo No NpuYnHe YrHeTeHUA KPOBETBOPEHMUA OT
BBefEHMs 61eOMULMHA N BUHKPUCTUHA Ha 8 AeHb pe-
WeHo oTKa3aTbcA. Mpu noBTOpHOW KT rpyaHON KNeTku
OTMeueHbl (PparmeHTaLMs KOHIMOMEPATOB, YMeHbLUe-
Hue nuMcoy3NoB B pasmepe, PeAYKUMA ouara B Ner-
KoMm. Ha Y3 -BbipakeHHasA NOMOXUTEeNbHAA JUHAMMKA
COCTOSIHMA HAZKNIOUNYHbIX U MeANACTUHANbHbBIX Y3/10B.

Mpw 3nactorpacum neyenm ot 02.0817 — ymepeH-
Hblli hnbpo3. MpoBesEH BTOPOU Kypc XUMUOTepanuu
B pexxume BEACOPP, undy3sus toumnmsymaba, 0Cnox-
HUBLINECA UHMEKLMOHHBIM CMHApPOMOM. Ha N3T/KT B
AMHAMMKe — Hanuune oCTaTOUYHOM aKTUBHOW onyxone-
BOW TKaHW B HAJK/TIOUNUHbIX U MeANACTUHANBHbIX TUM-
choy3nax co cnabon MeTabonMuUeckom akTMBHOCTBIO.
B cBfi3M C pasBMBLIMMUCA OCNOXHEHUAMU XUMUOTE-
panusa CMEHEeHa Ha Ny4yeBYl: NPOBEAEHO 06yUYeHne
06M1acTn Weun ¢ ABYX CTOPOH M CPeaocTeHns Ha oHe
6peHTyKCMMaba. JlyueBas Tepanusa NpoBoaunach B 2
3Tana B CBA3M C Pa3BUTUEM S3BEHHO-3PO3UBHOIO Mo-
PXEHUSA CAN3KUCTBIX, anna3un KOCTHOro Mo3ra. B xoge
NleyeHns 0TMeyanocb MNoBbiWeHUe 6unmpybuHa Ao
628 MMonb/n, TpaHcamuHas — Ao 10 Hopm, ITTMN — 6o-
nee 20 HopM. B guHamuke no gaHHbim KT u Y3 — ony-
XONeBble Q4arn He BbIABMEHbl — AOCTUTHYT MNOMHbIN
3thheKT, 4N KOHCONMAALNM KOTOPOro PEKOMEHA0BA-
HO NpOBeAeHNe ABYX KypCOB XUMUOTePanun B pexume
ABVD  (nOKCOPYBULMH+6NEOMULIMH+BUHONACTMH+AA-
kap6asunH), ofiHako BTOPON 6bil OTMEHEH MO NpUUnHe
0uepeaHOro yBennueHus yposHa 6unupybuHa (6onee
500 MKMONb/n).

B cBA3M C gocTmxeHnem nonHoro 3ddekta B pe-
3ynbrare Tepanui 3n10KauecTBeHHon numdombl (Ha KT
1 Y31 yBenuueHHble NuMdoy3/bl He ONpeaensannch), Ho
COXPAHSIOLWINXCA HeoBPaTUMbIX U3MEHEHWIA, Bbl3BaH-
HbIX MApPaHeonnacTUYeCKNM CUHAPOMOM (CUHAPOMOM
MCUYE3aI0LINX KEeNUHbIX NPOTOKOB 1 MAWONATUYECKAM
X0necTasom), 60/bHas HanpaBneHa Ha KOHCYNbTaLMIo
TPAHCNAAHTONOrA ANA PelleHns BONpoca O nepecajke
neyeHun. B PHLX um. b.B. Metposckoro 05.12.17 npou3se-
AeHa poACTBeHHAsA TPAHCNNAHTALMUA NeYEHN OT MaTepu.

Matomoponornyeckas kapTuHa NoATBEpANNA An-
arHo3 CUHAPOMA MCYE3AI0WMX KENUHbIX MPOTOKOB W
MAMONATMYECKOTO  XOMecTa3a: MNPONOHTMPOBAHHBIN
BHYTPMMNEUEHOUHDbI  WHTPAKAHANMKYNSPHO-renaTo-
LMTApHbIA XOMNecTas, AUCTPOPUUECKME N3MEHEHMS 1
CNyWMBaHME 3NUTENUS MENKUX XEeNUuHbIX NPOTOKOB,
(ubpo3 neuveHn 1-2 no METAVIR. lMocne onepauuu
OTMEUancs peuuans runepbunupybuHemnn u runep-
hepmeHTeMMK, KOTOPbIW KyNMpoBaH Tepannen MeTun-
NPeAHU30M0HOM, BHYTPUBEHHBIM UMMYHOTNOBYINHOM
(500 mr/kr B TeueHue 16 [HEN) U OJHOKPATHbIM BBe-
OeHNeM pUTYKCMMAba. B pesynbtaTe NpOBeAeHHOrO
nleyeHns cnycTa 2 Mecsila nocne TpaHCnIaHTaLum ao-
CTUTHYTA MOJHAs HOPManu3auns GMOXUMUYECKNX Mo-
kasaTenei (TpaHcamuHasbl U 6GUANPY6UH B Npegenax
pedepeHCHbIX 3HAUEHUI), NPYU BU3YaNnu3npyoLLmx Me-
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TOAaX MccneaoBaHMA COXpaHANaCb NOIHaA peMuccua
Mo OCHOBHOMY 3ab0neBaHunio.

JlaHHbIN KNUHNYECKUN CNyYaii AeMOHCTPUPYET Npu-
Mep runepounupybuHemMnn Kak peaKkoro NposiBneHns
napaHeonnacTUYeckoro cuHApoma y aeteir. [Aykro-
NeHUs MOXET 6biTb 06paTUMbIM NPOLECCOM — nocne
yaaneHus npuumHHoro aktopa (B cnyuae oTHocu-
TENbHO  HENPOAO/KUTENbHOTO €ro BO3/eNCTBMSA)
XeNuHble MPOTOKM CNOCO6HBI K pereHepaLumn. OgHaKo
OCOBEHHOCTbI0 OMUCAHHOTO Clyuas BAAETCA Bbipa-
XEHHOe O06LWNPHOE MOBPEXAEHWUE XEMUHbIX NPOTO-
KOB, npuBefllee K HeobpaTumomy Gubposy neueHu
1 pedpakTepHon runepbunnpybuHemmnmn, KoTopbie
COXPAHANUCb Aaxe nocne AOCTUXEHUA MONMHOW pe-
MUCCUMM NO 3M10KAYECTBEHHOMY npoLeccy. Heobxoau-
MO MOMHUTb, YTO NpK NUMGOMe XOMKKMHA BO3MOXEH
CMHAPOM XXENTYXW, KaK OAHO M3 MpOsABAEHUN napa-
HEONNACTUYECKOro CUHAPOMA 33 CYET ayTOMMMYHHO-
ro mpoLecca, NPUBOAALLErO K MOPAXEHUIO 3NUTENMA
BHYTPUMEUEHOUHbIX JKENUHbIX MPOTOKOB. JleueHne
A€eTeN C TaKUM NpPOsIBNEHNEM NAapPaHeoNNacTUYeckoro
CUHAPOMA BO3MOXHO.

KMUHWYECKWIA NPUMEP
WHOAHTWUIbHOIO
HEOPOTUYECKOIO CUHAPOMA
C ®OKA/IbHO-CETMEHTAPHbIM
MOMEPYNOCK/IEPO30M

Martuesa [lapbs BnagumupoBHa,
MewaHnHoBa Hatanbs BukTopoBHa

HayuHbie pykosooumenu:

JlabymuHa Hamanba BukmopoeHa, 3ae.
Heghpono2uyeckum omaeneHuem, epay-Hehponoe,
K.M.H., T'bY3 «Mopo3oeckas Kb 13M»;
llunosa Mapuna MazomedoeHa, K.M.H., 00yeHm
kaghedpsl Gakynbmemckou neduampuu N

DOrAQY BO PoccUncKmnini HaLMoHanbHbIn
MCCNenoBaTeNbCKUA MEANLMHCKNNA YHUBEPCUTET
umeHun H.N. Mnporoea MuH3gpasa Poccum,
['bY3 Mopo30BCcKada AeTckaa ropoackas
KNnuHUYeckas 6onbHuua A3M

AKTyanbHOCTb: Manonatnuecknn HedpoTUUECKUM
CUHAPOM fABMIAETCA OAHUM W3 CaMbIX PACMpPOCTPaHEeH-
HbIX rMoMepynonatum y geteid. Yaule scero mopcono-
rMYECKUM BAPUAHTOM ABAAETCA 601€3Hb MUHUMANbHbIX
u3meHeHuin. B 20% cnyyaes HC cBsa3aH ¢ Mopdono-
rnueckum BapuaHTom OCIC, 4acTo Pe3UCTEHTHBIN K
NPOBOANMON CTepouaHou Tepanuu n B 30% cnyyaes
reHeTUYeckn obycnoBneHHbln. Ha paHHmMx 3tanax PCrc
CNOXHO OTINYNTb OT BMN.

OnucaHme KnMHUYECKOro cnyyas
JleBouka [.,8 mec, 3abonena B gekabpe 2019 roaa,
Koraa BnepBble Ha (DOHe PecnMpaTopHOU WHgEeKLUK
Pa3BUICA NOMHbIA HedpoTUUECKM cuHapom (npoTen-
Hypus — 6,810 1/, rMNONPOTEMHEMUS C TUNOANbBYyMN-
HeMWeN, TNNepxonecTepuHEMUS 1 BbIPAXKEHHbIE OTEKM
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BMOTb 10 aHACAPKM). B TAXENOM COCTOAHUM [1€BOUKA
6bina ¢ 04.01.2020 no 13.01.2020 rocnUTanu3MpoBaHa B
peaHumauunoHHoe otgeneHue ANKb no mecty xuTenb-
CTBa: aHacapka (no gaHHbIM Y3 opraHoB 6pIOLIHON
NonocT — cBO6OAHAA XMAKOCTb — 1,0-1,2 n1), N0 AaH-
HblM pEeHTreHorpaduu rpyaHoil KNeTKW — o4yaroBble
n3meHeHua. HadHauyeHa cTepouaHas Tepanusa npeg-
HM30M0H — 20 Mr/CYyT M CMMNTOMAaTUYeckas Tepanus.
C NonoXuTenbHOW AMHAMUKOW nepeBefieHa B Hedpo-
nornuyeckoe otaeneHmne ¢ AnarHo3om: Hedpotuueckuii
cuHgpom, HOI octporo nepropa. [1ByCTOPOHHSASA NMHEB-
MoHuA. IH 1-2 cT. 17.01.2020 B CBA3M C yXyAlleHnem
coCTOfHUA pebeHKa, 06YCNOBNEHHOE BbICOKOM NUXO-
PafIKOW, BbIPAXXEHHOMN OAbILIKOW C YCUNEHNEM KaLLNS U
TPYAHOOTAENSEMON MOKPOTOM, a TakKXKe C HapacTaHueMm
asotemun (MoueBUHa 6,5, KpeaTUHUH 102 MKMONb/n)
nauneHTKy nepesenu B OPUT. B 6uoXMmMmueckom aHa-
Nn3e KPOBU — rMNONPOTEMHEMUS, TUNOANbOYMUHEMUS
(anbbymux 21,8 r/n), npotenHypus — 6-10 r/n. B OPUT
6blna Ha3HayeHa aHTUbaKTepuanbHas Tepanus u Npo-
AOMKeHa cTepouaHas Tepanus. Ha doHe Tepanuu: pas-
pelnnacb MHeBMOHMS, OTEYHbIA CUHAPOM YMEHbLLWN-
cs. Mo aaHHbIM KOHTpONs Y3U — cBO6OAHON XUAKOCTH
B OPIOWHON MONOCTU HET, NONOXMTENbHAA AWHAMUKA
B aHanu3ax Kposu ot 10.02.2020: runonpoTenHemus
46 r/n, runepxonectepuHemns 8,4 MKMosnb/n, MoYeBU-
Ha 6,3MMONb/ N, KpeaTUHUH 96 MKMOMb/N, B aHann3ax
MOUU — NPOTENHYpUS 4,7 r/n, neiikouutypus — 10-15,
MUKporematypus 8-9 B n/3.

C 11.02.2020 no 14.04.2020 ¢ gnarHo3om: anonatn-
uecKnin HedppoTUUECKU CUHAPOM, [e61oT, cTepouape-
3UCTETHbIN BapuaHT, XbI 1 CT. feBouka 6bina rocnuta-
nn3npoBaHa B Hedponornyeckoe otaenenne MIArKG.

Mpn nocrynneHun B OGMOXMMUYECKOM aHaNU-
3e KpoBu: 06wmun 6enok — 42 r/n (runonpoteun-
Hemna), anbbymuH 19 r/n (runoanbbymuHemus),
MoueBuHa — 7,8 MMOnb/n (Bbilie HOPMbI 6,4), KpeaTu-
HUH — 28 MKMONb/ N (HWKHAA TPAHULbI HOPMbI 28-62),
xonectepuH — 10,3 Mmonb/n (rmnepnmnm,qemml), B
aHann3ax mouu — NpoTeuHypusa 4 r/n. bbina npogon-
eHa cTepomaHas Tepanusa (npeaHn3onoH 4o 25 mr/
CcyT), nonyyana WHAY3UOHHY Tepanuwo 20% pac-
TBOPOM anbbymuHa, Tepanua renapuHom (c 13.02 no
10.03.2020), 3 nynbca-Tepanuu METUNNPEAHNU30M0HA
(25,27,29.02.2020).

