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MYKOBMCLUMAOO03 Y OETEMN.
OCHOBHBIE KIIMHUYECKUE ACNEKTDI.
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Pestome

MykoBMCUMOO3 - TSKENOE HAcHeOCTBEHHOEe ayTOCOMHO-peLieccuBHoe 3aborneBaHue, ODYCMOBMEHHOE MyTaumei
TpaHcMembpaHHoro  perynatopa Mykosucumposa (MVTR), pacnonoxeHHOro Ha 7 XpoMOCOME, B pesynbTate 4ero
MopaxaloTCs 3K30KPUHHbIE KENe3bl W MOBbILAETCH BA3KOCTb CEKpeTa. JTO 4acTO MPMBOAMT K MOPAXEHWK Nerkux,
NOMKENYOOYHON Xenesbl U KULWEYHMKA, Pexe MeyeHn n noyek. M3 natu Thicay opdaHHbix 3aboneBaHuii, onmcaHHbIX K
HacTosilemMy BpemeHu, Mykosucumao3 (MB) sensetcs Haubonee pacnpocTpaHeHHbiM. YacTota 3aboneBaemocTu B Mupe
konebnetcs ot 1:2000 go 1:100 000. ExeroaHo Bo Bcem Mupe poxaaetcs bonee 45 000 geteit ¢ MyKoBUCLMO030M.

CornacHo NpOBEOEHHOMY WCCMEAOBaHWNIO, HECMOTPS Ha 3HAYWTENbHbIE YCTMEeXW B AMArHOCTUKE W NeYeHuM
MYKOBMCL03a, NPW Pa3BUTUM KMMHWYECKON KapTuHbl 3aDoneBaHMs Ha MEpPBOM TOAY KM3HW, CBOEBPEMEHHO [WarHo3
BbiCTaBneH Tonbko y 18% Aeten 4o 1 roga. OgHum 13 kputepumes cTenenm Tsxectn MB v HeBnaronpusiTHoro ero ucxoga
ObINo MpucoeanHEHNe NEroYHbIX U BURNMapHbIX OCMOXHEHWA. Y 06CnefoBaHHbIX GOMbHBIX ObiNM AMArHOCTUPOBaHbI
aTenekTtas nerkoro, 6poHx0akTasbl, aMu3ema, AUdey3HbIN NHEBMOCKNEPO3. B AaHHOM CTaTbe NPeACTaBNEHO OMMUCaHWe
KMMHUYECKOTO Cryyas nauyeHTa ¢ MyKoBUCLIMA030M, OCITOXHEHHOE LIMPPO3OM NeYeHU, MopTanbHOM rnNepTeH3NeN.

[aHHble, NpuBeLeHHble B cTaTbe, OyAyT NonesHbl HeoHaTomnoram, neanaTpam, racTpo3HTEpONoraM M Bpayam obLel
NpaKTUKA.

Knroyeenie cnosa: mykogucyudos, HacrnedcmeeHHoe 3abonegaHue, mpaHcmembpaHo-pe2ynupyrowul 6enok, yuppo3s
NeYeHU, MEKOHUasbHbIL ueyc

Abstract

CYSTIC FIBROSIS IN CHILDREN.
MAIN CLINICAL ASPECTS.
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Cystic fibrosis This is a severe hereditary autosomal recessive disorder associated with a mutation in the transmembrane
regulator of cystic fibrosis (MVTR) located on chromosome 7, based on damage to exocrine glands and increased secretion
viscosity. This often leads to damage to the lungs, pancreas and intestines, rarely the liver and kidneys. Of the five thousand
orphan diseases described so far, cystic fibrosis is the most common. The frequency of meetings in the world ranges from 1:
2000 to 1: 100,000. Every year, more than 45,000 babies are born with cystic fibrosis worldwide. Frequency is relatively rare
in Asian countries.

According to this study, despite significant advances in the diagnosis and treatment of cystic fibrosis, with the
development of the clinical picture of the disease in the first year of life, only 18% of children under 1 year of age were
diagnosed in a timely manner. One of the criteria for the severity of cystic fibrosis and its unfavorable outcome was the
addition of pulmonary and biliary complications. The examined patients were diagnosed with lung atelectasis, bronchiectasis,
emphysema, diffuse pneumosclerosis. This article describes a clinical case of a patient with cystic fibrosis complicated by
cirrhosis of the liver, portal hypertension.

