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BpoxaeHHbI
HeppoTHIECKUA
CUHAPOM



Hedpornuecknii cHHAPOM — KIMHHUKO-
71a00paTOPHBI CHMITOMOKOMILIEKC,

XapaKTEPUIYIOLLIUNCS

nmporeuHypueii (6onee 1 r/mM2/cyT. vau 6osee 3

r/cyT. uiu 6osee 40 Mr/m2/4ac)

rumnoajboyMmuHeMue (MeHee 25 /1)

OVCIIPOTeMHEMUeMn

runepaunuaeMuen

OTeKaM! BIUIOTH IO CTeIeHU
aHaCapKu

(1) I'enepanuzoraHHbIC
OTCKH!

ITPUITYXIIHE BCKH
\(),-'1_\-"!'.!1()3&[’1'0&: JIATLO

OFC€UHOCTL KOHCYHOCTECH

(2) nporeuHypHs
(3) rUnoONpOTEHHEMHS
(4)runepaunuaemus



BpoxxaenHsprii Hepporudeckuii cuHapom — HC,
Pa3BUBLIMUCA Y JeTEU C MOMEHTA POXXIEHUS UJU B
MepBble 3 MecsLa XU3HU.




Knaccuduraiys

[TepBuyuHbIie GOPMBI:
- Bpoxxgennsiit HC puHckoro Tuma
- Bpoxxgennsiit HC ¢ppanimyskoro tumna

- Ipyrue HC (c MunumanbabiMu uameHenusmu, PCIC,
MeMOpaHo3HbIi ['H)

- CuHapoMabHble aHoOManuu (cuHapoM lannoseii-Moyar,
BpoxxaeHHbIM HC ¢ aHOMa/iMsiMM HEPBHOU CUCTEMBI U
Apyrvie CHHAPOMBI)

BropuuHbie popMBI:

- Ha ¢pone nndekiimoHHbIX 3ab0meBaHuil (BpOXXIeHHbBIN
cUIINC, TOKCOTIJIa3MO3, KpaCHYXa, IIMTOMeTa v,
MaJisipys)

- [Ipu CKB y marepu
- HC accoutmmpoBaHHbIHi ¢ TPOMO030M TTOYEYHBIX BEH



BpoxxaeHHbIN HeppPOTHIECKU CHHIPOM
$UHCKOTO THTIA

Haubonee gacterii BapuaHT BpoxkaeHHoro HC.

3a6oneBaHUe Yalle BcTpedaeTcs: B PuHaaHANM — 1:8200
POXIAEHUW, HO MOXXeT PeruCTpUPOBATHCS U B APYTrUX
CTpaHax,

B Poccuu — 4aiie perucTpupyeTrcs B 3allafTHOU YaCTHU
CTPAHBIL.

IleBOYKY ¥ MaTBYUKH 0O0JIEIOT OAUHAKOBO YaCTO.



BpoxxgeHHbINT HePPOTHIECKUI CHHIPOM
$UHCKOTO THTA

OJTO reHeTu4ecKoe Ba60]IeBaHI/I€, KOTOPpO€ HacjIeaAyeTCs
dYTOCOMHO-pEneCCHUBHO.

[TprmumHOM 3a601€BaHUS SIB/ISIETCS MYTAllHsI B TEHE
NPHS:.

Otot reH (NPHS1) koaupyeT 6e10Kk — HeppHH, KOTOPBIi
HAXOJUTCS Ha Le/IeBUAHOU MeMOpaHe MeXIy
HO)XKaMHM TOIOLIMTOB.



BpoxxaeHHbIN HePpOTHUYECKUT CUHIPOM
$UHCKOTO THTIA

Hegonomiennocts, HC ¢ poxxaenus (60MbIUIMHCTBO JeTeH POXKAAIOTCS
MIPEXIEeBPEMEHHO MEXY 35-U U 38-i1 HeensaMu 6epeMeHHOCTH )

Bonbias macca miateHTsI (60smee 25% OoT Macchl Tejla HOBOPOXKAEHHOTO)
HC c orekamu

[OpMOHOPE3UCTEHTHOCTD

[emaTypus

HapyureHus: cBepThIBaIOIEH-TIPOTUBOCBEPTHIBAOIIEH CHCTEMBI KPOBU
[umoanbbymutuemus: (MeHee 5 r/)

['nnepnunugemus

PanHee pa3BuTHe MOYE€YHON HEOCTATOYHOCTH

MHKpPOKHCTO3 TPOKCUMa/IbHBIX KaHAJIbLIEB

MMMYHOTHCTOXMMHUYECKOEe UCCIe0BAHNE — OTCYTCTBUE HeppPHUHA B IIe1eBOi
nradparme



HAvidPy3HBIN Me3aHTHAIbHBIN CK/IEPO3
(HC ¢panirysckoro Tvma)

HC o6ycnoBnen myrtanueti B reHe NPHS2, xogupyroiem 6e1ok mogovH
JleTH poXKIAIOTCS AOHOIIEHHBIMH, C HOPMAJIBHBIM BECOM IMPU POXKIAEHUHU
Macca ntaneHTsl HopMaJibHase

Hedporudeckuii cuHApPOM C OTEKaMU

[opMOHOpPE3UCTEeHTHOCTD

Mukporemarypus

ApTrepuanbHasi TUTIEPTEH3US

Pa3BuTHe MOYeYHOI HEAOCTATOYHOCTH

NvipPy3HbIiT Me3aHTHATBHBIN CKI€PO3

[Tposienenne HC nosauee (rmocsie 6 MecsiieB)



J/ledeHre BpPOXIEHHOTO HEPPOTHUIECKOTO

CUHAPOMaA

Llenb — moBecTH pebeHKa KO BO3pACTa, TPUEMJIEMOTO ISl
TPaHCIJIAHTALIMH, KOTOPAS SIBASeTCS e JUHCTBEHHBIM CPeiCTBOM
H3/1e4eHUs.

[Tutanue (sHTEpa/sbHOE Yepe3 Ha30TacTPaIbHbIM 30H 130
KKaJI/KT, 4 /KT /cyT 6eJiKa, YXUAKOCTb 100-130 MJI/KT/CyT; 10-14%
6es1oK, 40-50% aunuabl, 40-50% YI'JIEBO,ZLBS

UHTUOUTOPHI Al1D:
Kanronpwn 0,1 Mr/Kr/cyT. - MUHMMAaJIbHAS 403a, UTU
JHaJIapuI 0,07-0,75 MI' /KT /CyT., U
B KoMOuHaruu ¢ MugomeTarimHom 0,8 Mr/Kr/CyT.

[TpodunakTrka u nevyeHre TPOMOOTHUYECKHUX OCTOXKHEHUM -
AcniupuH, Kypantun

[Tpu TshKeTOM HePPOTUIECKOM CUHIPOME —aJIbOYMUH 1-2
pa3a/aeHsb B/B.

[TpodunakTrka u neveHre MHPEKITUNOHHBIX OC/IOXKHEHUH



Takas TakTHKa MIPOAO/DKAETCs, ITOKAa peOeHOK He TOCTUTHET
MaCChI TeJIa OKOJIO 7 KI' — BO3paCTa, B KOTOPOM ITPOBOIUTCS
ouHedpskTOMUs. B nanpHelieM pebeHOK HAXOAUTCS Ha
IepUTOHWAIbHOM JWa/IN3€ I TeMOJHaJIN3e 0 JOCTYDKEeHUS
IapaMeTpOB, HeOOXOAUMBIX [IJISI IIPOBeIe HHSI
TPAHCIUIQHTAILIUM TTOYKU, KOTOPYIO OCYIIECTBIISIOT ITOC/Ie
TOCTIDKEHHUSI MaCChI Tejla Q-10 KT.

[Ipornos Bpoxxgennoro HC octaeTtcst
cepbe3HbIM.

JleTanbHBIN UCXOJ, BO3MOXEH yXKe
Ha IepBOM I'OZly )XM3HU B Pe3y/IbTaTe BTOPUYHOM BUPYCHO-
OaKkTepHa/IbHON MHPEKIINH, TUTIOBOJIEMHUYECKHX,
TPOMOOTUYECKHX OCTIOKHEHUH, OTE€KAa MO3Ta, KaXeKCHU.



Bpo)xgeHHbIT HePPOTUIECKUI CHHAPOM C
MUHUMAIbHBIMHA N3MEeHEeHUSAMU

B GonpiImHCTBE CTydaeB - TOPMOHOYYBCTBUTETbHBIE
BAPUAHTHI.

[TonHas (Bo3aMoykHa crioHTaHHas1) pemuccus mpu HCMU
TOCJIe TTTIOKOKOPTUKOUIHOM TePATIUU.

[Tporuos BpoxkaenHoro HC ¢ MUHMMaTbHBIMU
KTyOOIKOBBIMH N3MEHEHUSIMH MOXXeT ObITh
6/IarOTIPUATHBIM M HeOJTATOTIPUSITHBIM BCJIEZICTBHE
Pa3BUTHS CePbe3HBIX OC/IOKHEHHUH.



BpoxaeHHbIII HePPOTUIECKUN CUHIPOM C
Mop@doorniecKo KapTHHOM
Me3aHTHONPOIuPePATUBHOTO IITOMepPy/IOoHePPHUTA
BpoxxaeHHbIl HePppOoTUUECKHUiT CMHHIPOM C POKATBHO-
CerMeHTAapPHBIM INIOMEPY/IOCKIEPO30M

JledeHre TAHHBIX TUTIOB BPOXKIEHHOTO HEPPOTUYIECKOTO
CUH/IpOMa MPeTHU30/I0HOM U ITUKI0pochaMuziom,
raMMarao0yTMHOM - Ma03PpPeKTUBHO, COXPAHSIETCS
npoTenHypHs. [[porHo3 HeG/IarONMPUSTHBIH.



bnarogapro 3a BHUMaHMe!
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