Ha npoTsxeHun 8 Hefenb pebeHoK noayyan cTepo-
naHyo Tepanuio, ¢ 08.03.2020 nepeBeleH Ha anbTep-
HUPYIOWMIA NpuemM npeaHn3onoHa (25 mr/cyt uepes
[ieHb). YUUTbIBasA CTEPOULPE3NCTEHTHOCTD C 17.03.2020
Ha3HaueH LluknocnopuH A fgo 60 mr/cyT. Ha doHe
neyeHus 6bina AOCTUIHYTA NOMHAaA KAMHWUYECKas, C
UACTUUHOM pemmuccnen HedpOTUYECKOro CHUHApOMA:
KyNupPoBaH OTEYHbI CUHAPOM, afleKBATHbIN ANYpe3,
cTabunbHoe AJl, nabopaToOpHO COXpaHANacb: B aHa-
Nin3e MOYN NPOTEMHypusa [0 4 r/n, B aHanuse Kpo-
B runonpotenHemus (42 r/n), runoanbbymuHemmus
(21 r/n), Hopmoasotemus (CK® 120 mn/muH/1,73 m2 ).
Bbbino peKOMeHAO0BAHO: O HACTOALLEro BpemMeHu no-
NyuaTb UNKNOCMOPUH, NPeAHU30M0H 10 Mr/48u. Mocne



CTALMOHAPHOIO NIeYeHNs CO C/IOB MAaTepu COXpaHu-
nacb npoteuHypua 3,5r/cyT, runonpotTuenHemus
(35 r/n), runoanbbymutemus (18-20 r/n), oTmeuanachb
OTEUHOCTb BEK M0 yTpaMm.

O6cyxpeHne: Ha ocHOBaHuMM anob, aHamHesa,
AAHHbIX WHCTPYMEHTANbHbIX U NabOpaToOpHbIX KUccne-
AOBaHUN 6blN YCTAHOBNEH AWArHo3: WH(aHTUAbHbIN
HepOTNUECKNI CUHAPOM, CTEPOUAPE3NCTEHTHBIN, LU-
KNOCNOPUHPe3NCTEHTHbIA BapuaHT. XbI 1 cT.

Mopdonornyeckn ¢oKanbHO-CErMeHTapHbIN N0~
Mepynocknepos (Hedpobuoncusa ot 04.08.2020).

CnaH reHetTnuecknii aHanus (noyeuHas naHenb) —
pe3ynbTaT B paboTe. YuutbiBas MOPONOrnuecknin Ba-
PUAHT HedpUTa, COXPAHAIOLLYIOCA TUMONPOTENHEMMUIO,
rMNoanbbyMMHEMIIO, NPOTEUHYPUID HE(POTNUECKOro
ypoBHA ¢ 07.08.20 oTmeHeH uuknocnopuH, ¢ 11.08.20
OTMeHeH NpeaHKu30M10H. Hauata HedponpoTeKTUBHAA
Tepanus N-AN® (3Hananpun). B HacToAwee Bpems pe-
6EHOK rOTOBMUTCA K TPAHCMNAHTALNM NOUKN.

3aknuyeHmne
NeueHne HC HaumHaeTcs CO CTaHAAPTHOM WHWLM-
anbHOM Tepanun [0 BbINOAHeHUA 6Guoncuun. MporHos
3aBMCUT OT HaYaNbHON CTEPONHON YYBCTBUTENbHOCTY
1 CTEMEHM CKNepOTUUECKNUX U3MEHEHNI B BuonTaTe.

MPOBJ/IEMbI AI/I(D(DEPEHI.I,I/IeﬂbHOI‘I:,I
ANATHOCTUKW OCTPbIX TENKEMUU
YV AETEW, AEBIOT

MewaHnHoBa HaTtanbsa BUKTOPOBHa,
MatueBa [lapbs BnagumupoBHa

HayuHble pykosodumenu:
KapauyHckuii AnekcaHop Wcaakoeuy
0.M.H., npocheccop;
MaHcypoea EkamepuHa [eHHA0beBHa K.M.H.,
douyeHm kachedpbi pakynbmemckol neduampuu NP

HMWL, neTckon rematonoruu, OHKonoruu,
UMMYHOMOTUN UM. IMUTpUa Poravesa
Katheapa thakynbtetckon neguatpuu NO
®rAQyY BO PHUMY um. H.U. Muporosa M3 PO

OcTpbiit num06nacTHbINA neiikos (ON1/1) — 3to 3n0-
KauecTBEHHAs ONyxofb KOCTHOTO MO3ra, MPOWUCX0As-
Was M3 KNeToK-NpeawecTBeHHNKOB T- unu B-numdo-
LIMTOB; AIBNAETCA CAaMbIM YaACTbIM 3/I0KQYECTBEHHbIM
3a60neBaHNeM Yy 1eTeld, U NPU eCTeCTBEHHOM TeUeHUu
(6e3 neyenmns) 100% 60MbHbLIX MOrMBAIOT B TEUEHUE He-
CKONbKMX MecaueB. 3a60n1eBaeMoCTb COCTaBNAET 3-4
cnyyas Ha 100 000 getckoro HaceneHus B Bo3pacTe OT
0 po 15-Tu net n B Poccuinnckon Pefepauun B rog peru-
CTpnpyeTca He meHee 1000 NnepBUUHbBIX CTyYaeB Cpean
JeTeil 1 NOAPOCTKOB.

Knununueckne npossnenus npu ON/ o6ycnoBneHbl
TOTaNbHbIM NOPAXEHWEM KOCTHOrO MO3ra C fenpeccu-
€N HOpManbHOro KPOBETBOPEHWS B BUAE HOPMOXPOM-
HOW aHeMUW, TPOMOOLUTONEHNMN U TPAHYNOLMTONEHNK;
Hanuuuem BO MHOTUX CyYasx Maccbl OMyXonu B BUAE
OMyXoNneBoro NenKouuTosa, onyxoneeson numdaae-

HOMaTUW, CMNEHO- 1 renaToMeranuu, a TakKXe Macchbl
B CPeAoCTeHMM C CUHAPOMOM BEpXHei MONMOW BEHbI
(npm T-kneTouHo nelikemun). CneLnanbHbIM U YaCTbIM
nposasneHnem O/1J1, npoucxofsilero U3 Knetok-npeg-
WeCTBEHHUKOB B-numdounTos, ABnsetca cneynguue-
CKOe nelikeMnueckoe NopaXeHue KoCTeil U CyCTaBOB,
NposiBNsiolLeecs B BUAe apTpanrni U apTpuToB, UTO
HEepeaKo MPUBOAUT K MOCTAHOBKE OWMWOOYHOrO Ana-
rHO3a I0BEHUNBHOIO UAMONATUYECKOTO UMK AaXe pes-
MaToOWAHOro apTpuTa.

Mpw 3TOM CUCTEMHOE Ha3HAYeHWe CTePOUIHbIX rop-
MOHOB PebEHKY C HEeBEpHO BbICTABNEHHbIM AMArHo-
30M HOBEHW/IbHOTO MAMOMNATMYECKOro apTpuTa faxe B
KauecTBe MoHoTepanuu B 60% CiyyaeB MOXET Bbl3bl-
BaTb BPEMEHHble PEMUCCUN, UTO MPUBOAMUT K NO3AHEN
AVATHOCTUKE W OWMBOYHOMY OMpeaeneHnto UMMyHO-
theHotuna ONN. B paHHOM COOOLEHMN NPUBOANTCA
onucaHue cnyyas nosaHen anarHoctukn Of1/1 B CBA3M
C WHWLMANbHBLIM OWMWOOYHBbIM JNATHO30M HBEHWU/b-
HbI MANONATUYECKUI APTPUT, @ TAKXKE aHANM3 C/TyYaeB
OWMBOYHON AMArHOCTUKM Yy 60nbHbIX ¢ O/ B Poccmii-
ckon Menepauym no AaHHbIM rpynnbl MockBa-bepnuH
3a 2020 rog.

OnuncaHue KNMHMYECKOTO Cnyyas

Pe6éHoK C., 1412.2012 r.p., ¢ 2 neT 10 mecaues (ok-
TA6pb 2015 roga) HabnAANach B OTAENEHUN [ETCKON
KapaMopeBMaToNorun OfHOW U3 KPYMHbIX FOPOACKUX
60nbHUL,. N3 aHamHe3a M3BECTHO, 4YTO B OKTA6pe 2015
roga y pebeéHka nossunacb pebpunbHan NMXOPaaKa,
60NM N CKOBAHHOCTb [JBUXEHUI B MPABOM KONEHHOM
cyctase. [pu 3ToM B 06LEM aHanu3e KpoBu bbina 06-
HapyeHa aHemus 1 nosbiweHne CO3 fo0 13 Mm/uac.

[laHHble 06 MccnefoBaHUM KOCTHOro mo3ra u MPT
KONEHHOro CcycTaBa B HauyalbHbI nepuof 3abonesa-
HWUS B BbIMWUCKE U3 UCTOPUM GONME3HN OTCYTCTBOBANMN.
Ha OCHOBAHWMM MMEBLUUXCA KNMHUYECKUX M nabopa-
TOPHbIX AaHHbIX 6blA NOCTaBNeH AMarHo3 «lOBeHMsb-
HbIN MAMONATUYECKUA apTPUT». B AanbHenwem B Te-
UeHMe roga fAeBOYKA MOMyyana KOMOWHUPOBAHHYIO
Tepanuio NpegHN3010HOM K Tounnnsymabom. OgHaKo
8 3 roga 10 mecaues (s OKTA6pe 2016 roga) npu nnaHo-
BOM KOHTPOMbHOM 06CNefoBaHnu 6bin 3aperncrpu-
pOBaHbl yBefinueHne pasmepoB NeyeHn U ceneseHku,
a B 06OWEM aHanu3e KpoBW — NaHuutoneHus. bbina
nposefeHa MyHKLUMA KOCTHOrO MO3ra, N0 pesynbratam
KOTOpOW B Muenorpamme o6HapyxeHo 89% 6nacTos.
[l panbHelwero nevyeHns n o6cnefoBaHna JeBoyka
nepesefieHa B Crneuuanu3npoBaHHoOe OTaefieHne OH-
KONOTWUU 1 rematosiornu.

Mpn oCcMOTpe COCTOsHINE peBEHKA 6bIN0 PaCLLEHEHO
KaK TSOKENOE 3a CUET BbIPAXKEHHbIX CUMNTOMOB UHTOK-
CMKALMN U YMEPEHHO BbIPAXKEHHOrO remopparuye-
CKOrO CUHAPOMaA (remaToMbl B MeCTax BHYTPUMbILLIEY-
HbIX WHDbEKLWIA). B 06LIeM aHann3e KPoBU — aHemMus
(Hb — 61 r/n, 3putpoumntbl — 2,34 MAH/n), nenkone-
Hua (nemkouuTbl — 1,02 Thic/MKn), TpoMbOLUTONEHMS
(Tpom6oumuTbl — 35 Thic/MKn), CO3 — 133 Mm/uac. Mpu
Y3 — axorpaduueckne npu3HaKkn BblPaKEHHOW re-
narocnneHomeranuu. bbinun nposefeHbl LUTOXUMM-
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UecKoe, LMTOreHeTUYecKoe WCCnefoBaHNUsA KOCTHOMO
MO3r3, a TakkKe UMMYHOMEHOTUNMPOBAHME NENKEMU-
UeCKUX KneTok. Ha 0CHOBaHUM AAHHbIX aHAMHE3a, KNn-
HUYECKOW KapTUHbI U MPOBEAEHHOr0 06CNef0BaHMA
MocTaB/ieH AnarHo3: OCcTpbin NUMGO6NACTHbLIN NENKO3,
[1-L2 no FAB, Bll-uMMyHONOrnuecKnin BapuaHT, NePBbIil
ocTpbin nepuoa. C 91.0. bbina HauaTa Tepanus no Npo-
rpamme ALL-MB-2015, JOCTUTHYTA KWHWUKO-remaToso-
rnyeckas pemuccua O/1/1. C2111.2018 npekpalleHa nog-
JepxuBatoLlas Tepanusa no nporpamme ALL-MB-2015.

JlaHHbIN Ccyyan ABNAETCA KNacCUYecKn Npumepom
OLINBOK, AOMYLIEHHbIX NPU NPOBEAEHUN JUATHOCTUKN
aptputa un O/1J1, a UMEHHO:

1. KNuHMKA: NpU CMCTEMHbIX apTPUTax Yy [eTel Kak
MpaBKIo CHayana NosBASETCA NMXOPAAKa, a 3aTeMm
NoCTeNeHHO NOSBAAETCA NOPAXeHKUe cycTaBoB. Mpu
B-nunennHom ON1/1 MHMUManbHOE NosBneHue 6onen
B CyCTaBax ABNAETCA KNACCUUECKUM MepBbIM Npu-
3HaKoM 3abonesaHus.

2. I3meHeHnss B aHann3ax KpoOBM: aHEMUS He ABNA-
eTca TUMWUYHLIM 1 Tem 60fee nepebiM NposiBne-
HMeM apTpuTa UM PeBMaTOWMAHOro 3aboneBaHus.
Mpy XpPOHWYECKOM TeueHUn 3aboneBaHns aHemus
MOXET pa3BKUBaTbCA KaK OAUH W3 MO3JHUX CUM-
NTOMOB W OHa, KakK NpaBuno, ABNAETCA MNOXPOM-
HOW, 6NIN3KON K Xene3oaednUMTHON aHemuu. Mpu
ONNN — aHeMmns OAMH U3 PaHHMX CUMNTOMOB U, KaK
NposIBNEHNE OMyX0NeBOro NopaXeHus KOCTHOro
MO3ra, ABNAETCA HOPMOXPOMHOMN.

3. Mo6ble HAa3HAUEHWSA CUCTEMHOMN CTEPOUHON Tepa-
nuu no no6omy NoBoAy B NeauaTpum BO3MOXHbI
TONbKO MOCNEe MCCNeA0BaHNUA KOCTHOTO MO3ra, no-
NYUYEHHOTO U3 4-X Pa3NNYHbIX TOUEK.

4. B HeKoTopbIX cnyyasx NpPU CNOXHOCTW WHTepnpe-
Taluyu CUTyauuu B KOCTHOM MO3re BaXKHbIM [0-
NONHWUTENbHbIM METOLOM [MArHOCTUKWN ABNSETCA
ncnonb3oBaHue MPT KocTen u cycTaBoB. Mpu B-nu-
HeliHom OJ1/1 M3MeHeHMs B CyCTaBax Paanonoru-
UeCKN BbIMMAAAT B BUe NepUOCTaNbHON peakuuu,
OTEKa NpuUneralwWmx MArknx TKAHeN 1, camoe rnas-
HOe, B BMAE YBENUUYEHUs 06bEMA KOCTHOW TKaHMW,
N3MEHeHMS curHana Ha MPT ¢ HEUETKUMMN N HEPOB-
HbIMW KOHTYpamu, a TaKxe HaKOMNeHus KOHTpacT-
HOro npenaparta 0CHOBHbIM 06BEMOM ONyxonu. B To
Xe BPeMs Npu apTpuTax U3MeHeHMs KacaTcs npe-
X[e BCero Kancynbl CycTaBa B Bue OTEKA MATKUX
TKaHen 1 NepecTpoku ero CTPYKTYpbl, @ Hakonne-
HWA KOHTPACTHOIO BELECTBa W YBeNUUYEeHNUs 06be-
Ma KOCTHOW TKaHW He Habniopaertcs.

Meanatpam U peBmatonoram cregyet UMeTb Bbl-
COKYI0 HACTOPOXEHHOCTb MO OTHOLWEHMI K KOCT-
HO-MblLIEYHbIM 60NnaM, apTpuUTam, NaTONOrMYECKUM
nepenomam, T.K. NOJ PEBMATUUYECKOW KMACKOM» MOTyT
CKpbIBATbCA OHKOremaTonornyeckne 3abonesaHus, B
TOM umcne ocTpbln NUMBOBNACTHBIN NeiKo3.
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NETANbHbIN UCXOA FANIAKTO3EMUU
Y HOBOPOXXAAEHHOIO

boraueBa Bepa MuxannoBHa,
A6gueBa Kamunna EpmeKkoBHa

HayuyHblii pykosodumenb:
NapuHa Nlo6oeb Eé2eHbesHa, K.M.H., doyeHm
Kaghedpsi nponedesmuku demckux 6one3Het NP
PHUMY um. H.W. Mupoeoea

OTAQY BO PoccuidCKM HALMOHANbHbBIN
NCCnenoBaTenbCkii MEANLIMHCKN YHUBEPCUTET
nmenn H.N. Mnporosa MmnH3gpasa Poccuu,
'BY3 Mopo30oBCcKkas feTckas ropofckas
KNuHunyeckasa 6onbHuua A3M

lanakTo3emus — 370 HacneacTBeHHas  depmeH-
TOnaTua C HapylweHnem obmeHa ranaktosbl. Pacnpo-
CTpaHeHHocTb B Poccum coctasnset 1:20000 HoBOpoO-
XAEHHbIX. CAMNTOMbI NPOSBNAOTCA Y)KE B NEePBble AHU
XM3HWM, UTO CBA3AHO CO BCKAapMAuUBaHWeM pebeHka
MOSIOKOM MaTepu MNIN MOMOYHbIMW CcMecsimu. B pe-
3ynbTate fedekToB GepmMeHToB, YTUNN3UPYIOLNX ra-
NaKTo3y, MPOWUCXOAUT HAKOMMeHWe ee MeTabonuTos,
OKa3blBAOWMX LUTOTOKCUYeckun adekt. Cneacrsu-
€M MOTYT 6biTb MOPAXEHME XN3HEHHO-BaXHbIX Opra-
HOB, MHBANMAM3ALMA UNK NETanbHbIA ucxod. CerofHA
ranakTo3emns yCrnewHo AUarHOCTUPYeTCa Npu Nomo-
WM HeoHaTaNbHOro CKpMHUHra. iHoraa 3abonesaHue
pa3BUBAETCA HACTONbKO CTPEMMUTENIbHO, UTO NPUBOAMUT
K TAXENeuwmnm OCMOXHEHUAM B KpaTyallime CPOKM.
OQHMM U3 XU3HEYrpoXaILWMX OCMOXHEHUN ranakTo-
3eMuUn ABNAETCH CENCUC, Pa3BMTUE KOTOPOro CBSA3aHO
C WHrM6KUPOBAHMEM TranakTo30M (harouMTapHoON ak-
TUBHOCTY NEKOLMTOB KULWEUYHON CTEHKW, a TaKkKe C
co3JaHNemM 61aronpuaTHON Cpefibl AN PAa3MHOXEHUS
YCNOBHO-NATOreHHOW thiopbl.

[loHoWweHHas feBOYKa U3 CeMbU C HEOTATOLWEHHbIM
aHaMHe30M, OT maTtepu 29 nert, ot 1 6epemeHHOCTH, 1
pomoB. OueHka no wkane APGAR 8/9 6annos, macca
Tena npu poxaexnun 3300 r, gnmHa 51 cMm. Ha 4 cyTku
XM3HW NOABUANCb O6UNbHbIE CPbITMBAHUA POHTAHOM
Cpasy nocne KopmneHns. Pe6eHoK CTan 0TKa3blBaTbCS
OT efbl, NepecTan NpPocbiNaTbCA K KOPMIEHUI0, B CBA-
31 C Yem Ha 6 CYTKM XU3HU 6blN rOCNMTANM3NPOBAH B
MATKbB.

Mpwn noctynneHnn 8 OPUTH o6lee cocTosHUE Kpaii-
He TAXeNnoe 3a CYEeT AbIXaTeNbHOW HefOCTATOUHOCTH,
remopparuyeckoro CUHAPOMA, ONUTYPUK, TUMOTO-
HUW, CUHAPOMA XenTyxu. eMopparnyeckuin CMHAPOM
NposiBNANCA B BuAe 06WUNbHbIX KPOBOTEUEHUW B Me-
CTax BKONMOB B 061acTu CTOM, NOKTEW, TEMEHMU, KPO-
BOM3NUAHUIA B CKNEepy NeBOr0 rna3a, OTXOXAEHMEM
remopparnyeckoro COAepXMMOro no Hasoracrpasb-
HoMy 30HAy. Takxe onpegensnacb cybdebpunbHan
nuxopagka u geduumt maccol Tena 18,2%. B aHanuse
KPOBM — aHEMMS, NelKoLMTO3, hepMeHTeEMUS, YBeNN-
UeHMe NeYEHOUHbIX TPAHCAMMHA3 U obLlero 6unnpy-
6MHa 3a cyeT npsmoi pakuuu. Mo JaHHbIM Koaryno-
rpammbl — [IBC-cuHgpom B (hase rumokoarynauuu, B
CBA3M C YUeM HA3HAYEHbI MPOTPOMOUHOBbLIN KOMMNEKC



(chakTopbl cBepTbiBaHMsA Kposwu I, VI, IX, X), meHaauno-
Ha HaTpus 6UCYNbMUT C NONOXMTENBHOW JUHAMUKON
Koarynorpammbl. B nocese KpoBM Ha CTepUNbHOCTb
o6bHapyxeH St. Epidermidis. Mo pe3ynbratam nepsuu-
HOr0 KNUHUKO-nabopaTopHoro o6cnefoBaHua aua-
FHOCTMPOBaH Cencuc CTaUNOKOKKOBOW 3TUOMOMMMN.
MaumeHTKe 6bINa HauaTa aHTMbaKTepranbHas Tepanus
MEpOrneHeMOM B COYETAHMU C BAHKOMULMHOM. Takwe
6blna Ha3HAYeHa KOMOWHMPOBAHHAA KapAUOTOHMYe-
CKas Tepanus, BKMOYaBLIAA B ce6s JonamMuH, 4o6yTa-
MWH, aipeHanH, HOPaapeHanuH.

Ha 4 feHb rocnuTanu3auum nonyyeH pesynbTar TaH-
[EeMHOIi Macc-CNeKTPOMETPUM, Ha OCHOBAHMIN KOTOPOTO
(ranakTo3a 107 Mr/an) NoCTaBneH AUarHo3: HapylieHne
obMeHa ranakTo3bl — ranakro3emus. 3T0 MO3BOMUMO
YCTaHOBUTb CBA3b C CEMCUCOM, KOTOPbIA HEPEeAKo fiB-
NAETCA TAXKENENLWMNM OCNOXHEHNEM [aHHOW (epMeH-
TonaTtuu.

B nepBble AHU FOCMMTANN3aLMM NO JAHHBIM UHCTPY-
MEHTanbHbIX 06Ce0BaHNN OPraHOB 6PIOLIHON NONO-
CTU 1 NOYEK NaTanornyeckux N3MeHeHun BbiBIEHO He
6b110, 0AHAKO HA &4 CYTKW rOCMMTann3auyum nosBUINCH
axorpaduueckne NpU3HaKU JUHAMUYECKOW KNLLIEUHON
HENpPoOXoANMOoCTU, AMQGY3HbIX U3MEHEHUN NapeHXu-
Mbl MEUEHN U CTEHOK XXENUYHOTO My3blpsi, NAPeHXUMbl
MOMKeNYLOUYHOM Xene3bl, NapeHXnMbl MoUeK ¢ reMoaun-
HAMUYECKUMU HapyLIeHNAMU. B anHamnke 61MOXumu-
UeCKOro aHanu3a KpoBM — a3oTemus, runoanbbymmnHe-
Mus. B CBA3N C ANNUTENbHOW ONUTYPUEN, NEPEXOASALLEN
B aHypMUI0, A TaKKe NabopaTOPHO-MHCTPYMEHTANbHbIMN
JaHHbIMK, CBWUAETENbCTBYIOLMMM 06 OCTPOM Moueuy-
HOM MOBPEXAEHUN, MO PELIEHUI0 KOHCUIMYMA 6bin
npoBefeH NepuTOHeanbHbIN Ananu3. HecMoTps Ha 370,
y NaLMEHTKI COXPaHANach ONUIypua C TeHAEHUNEN K
aHypuu.

B HeBponoruyeckom cratyce oTMeyanacb OTpuua-
TeNnbHas AWHAMWUKA: YrHETEHWe CO3HAaHMA [0 KOMbl,
atoHus, apednekcnsa. LepebpanbHas oOKcureHauus
TaKXxe C OTpULATeNbHON AMHAMUKOW € 60-70% A0 27%.

C MOMeHTa NoCTynneHns y NauUeHTKn oTMeyanacb
JibIXxaTenbHas HeQOCTaTOUYHOCTb, B CBA3M C UEM HauaTta
VB nog koHTponem KOC 1 ra3oBoro coctasa KpoBu. o
AaHHbIM 0630PHOI PEHTTeHOrpaMMbl OPTraHOB FPYAHOIA
knetkn (OTK) oTMeuanocb CHUXEeHWe NMHeBMaTu3aLmm
BEPXHUX OTAENOB NEerkux, a yepes 2 fHA nocne Hayana
WNBN onpegensanncb MHGMABTPAaTUBHbIE NU3MEHEHUSA B
060KX JIErOYHbIX MONAX.

B cBA3M C NporpeccMpoBaHMEM HapyLEeHWA remo-
cTa3a (enyaouHo-KMLWeUYHoe KPOBOTEUeHWe, Nerou-
HOe KPOBOTEUEHNE — OTXOXAEHNEe reMopparnyeckoro
COAEPXMMOro Mo 3HA0TpaxeanbHol Tpybke). MHoro-
KpaTHO MNPOBOAMNACH KOPPEKLMS TunoKoarynauum
nepenBaHNEM CBEXE3aMOPOXEHHOW MNa3Mbl KPOBHU,
Kpuonpeunnutata, (akTopoB CBepTbiBaHUA. Takxe
NPOBOAMNACL TPAHC(Y3Us OAHOTPYNMHON 3PUTPOLM-
TapHOW Maccbl M3-3a HAaNUYUS TAXKENON aHeMun. Ig-
(heKT OT KOppeKLMN 6biN KPAaTKOBPEMEHHDBIM.

Ha 18 geHb rocnutanu3auum coCTosiHue pe3ko YXya-
wunocb B BuAe nporpeccuposBanHus [BC-cuHLpoma,

pa3BUTUA CTOMKOW 6paamkapam Ha hoOHe MACCMBHOM
KapaMOTPOMHOMN NoAAEPXKKU. [IBXAbI yCNELWHOo NpoBe-
[eHbl peaHumaunoHHble meponpuatua. Mo KOC — Ha-
pacTaHme CMeWaHHOro auuao3a, Ha peHTreHorpamme
OTK oTtpuuarenbHas guHammka, no 3Ixo-KI — cHuxe-
Hue dpakumm BbIGPOCA, CHWKEHA COKpATUTENbHAs
CNOCOBHOCTb MUOKAPAA, TAKXKE OTMEYANOCh CHUXKEHME
noyacoBoro guypesa. B 23:35 pa3sunacb Kputuyeckas
6pagukapausa ¢ nocneaylolein acuctonnen. PeaHuma-
LIMOHHbIE MEPONPUATMA B MOTHOM 06beMe 0Ka3anucb
Hea(h(eKTUBHbI: CTOMKOE OTCYTCTBME CepeyHon aes-
TeNbHOCTU, KOMa 3 CTEMEHU, aTOHKA, apednekcns, ABy-
CTOPOHHMM MMUAPKUA3, MOMYTHEHMUE POTOBMLbI 1 3pau-
Ka. B 00:05 KOHCTaTupoBaHa 6uonornyeckas CMepTtb
pebeHka.