The data provided in the article will be useful for neonatologists, paediatricians, gastroenterologists and general practitioners.

Keywords: cystic fibrosis, hereditary disease, transmembrane-regulating protein, cirrhosis of the liver, meconial ileus
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MykoBucunao3 Hemece kuctosgbl pubpos (cystic firosis) byn ak3okpuHai Oe3mepdiH  3akbiMaanyblHa koHe
cekpeLusnapoblH,  TYTKbIPbIFbIHBIH, KOFapblayblHa HerisgenreH 7 Xpomocomaga OpHanackaH MyKOBUCLMOO3AbIH,
TpaHcmemOpaHanblK petteriwi  (MVTR) reHiHiH MyTaumscbiHa OainaHbICTbl ayblp TYKbIM KyanalTbiH ayTOCOMAbI-
peueccuBTi aypy. byn xui ekneHiH, yikbl O6e3iHiH, XoHe ileKTiH, cupek 6aybip MeH OyMpekTiH, 3aKbiMaanybiHa aKenegi.
Kasipri yakelTta cunattansaH 6ec MbiH opdaHiblk aypynapgblH, iwiHge mykosucumngos (MB) eH ken TtapanfaH Typi.
Onemge kesgecy xwuiniri 1:2000-HaH 1:100 000-Fa gewiH. XKein carbliH anemge mykoucyngossl 6ap 45000-HaH acTam
HopecTe ayHuere kenegi. . KyprisinreH 3epTreyre COMKEC, MyKOBUCLMAO03AbI AMArHOCTUKanay MeH emaeyaeri ayKbiMapl
xeTicTikrepaiH, 6ap GonybiHa KapamactaH, 6ana ©MipiHiH, anfFalwKbl XbingapbiHaa OCbl aypyAblH HEri3ri KNuMHUKambIK
Benrinepi kepivic Gepin, baikanca Aa, 1 xacka AeiiHri 6ananapabiH, Tek 18%-0a faHa AnarHo3 yakTbiibl Aep KesiHae
KOMbINFaH. ©Knenik xeHe eT XonaapblHbIH aCKbIHYNapbiHbIH, KOCbIMILA AaMybl - MyKOBUCLMA034bIH, ayblprblK LOPEXECH
)XOHE OHbIH, KemnLeKkTeri Konaicbld HaTWXeCiHiH BipaeH-6ip kputepuinepi 6onbin Tabbinagbl. 3epTTenreH Haykactapia
ekne atenekTasbl, OpoHxoakTasgap, amgusema, auddy3abl MHEBMOCKNEPO3 aHbiKTanabl. byn makanaga 6aybip Lupposbl
XOHe NnopTangblK rMnepTeH3nsIMEH acKbIHFaH MyKOBUCLMAO3bI 6ap HayKaCTbIH KIWHUKaNbIK XaFaaisicunaTrarnsaH.

Makanaga KenTipinreH [epekTep HeoHaTonortap, negwaTpriap, racTPOSHTEPONOrTap XoHe xanmbl Taxipube
Aopirepnepi YLWiH nangans! donags!.

Tylindi ce3dep: Mykosucyudos, mykbiM KyanalmeiH aypy, emkisaiwimikmiq mpaHcMeMbpaHObl pemmeyui aKybiabl,

6aybIp Yuppo3bl, MEKoHUaLOI uneyc
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Bsepnenue.

Mykosucumgos (MB) — camoe pacnpocTpaHeHHoe
HacneAcTBeHHOe 3abornesaHne, 0byCroBNEHHOE MyTaLuen
reHa, pacrnonoXeHHOro B AfMHHOM Mfieye 7-XpOMOCOMbI,
nepefaeTcs N0 ayTOCOMHO-PELIECCMBHOMY TwMy Mpw
HacnegoBaHWW ABYX MyTaHTHbIX annenei. Cnepcrauem
MyTaLumn reHa ABNAETCA HapyLIeHne CUHTEe3a, CTPYKTYpbI 1

GyHkum  Berka  TpaHcMemBpaHHOro  perynsTopa
nposoaumMocTi Mykoeucumaosa (CFTR), B pesynbTate yero
XMOpHble kaHanbl CTaHOBATCS naTonor1yeckm

HeNpPOHMLAeMbIMM AMst MOHOB Xropa npu runepabcopbumn
HaTPUs U OJHOBPEMEHHBIM MOCTYNNEHWN B KNETKY BOAbI,
YTO BbI3bIBAET AernapaTtaumio anukanbHOM MOBEPXHOCTM
CEKPETOPHOrO 3NUTENNUS W YBEIUYEHUS BA3KOCTM cnnau [1].
Mo oueHke akcneptoB BO3, B MUpE €XErogHO poXaaTcs
45-50 ThicAY [QeTel € MYKOBWCUMZO3OM, @ u4uCno
reTeposnroTHbIX  Hocutenel 3aboneBaHus COCTaBnseT
pecatkn  munnuoHoB  [7].  PaHee  npoBefeHHble
peTpocnekTueHble uccnegoeanust (Cesmoga I.C., 2006)
NO3BONMAKT  YCTAHOBUTb  MWHUMATbHY  4acToTy
3aboneBaemMocT  MYKOBMCLMAO30M,  KoTopas — Anis
AnmaTuHckon nonynauuu coctasuna B cpegHem 1:6102

HOBOPOXAeHHbIX M oTHecT MB B KasaxctaHe K LwmMpoko
pacnpoCTpaHeHHbIM  HacneacTBEHHbIM  3aboneBaHusM,
BCTpeyvatLmmes He pexe yem 1:10000. Ha cerogHsLuHuiA
AeHb B Pecnybnuke KasaxcTtaH mo gaHHbIM 0duLmMansHoM
cratuctuke 88 pgeteln  GOMbHbIX  MYKOBMCLMZO30M.
ExerogHo yBenWYMBaEeTCA YMCMO BHOBb  BbISBMNEHHbIX
nawmeHTos [5).

Yacrorta Bctpevaemoctn B mupe ot 1:2000 go 1:100
000. B asuatckmx CTpaHax 4acToTa CpaBHWUTENbHO pexe
[3]. Cpeou nsatM Thicasd opdaHHbIX  3aboneBaHui,
ONMUCaHHLIX K HACTOALLEMY BpEMEHU, MYKOBMCLMAO3
SBMSIETCA CaMbIM PacMpOCTPaHEHHbIM. B nmsTmaecaTbix
rogax npownoro Beka okono 80% 6GombHbIX ymupanu, He
poxue go 10 ner. B Hactoswee Bpems, Grnarogaps
ycnexam B Tepanuu U BO3MOXHOCTSIM PaHHErO BbISBMEHUS
naTonorMi,  NPOROIKUTENBHOCTb  XKM3HWM  BOMbHbIX
3HauMTENbHO  BLIPOCMA, T.6  KONM4yecTBa  AeTew,
cTpagatoLynx go 18 net 1 nocne noyT OAMHAKOBO [5].

B HacTosmin MOMeHT BbigeneHo 6onee 2000 myTtauui
reHa MBTP, 0TBETCTBEHHbIX 3a pa3suTue cumntomos MB.
CornacHo AaHHbIM POCCUACKOrO HaLMOHANBLHOTO perncTpa,
Hanbonee yacTo BCTpevatoTcs cregytowme us Hux: F508del
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-52,79%, CFTRdele - 2,3-6,32%, E92K — 2,65%, 2184insA
-2,02%, 3849+10kbC>T - 1,65%, 2143delT - 1,65%,
G542X - 1,33%, N1303K - 1,33%, W1282X - 1,11%,
L138ins — 1,06% [6].

MB - 310 MynmbTUCUCTEMHOE  3aboneBaHue,
nopaxarolee AbiXaTenbHbIE MyTH, XKENYLOYHO-KMLLEYHbIN
TPaKT, MeYeHb, MOMKENYAOUHYI0 Kenesy, CIOHHbIE
MOTOBblE XEnesbl, PenpoayKTMBHYO cuctemy. lMpu 3Tom
naTonorust  gblxaTeNbHbIX MyTeid  SBNSETCS  [MaBHOI
MPUYMHON OCMOXHEHWIA 1 neTanbHocTh (6onee yem B 90%

cryyaes).  [MopaxeHne  GPOHXO-NETOYHOA  CUCTEMbI
BCMIEACTBME  HAKOMMEHWsl  BS3KOrO  WMH(MLMPOBAHHOTO
CeKpeTa, Bbi3blBAIOLIETO OGCTPYKLUMIO U BbIPAXEHHYIO

BOCTMOMNUTENbHYI0 — peakuwio, BedeT K  MOBPEXAEHMI0
AbIXaTenbHbIX NYTEN U HEYKMOHHOMY YXYALUEHWUO (YHKLMM
nerkMx W, B WUTOre K [bIXaTenbHOW HEROCTaTOYHOCTH.
PeuuansupytolLme pecnupaTopHble anu3oabl (GpOHXMTLI,
MHEBMOHWM, BPOHXMONMWTBI), KaK MPaBUNO, 3aKaHYMBAETCS
(hOPMUPOBAHNEM  «MOPOYHOTO  Kpyra»,  BKIHOYALLEro
YBEMNMYEHME BAKOCTU MOKPOTbI, OBCTPYKLIO AbIXaTemnbHbIX
nyTen, HAHEKLMIO 1 YacTble BocnaneHus [2].

YacTo BbISIBNAETCS B MOCeBaX OPOHXMANbHOMO cekpeTa
BonbHbIX MB accouuawmii MUKpOOPraHuamoB, BKIHOUaLLMX
aHTWOMOTUKOPE3UCTEHTHbIE  LUTaMMbl,  TakMe  Kak
Pseudomonas aeruginosa MyKOMOHbIE W HEMyKOWAHbIE
(hEHOTUMbI, NPEACTaBUTENN PA3NUYHBIX BUOOB HedepMeH-
TUPYIOWMX  rPaMOTPULLATENbHBIX  MUKPOOPraHU3MoB  —
Stenotrophomonas maltophilia, Achromobacter spp. (a.
Xylosoxidans, A. ruhlandii), Burkholderia cepacia complex
(Bcc.) n ppyrve. Tskectb cocTosHuA Yy GonmbHbix MB
obycrnoBneHa B MepByl0  oyepedb  MmaTonorven
pecnupaTopHOro Tpakta W GakTepuarnbHbIM — COCTaBOM
cekpeTa, B CBA3M C YeM HeoDXOOMMO MOXM3HEHHOe
HabnoaeHne MUKPOBHOrO nem3axa M  WCMONb30BaHWE
KOMMMEKCHOW, afeKBaTHOW aHTubakTepuarnbHoi Tepanuu
[4]. UmetoTcs nuTepaTypHble JaHHbIe O TOM, YTO TSXKECTb
3aboneBaHNs 3aBMCUT Takke OT reHoTWna, T.e. UMeeTcs
«mMsIrkuiny reHotun E92K, K coxaneHuto He y Bcex feTei
€CTb BO3MOXHOCTb ero onpegenuts [3]. Ewe ogwH
WHTEPECHbIN akT, naLmneHTsbl, nepeHecLune
MEKOHMANbHbIA  UNeyC Npu  POXAEHWN, NPOLOMKAT
0CTaBaTbCA CMOXHON KaTeropueit BonbHbIX. BbisBNEHHbIE
0COBEHHOCTM  AMKTYIOT — HeobXOgMMOCTb  MpOZOMmKaTh
MH(OPMMPOBATbL Bpayel 0 BbICOKOM pUCKe MYKOBUCLMA03a
npu  MeKOHMEBOM uneyce. TpebyTcs  panbHenwue
yrnybneHHble pacLUMpEeHHbIE MPOMOHIMPOBaHHbIE
HabnogeHns 3a 9TOM KaTteropuen 6onbHbIX. Ha 370
yKa3blBaeT BO3pacT CMEpTU NaLUMEHTOB C MEKOHUEBBLIM
Uneycom — nepsble TpU roga xusHu. B Bonee crapuwem
BO3pacTe MPUYMHON CMEPTU MOXKET SBUTLCS, B TOM YUCIIE,
uMppo3 nevenn. B 15-20% eBponemckux cTpaHax
MauMeHTbl  C  MEKOHWEBbIM  WIEYCoM  Moanexar
obsizatenbHoMy 0bcnefoBaHMI0 Ha  MykoBuCUMAo3. K
COXareHWto, HeCMOTPS Ha 3HauuTENbHble ycrexu B
[VarHOCTUKE W NEYEeHMM MYKOBMCLMAO03a, MPW PasBuTMM
KIWHUMYECKON KapTWHbI 3aboneBaHMs Ha MepBOM rogy
XM3HW, CBOEBPEMEHHO AMAarHo3 CTaBSAT NULIb TPETU BCEX
naumeHToB. CrnegoBaTenbHO, akTyanbHOCTb MPOGneMbI
MYyKOBMCLM03a COCTOMT B TOM, 4TO OonesHb Tpebyet
paHHel [NarHoCTukK, NOCTOSIHHOMO neyeHus
LOPOrOCTOSALMMY MpenapaTami, akTUBHOTO MCNaHCEPHOro
HabnoaeHns.

Lens  mccnepmoBaHuMsi:  aHanmn3  KIMHUYECKMX
NPOSIBNEHWA 1 OUArHOCTUKW Y eTel C MyKOBMCLMAO030M
ONs OnpefeneHns  paHo  MaHudecTupylowmx 1
XapaKTEPHbIX  KMWHMYEeCKWX  npusHakoB.  OnucaHue
CODCTBEHHOrO  HabMIOAEHNs  KIMHUYECKOTO  cryyas Y
pebeHka 11 NeT ¢ MyKOBMCLMAO30M, C pa3BUTUEM LIMPpPO3a
neyeHu.

Martepnansl u  mMeTtogbl uccnegoBaHuA. B
nccrnegosanue bbinn BknoYeHbl 11 geteit (6 aeBoyek U 5
Manbyuka) C MYKOBWCLMAO30M, KOTOPbIE HaxOAUIWUChb B
pasHble rogbl Ha ambynaTopHOM W CTaLMOHAPHOM fleYeHUM
(YT HAO «MYC», YYMK «Benepa», TIMCIT). Cpok
HabnoaeHns nauueHToB cCOCTaBnsAn ot 6 mecsues Ao 3
net. A Takke Bbinu usyveHbl uctopum BonesHu geten c
MYKOBMCLIMA030M.

PesynbTathbl uccnenoBaHus: B BocrouHo-
KasaxcTaHckom pervoHe uucnstcs 17 GOnbHbIX JeTen C
MyKoBUCLMA030M, 13 Hux 10 getel npoxmeatot B r.Cemen, 7
B r. Ycrb-KameHoropck. M3 10 geTten npoxuBarowmx r.
Cemenn 5 — peBovek, 5 - marmbuukoB. Hamu 6bino
npoaHanuanpoBaHbl McTopun 6onesHn u ambynaTopHble
kapTbl 11 geTelt ¢ BepudULMpPOBaHHbLIM AuarHo3om MB oT 1
roga oo 18 ner, a Takke NPOBEAEHO aHKETVPOBaHME. Y BCEX
peTen amarHos nogreepxaeH B HL| neguatpum n getckoi
Xvpypriu. CwmeLuaHHas ¢hopma 3abonesaHus
puarHocTupoBaHa y 8291 +  4,13%  6onbHblX,
NpENMYLLECTBEHHO NerovHas gopma — y 10,46 + 3,30%,
kuweyHas — vy 6,63 £ 2,73% obcneaoBaHHbIX. Ha gaHHbIi
MOMEHT Yy BCex OonbHbiX ¢hopma 3abnesanus 100%
M3MEHUNACh Ha CMELLaHHYK0 (OpMY, HO Y HEKOTOpbIX AeTen
npeBanupyloT  OPOHXO-NEroYHble  MpOsIBMEHMs, a Y
HEKOTOPbIX MALMEHTOB KULLEYHbIE CUMTOMBI. [uarHo3 Obin
BbicTaBneH Ao 1 roga y 18% uccnegyembix, 8o 5 net — 45%,
£o 10 net y 36% naumenToB. Tsxenoe TeyeHne MB 6bino y
26,17 + 5,31%, cpepHeit cTenenu TskecTn — y 62,94 +
5,56%, nerkoe — y 9,89 + 3,57% nauueHToB (GannbHas
wkana WeaxmaHa—Bbpacunbaa). OCHOBHBIMU KITMHUYECKM-
MW MPOSIBNEHNSMW NpU MaHudecTauun 3abonesaqus Bbinu
AnuTenbHbIn - kawenb (81,72 +  4,58%), peuuamesl
BpoHxoobeTpykTMBHOrO — cuHgpoma (64,78 +  5,65%),
3aTskHas WK MOBTOpHble MHEBMOHUM (85,91 + 4,12%),
puctpodma no tuny runotpocpun (90,14 £ 3,54%), cuHycuTl
(28,14 = 3,2%), XMPHBIA, 3NOBOHHBIA CTyN (56+5,81%). Y
50% Bcex OMpOLLEHHbIX B NEPUOL HOBOPOXAEHHOCTW Obin
MEKOHWarbHbIl  UMeyc, 4YTO  [OKa3biBaeT  BbICOKYH
BEPOSTHOCTb  Pa3BUTUS  MyKoBMCLMZO3a B Oyaywem y
HOBOPOXEHHbIX C MEKOHMANbHLIM UNEYCoM B aHamHese. Y
80% OMpOLeHHbIX MAaLMEHTOB  YCTAHOBMEH  eHOTWN
3aboneBaHus, vaie 3to Obinu 3196C C 1545_1546 u
F508 del+ p. Phe508 del reHoTUNbI, y 2 NALMEHTOB reHOTUMb
3aboneBaHNs HEU3BECTHbI.

Takke Obino  ycraHoBneHo, uto y  83,3%
AHKETUPOBAHHbIX ~ MAUMEHTOB  €CTb  KIMHWYECKWe
MPOSIBNEHNS  XPOHMYECKOrO cuHycuTa, 83,3% BomnbHbIX
CTpajalT  TSXKENOM  XPOHWMYECKOW  MaHKpeaTU4ecKom
HeJoOCTaTOYHOCTB) M MPUHUMAKT  (DEPMEHTHO-
3amelaiowme npenapatbl.  33.3% nauMEHTOB MMeEIT
TpombouuTonermto, y 16,7% OONbHbIX ECTb KMMHUYECKWE
CUMNTOMbI rEMOpParu4eckoro CHapoma.

MporHo3 u Tsxects MB 3aBuCAT 0T paHHen
QMarHoctukn  GakTepuanbHOM  KOMOHM3aUMM/MHGEKLMM
nerkvx, OT CrekTpa MUKpOOHbIX naToreHoB. [10 AaHHbIM
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DaKTepronornyeckoro uccrnegoBaHust Obio YCTaHOBIEHO,
uto 14,3% 6onbHbIX Bblgensmu P. aeruginosa, 14,3% -
Staphylococcus aureus. Mpw 3TOM vaile
perucTpupoBanach CMellaHHas uHdekuus: S. aureus + P.
aeruginosa — 42,9%; S. aureus + P. aeruginosa + Candida
- 28,6%; Acneprunes - 14,3%;

OpHM  u3  kpuTepueB cTenmeHn Tskectn MB u
HebnaronpusaTHOro ero ucxoga 6bINo  NpucoeauHeHue
NEroYHbIX 1 BUNNMapHbIX OCMOXHEHNA. Y 06CnefoBaHHbIX
BonbHbIX OblNM  OMarHOCTMPOBaHbI aTenekTad nerkoro,
OpoHX03KTa3bl, aMK3emMa, AMddy3HbIN NTHEBMOCKIEPO3. Y
ogHOro  GOMbHOTO  LMPPO3  MEYeHW € MopTanbHoM
rMnepTeH3ven. B AaHHON CTaTbe ONMCaH KIMHUYECKUIA
cnyyar u3 cobCTBEHHOrO HabnaeHus.

Knunuyeckui cnyvaii. B YHneepcuteTckuin rocnntans
HAO MYC BocrouHo-KasaxctaHckon obnacti moctynun
Manbyuk B Bo3pacTe 11 NeT B TSKENOM COCTOSHUM C
npu3Hakamu remMopparnyeckoro CuHOpoma
(remopparuyeckas Cbinb N0 BCEMY TEMy, HA KOHEYHOCTSX,
HOCOBOE  KDPOBOTEYEHWE, KPOBOTOUMBOCTb A€CeH), C
*anobamu Ha BbICTpYl0 YyTOMNSEMOCTb, MIOXYo NpubaBky
B Bece, cnabocTb, yBenuyeHne u B3gyTtue xusoTa (Puc. 1.).

W3 aHamHe3a 3aGoneBaHNs W KU3HWU N3BECTHO:

Co cnoB Mambl, BbILIEN3NOXeEHHbIE Xarnobbl NOSBUINCH
nocne kypca neyenns npenapatom "KonmctuH" (28 gHen),
MeponeHem. PebeHok noxanosancs Ha 3y6Hyw 6onb.
Mama nocmoTpena B pOTOBYK MonocTb M O6Hapyxuna
KPOBOTEYEHWE U3 AeceH. Takke ObiNo HesHaunUTenbHoe
KpOBOTEYEHMe W3 Hoca. B guHamuke  nosBunuch
remopparnyeckue BbICbINaHWS MO BCEMy Teny M Ha
koHeuHocTsix. CamocTosTensHO 0bpaTUnMCh B NPUEMHBIN
nokoin YI' HAO MYC. HasHaueHbl 0B aHanu3 Kposu
(OAK), Ouoxumuueckuit aHanms kposu (BXAK), obumii
aHanu3 mouun (OAM), koarynorpamma.

B OAK: TpomboumTonenns go 27*10%, yckoperne CODJ,
aHeMusi IErkon CTENeHwm.

B OAM: uBET MO4M CBETIIO-KENTbIA, OTHOCUTEMbHAS
NnoTHoOCTb (yaenbHbIi Bec) Moun 1003 Npo3payHOCTL MOUM
npo3payHasi, nekouuTbl B Moye 3 B N/3p, peakuns moun 5 5,0
€ 510 7, anuTenuin nepexoaHbIit B MoYe 2 B n/3p, SpUTPOLMTI
HenaveHeHHble (OAM) 1 B n/3p, Benok B Move 0 r/n.

Koaeynoepamma: nokasatenu B npesenax HopMbl.

EXAK: nobiwenne ACT po 52,1ME/n

Ynbmpa3sgykosoe uccrnedosaHue 0peaHo8 OprHWHOL
nonocmu (Y31 OB[l): B 6ptolwHoi NonocTi u B Manom Tasy
Ha MOMEHT 0CMOTpa CBOBOAHOM XMAKOCTW He BbISBAEHO.

PenmeeHoepaghusi  epyOHOU  Knemku, 3akiyeHue:
lMHeBMOCKNEPO3 NPaBoro NErkoro W BEpXHen LONW Nesoro
nerkoro(MyKoBMCLIMA03 NErkoro). XpoHWUYecknii BPOHXMT ¢

hopMMpOBaHNEM OpOHX03KTa30B " KMCTO3HOM
NepecTPONKON NEroYHOM TKaHMU.
Y3  nneepbr u  nnegpanbHOU  nomocmu: B

nnesparbHbIX NONOCTAX HAa MOMEHT OCMOTpa CBObOAHas
KUOKOCTb: cnpaBa He onpegnsetcs, cnesa = 90 mn.
3akrioueHne; Ox0-Npu3Hakm BbINoTa Criesa.

OKT": CunycoBas Taxukapgus YCC 137 ypmapos B 1
MuHyTy, oTknoHenne OOC Bmpaso. [leperpyska oboux
npescepauin. lameHeHns B Muokapae.

Y3/ OB[l: Tenatomeranus. QuddysHble U3MeHeHUs
NapeHXUMbl MeYeHn Mo TUMY LMppo3a NeyeHn. XonaHruT.
MopTanbHas  runepTeHsus.  OuddysHble  M3MEHEHUs
nogpkenynouHoi xenesol. CnneHomeranus. Hedponatus.

YnnoTHeHne M gedopmauns  YalevHO-II0XaHOUHON
cuctembl noyek. Hedpontos. MKL. