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KMHKYeckasa 6onbHmua A3M

AKTyanbHocTb. HacneactBeHHbin chepountosd (HC) —
HacneacTBEHHAA remMonuTUYecKass aHemMus BCneacTBue
fedbeKta MeMbpaHbl IPUTPOLMTOB, NPUBOAALLENO K XapakK-
TEPHOMY WM3MEHEHWIO POPMbl IPUTPOLUTOB (CHEepPOoLUTHI).
PacnpocTtpaHeHHocTb 1 : 2000 — 1 : 5000 HaceneHus. Bece
naumeHTbl TPeBYIOT MHAMBUAYaNbHOMO noaxoda B noa6ope
Tepanuu.

Lenb. emoHcTpauusa naumeHTa ¢ HC, OCNOMHEHHbBIM
OCTPbIM  XONELMUCTUTOM W KeNYHOKaMEHHON 60Me3Hbio
(KKB).

KnuHu4yecKkum cnyyai. Peb6eHoK, 12 net, ¢ paHee ycTa-
HOB/MEHHbIM avarHo3dom HC B anpene 2021 r. noctynun
B MOPO30BCKYIO AETCKYIO FOPOACKYID K/IMHUYECKYID 601b-
Huuy (MAIKB) ¢ »kano6amu Ha 601M B BEPXHEW 4acCTu
KMBOTA, XENTYWHOCTb KOXW. lNpn obcnefoBaHUKU JaHHbIX
3a renatutsbl A, B, C, BUpyC nMMyHOogedULMTa YenoBeKa He
BbIIB/IEHO. 9xorpaduyeckne npudHakn XKb, 6GunnapHo-
ro cnafga B MPOCBETE XKeNn4yHoro nysbips. JlabopaTopHoO:
rMnepobunmMpybruHeMmns 3a c4eT NPSIMON U HenpsiMon dpak-
um (obwmn eunnpybuH — 206,2 MKMONb/N; MNPsSMON
6unnpybuH — 89,1 MKMonb/n), pepmMeHTeMUs (acnapTa-
TaMWHoTpaHcdepasa — 122,4 Ea/n; anaHMHAaMUHOTPAHC-
depaza — 279,1 Ea/n) — CUHAPOM LMTONN3A, MOKa3a-
TeNW KIMHWYECKOro aHanu3a KPOoBWM B npeaenax HopMmbl.
JleyeHue: ypcoaesokemnxonesas kucnota 11 mr/Kr 2 p/aeHs,
8 cy1, naktynosa 145 wmr/kr/cyt 8 [aHew, NaHKpeaTuH
217 Ep/kr 3 p/oeHb 8 cyT. BbinucaH noa HabnwoaeHve
neguMaTpa C peKoMeHJauusaMu npueMa neKapCTBEHHbIX
cpeacTs. B Mae noBTopHas rocnutannaalms B CBA3M C BO3-
OGHOBNEHMEM 6OJIEN B XWUBOTE, XKENTYXM U MOTEMHEHUHA
MO4Yu. MarHMTHO-pe30oHaHCHas xonaHruonaHkpearorpadus:
YKENYHbIN Ny3blpb, AUCTaNbHbIe OTAENbI Ny3bIPHOMO NPOTOKA
M X0Neaox 3anofnHeHbl MHOXECTBEHHbIMW KOHKpeMeHTa-
mMu. lpoBefeHa 3HAOCKOMWYECKas peTporpagHas nanwn-
nocoUHKTEPOTOMUSA. JledeHne: amnUuUInH + cynbbaKktam
29 Mr/Kr 3 p/aeHb, gpotaBepuH 1 Mr/Kr 2 p/oeHb, ypco-

[le30KcuxoneBas Kucnota 11 Mr/Kr/cyT, BUCMyTa TpUKanus
avumtpat 3 Mr/Kr 3 p/aeHb, cMMnToMatMyecKkas Tepanus.
PekomeHaoBaHa BaKUMHaLMA MPOTUB MEHMHIOKOKKA, MHEB-
MOKOKKa, reMopunbHOM MHdeKLMn TMNa b ana nposeaeHus
nocnegytouen niaHoBOW CrnieHaKToMun. PaHee poautenu
HEOHOKPAaTHO OTKa3blBalMNCb OT CM/IEHIKTOMUKU. B uioHe
W ntosie NoBTOpHbIe rocnuTanuaaumm ¢ KKb v xonegoxonutum-
a30M, reMOIMTUYECKMM KPU3OM, ABJIEHUSMM OCTPOro Xone-
umctuta. lNpoBoannncb MHPY3MOHHAA U TpaHCPHy3MOHHas
Tepanus, aMnMuunanH + cynbbakrtam 33 Mr/Kr 3 p/OeHb,
2 cyT, 3aTemM nunepaumnnnMH + TaszobakTam 33 Mr/Kr
3 p/aeHb, 12 cyt, gpotaBepuH 1 Mr/Kr 3 p/aeHb, ypcoae-
30Kcuxonesas kucnota 11 mr/kr 3 p/aeHb, NaHKpeaTuH
217 Ep/kr 3 p/aeHb. C NONOXKUTENbHOW KNMHUKO-nabopa-
TOPHOM AMHAMWKOW BbIMMcancs AOMOW Moa HabnwoaeHue
y4acTKOBOro neguartpa ¢ pekomeHaauuen nnaHoBow cnse-
HOKTOMWKW Mocne npeaonepauuMoHHON BaKUMHOMNPObUIaK-
TUKKW. B aBrycte 6bina npoBefeHa nnaHoBas nanapocKo-
nu4yeckas xoneuucrTocnieHakTomus. ocneonepalOHHbIN
nepuoa npoxoawn rnafgko, pebeHok B cTauuoHap 6osblue
He o6paLllancs.

O6cyxpaeHue. KKb Habnogaetca y 5% fetein ¢ HC no
10 net, a K 20 rogam gocturaet 40%. Hannune kamHen
B XeNl4yHoM ny3bipe npu HC aBnseTcs oAHMM M3 NOKa3aHWn
K MPOBEAEHMIO CNIEHIKTOMUU. NS CHUKEHUS BO3MOXKHbIX
nocneonepaLmnoHHbIX PUCKOB TpebyeTca npeaonepaumoH-
Hasa BaKuuHonpodunaktuka. Ana adpbeKTMBHOIO M TOYHOrO
BbIMO/IHEHUS peKoMeHAauui poanTensiMmm Heo6xoanmo nNpo-
BOAWTb C HUMM Pa3bSCHUTENbHYIO PaboTy.

3akntoueHue. B page cnydyaeB HC npoteKaeT B nerkom
dopme 1 He TpebyeT IKCTPEHHOM CNIEHIKTOMMUK. KaK ToNbKO
NosIBASIIOTCS MOKa3aHMsA K onepauuu, O4eHb BaXHO AO0XOA-
4YMBO AOHECTV A0 POAMUTENEN MaLUMEHTOB BCK CEPbE3HOCTb
CUTyaLMK, NOTOMY YTO POAMTENAM TPYAHO PELIMUTLCS Ha XMPYP-
rM4ecKoe BMeLWaTenbCTBO, Korga UX pebGeHOK KaxkeTca 340-
POBbIM, 0COBEHHO Y4UTbIBAS NOCAEOMNEPALMOHHBIE PUCKH.
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