Takum 06pa3om, nNpuBeaeHHOE ONKUCAHNE NaLueH-
Ta [IEMOHCTPUPYET HEOH6XOAUMOCTb CBOEBPEMEHHOrO
NpOBeleHNA HEeOHATaNbHOrO CKPUHUHIA, KOTOPbIN No-
3BONAET NOCTAaBUTb BEPHbIN JMArHo3 1 NpefoTBpaTUTh
Pa3BMTNE TAKOTO XKWU3HEYTPOXAKLUIEro OCMOXHEHUS,
Kak cencuc. [laxe npn COBPEMEHHOM NleYeHUN HeoHa-
TaNbHbIN CEMCUC OCTAETCA TAXKENbIM U MPOTHOCTUYUECKN
HeonpeaeneHHbIM COCTOSHUEM.

MYNbTUCNCTEMHbII BOCMAUTE/bHbDIN
CMHAPOM Y PEBEHKA,
ACCOLMUPOBAHHOIO C HOBOW
KOPOHABUPYCHOWN NHOEKLNEN

lfonoBko Enu3aseta IMUTpueBHa,
A6peteHéeBa [luaHa iMUTpUeBHa

flapuna /lo6086b Ee2eHbesHa, K.M.H., 00ueHm
Kaghedpbl nponedesmuxu demckux 6one3Heli NP
PHUMY um. H.W. Mupozoea

OrAOQY BO POCCMMCKUIA HALMOHANbHBbIV
MCCNeaoBaTeNbCKUA MEAULIMHCKNIA YHNBEPCUTET
numeHun H.N. TMnporoa MmnH3gpasa Poccum,
[BY3 Mopo30BCKas feTckas ropofckas
KNMHMYeckasa 6onbHuua A3M

MynbTUCUCTEMHBIA BOCMANUTENbHLIN CUHAPOM Y
[leTell, accouumpoBaHHblil ¢ SARS-CoV-2 (pediatric
inflammatory multisystem syndrome), siBnsercs aHa-
norom Taxenoro TedeHnsa COVID-19 y B3pocnbix (uu-
TOKUHOBbIA WTOPM). MPOABNEHUA MYNbTUCMCTEMHOIO
BOCMANMTENbHOTO CUHAPOMA Y [ETell CXOXMW C CUH-
Aipomom KaBacaku (HO MOryT npoTekaTb, B 0TMuune OT
Hero, C LWOKOM), MO3TOMY €ro YacTo Ha3blBalT «KaBa-
CaKUNoao6HbIN CUHAPOM.

MauuweHT M., 5 nert, 23.12.20 noctynun B negmarTpu-
yeckoe otaeneHue MAIKB ¢ xanob6amm Ha NMXOPaAKY,
CbiNb, 6ONK B XNBOTE, rMNEpecTesnto.

3aboneBaHune Hayanocb ocTpo 181219 ¢ thebpunb-
HOW NUXOPALKM, MOMyYan XaponoHWkawline cpeg-
CTBa — C YMepeHHbIM 3dpekTom. OTMeuanucb Bpe-
MeHamu 601K B XMBOTe, pBOTa OAHOKpaTHO. C 2112
MoABMIACh APKAS CbiMb HA TYNOBULLE U KOHEYHOCTSAX, C
2312 — runepemus ryb, CKNepuT, runepemuns KOHbIH-
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KTUB, nonyyan 3upTek. KawunueobpasHblii cTyn 2 pasa.
TecHOro KOHTaKTa C nuuamu, C MNOATBEPXKAEHHBIM
COVID-19, He umen.

N3 aHamHe3a Xn3HUW: pebeHOoK OT 2-i b6epeMeHHo-
CTW, NPOTeKaBlen Ha PoHe NabunbHOro apTepmasb-
HOro AiaBMeHund, 2-X CaMOCTOATENIbHbIX POAOB HA 42 He-
Aene. NMpu poxgeHnn macca 3050 r, poct 51 cm. PaHHee
pa3suTUE MO BO3PaCTY.

Mpn NOCTYNIEHUN COCTOSIHUE CPEAHEN TAXECTH, pe-
6eHOK HeraTuBeH K 0CMOTpY, BAnbli. PocT 116 cm, macca
Tena 25 kr, UMT — 18,5. KoxHasa runepcre3us. Manbnu-
pOBanuUCb NATHUCTO-NANYNe3Hble 3MEMEHTbl KOMblie-
BUAHOM (POPMbI, Pa3fMUHbIX Pa3mepoB, KOHGMrypa-
LMK, HEKOTOPbIE 3MIEMEHTbI CO CUSIHUEM Ha XWUBOTE,
6eapax, roneHsx. BblpaXeHHble SBNEHUA CKNepuTa,
rMnepemnst KOHbIOHKTUB, XeWnnT, A3bIK APKNNA, PO30-
Bbll. OTMeUanacb NacTo3HOCTb CTON U KUCTen. Manbnu-
pOBaNuMch nepefHeLlenHble, NOAUYENIOCTHDIE NUMGATU-
yeckue y3nbl, d=0,5-1,0 cM, eANHUYHDBIE, 3N1ACTUYHDbIE.
MMnepemms 3afHen CTeHKU rNOTKU. MUHAANMHbI yBenu-
ueHbl (1 cTeneHb). B Nerknx xpunbl He BbICAYLWINBANMUCD.
Uan: 24/muu. UCC: 130/MUH. XXMBOT npu nanbnauum
60NE3HEHHbIW, NPUCYTCTBOBANO AKTUBHOE MbllieYHOE
HanpsokeHue. CTyN XenTbln, KaluLeobpasHbIi.

B remorpamme ot 2512.20: nenkouuto3 20,52x10°/n,
HeWTpodunes 90,6%, TpombouuToneHus 135x10°/n,
CO3 44 Mm/[u. B 6MOXMMUYECKOM aHANN3E BblPaXeEH-
Haf BOCManuTeNbHasa aKTUBHOCTb: noBbliweHne CPB
(270,0 mr/n), npokanbuutoHuHa (19,8 Hr/mn), thep-
putuHa (881,57 MKr/n), a Takxe runonpoTemHemMus
(55,75 r/n), runoanbbymuHemus (26,81) r/n. OTmeua-
NUCb BbICOKME YPOBHM NeYeHOUHbIX PepMeHTOoB, a30-
Temusa. B koarynorpamme: [1-aumepsbl 3,36 mr/n. Pebe-
HOK 6blN1 06CNefoBaH Ha Hannune mapkepos COVID-19:
Mpu CEPONOrMYecKoM McCneaoBaHun cneuuduyeckux
IgM He BbIIBNEHO, HO NOMYYeH [UATHOCTUUECKUN TUTP
IgG 35 en/mn (pethepeHTHble 3HaueHus 0-10), cBuae-
TEeNbCTBYIOWMNE O NEPEHECEHHOW UHEKLNN.

Mo pesynbTaTaMm MHCTPYMEHTANbHOW AWATHOCTUKM:
renartocnyiieHomeranus, No AaHHbIM 3NEKTPOKapLMO-
rpachum ot 25.12.2020 (3KI) — cuHycoBast TaxMKapamus u
HapylweHne yHKLNN NEBOTO XEeNy[0uKa 3a CUET CHU-
XeHua pakunm Boibpoca — 50%.

Ha peHTreHorpamme nerkux otMeyanucb VIHqJI/II'Ib-
TPaTUBHbIE U3MEHEHNA C obenx CTOPOH N MNUHUMalb-
HO€ KONnyecCTBo XNAKOCTU B NNeBPanbHbIX NOMOCTAX.

B AMHamuke pe3ynbTaTbl MHCTPYMEHTaNbHOW Ana-
THOCTMKK cnegylowue: no AaHHbiM 3xo KM — oTmeuva-
nacb yMepeHHas Aunatauus nesoro xenygouka (/1K)
(MKIO 83 mn/m?), muTpanbHas 1 TPUKYCNUAANbHAA pe-
ryprutaums 1-2 crenenu. CornacHo KT opraHoB rpygHou
NoNOCTN: ABYCTOPOHHME NONUCErMEHTapHble UHMUNb-
TPaTUBHbIE U3MEHEHUS C NPENMYLLECTBEHHbIM NOpaxe-
HMEM NapeHxuMbl neBoro nerkoro. Y3U nnespanbHom
MonoCTy — ABYCTOPOHHMIA rMAPOTOPaKC [0 260-300 mn
C BbIPQXXEHHOW TMNOBEHTUNALMEN NETKUX.

Beuepom 2512.20 B CBA3U C HapacTaHuem pAblxa-
TeNbHOWN 1 CepAEeYHON HEAOCTAaTOUHOCTM pebeHoK 6bin
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nepesefeH B OPUT. Ha npoTsxeHUn Hegenu perucrpu-
poBanacb oTpuuaTenbHas AWHaMuka B nabopartop-
HbIX MOKa3aTensax: aHemus Il cteneHu, NenkoUMTo3 A0
46,5x10°/n CO CABUIOM nenKoUUTapHON OpPMynbl A0
MWENOLNTOB, TPOMOOLUTONEHMA [0 69x10°/n, HapacTa-
Hue CO3 o 50 Mm/u, cheppuTHa A0 1842,8 MKr/n,
NAr po 1125 Ea/n, 1-aumepoB Ao 6,62 mr/n.

B cpaBHeHMN C 6onee paHHUMW MCCNEAOBAHUAMM
OTMeuanacb OTpuuUaTeNbHas [UHAMUKA, BblpaXas-
lWwasca B HapacTaHUM o6bema XMAKOCTW B MieBpanb-
HbIX MOMOCTAX, B NOABMAEHUN CBOBOAHON XUAKOCTU B
OPIOLWHON NONOCTH, @ TAKKE ANHAMUYECKUX U3MEHe-
HUAX KULEUYHMKA, MOYeK.

TakuM 06pa3oM, yunuTbiBast iaHHble aHamHesa (anu-
TefbHas NUX0PAAKa), KNNHUYECKYIO KapTuHY (xennur,
CKNepuT, cbinb, numdaseHonatns, 6011 B XUBOTe),
BbICOKYI0 BOCMANUTENIbHYI0 aKTUBHOCTb, BbIABMEHHYIO
B aHanu3ax, pe3ynbTaTbl MHCTPYMEHTANbHbIX UCCNeLo-
BaHUM (MopaxeHue nerkux, CepaLa), Hanmume aHTuTen
Ig G kK COVID-19 BbICTaBNeH AnarHo3: MynbTUCUCTEMHbIN
BOCMANNTENbHbLIN CUHAPOM.

MpoBoaUNOCh fleueHne AeKcameTasoHom 20 mr/m?
Tena. YuutbiBas HeadhekTuBHOCTb Tepanuu KC, T4-
ECTb COCTOSIHMA MAnbumka 6bIN0 NPUHATO peLleHne
0 npoBefeHnK Tepanun Touunusymabom 8 mr/kr/BBe-
AeHune. Takke pebeHky npoBogunach MHQY3UOHHaA,
aHTUbaKTepManbHas, NPOTMBOrpUOGKOBas, WMMYHOCY-
MpeccMBHas, aHTUKOATYNAHTHAA M aHTMArperaHTHas
Tepanus, nepenuBaHne KOMMNOHEHTOB KPOBW, Kapau-
OTOHMYECKas NOAAEPKKA, NYHKUMA MAeBpanbHbIX Mo-
nocrei.

Ha BTOpOM Hefene 3a60oneBaHus B aHaNM3ax Kpo-
BU MOABMNCA XapakTepHbld Ans 6one3Hu KaBacaku
TpombouuTO3 (800x10°/n), HabnOAANOCh CHUXEHME
[l-numepoB, GubpuHOreHa, YPoBHA neiikouuToB. Mo
AaHHbIM Ix0-KI Hopmanu3sauus OB (65%).

Ha doHe npoBoaMmon Tepanuu coctosiHue pebeH-
Ka CO 3HAUMMOW NOMOXWTENbHOW AMHAMUKON. Kynu-
poBaHa NuUXopajika, BOCMANUTENbHblE W3MEHEHUA B
aHann3ax KpoBWU. Pe6eHOK B Y[OBNETBOPUTENbHOM
COCTOAHUM Ha 30 AeHb 60ne3HM 6biN BbIMUCAH JOMOWA
C peKkoMeHaauuaMIN NPOAOMKNTL NPUEM aLeThuncanu-
LMUNOBOI KMCNoTbl (50 mr/cyT).

C 16.02.2021 no 19.02.2021 — nnaHoBas rocnutanu-
3auusa pebeHka B OTAeNneHMe peBmartonoruu ansa ob-
CNefoBaHNA 1 BO3MOXHOW Koppekuuu Tepanuu. Knu-
HUYECKN W3MEHEHWA He BbIAB/IEHO, NAabOpPaTOPHbIE
MPWU3HAKN BOCNANMTENbHOW aKTUBHOCTM OTCYTCTBOBA-
nn. Pe6eHOoK 6blN1 BbINMCAH AOMOW B YAOBNETBOPUTENb-
HOM COCTOSIHUMN.

JlaHHbIN  KIMHWMYECKUIA  ClyYyal  [LeMOHCTpupyert
MYNbTUCUCTEMHbI BOCNANMTENbHbIA CUHAPOM Y pe-
6€eHKa, accounmpoBaHHbli ¢ COVID-19, KoTopbIn TPeby-
€T CBOEBPEMEHHOMN ANArHOCTUKM 1 aKTUBHOM TaKTUKM
Be/leHMA, BBUY CTPEMUTENbHOIO pa3BMBatOLLENCS NO-
NUOPraHHOM HefoCTaTOUHOCTI U BO3MOXHOW rmbenu
naLneHTa.
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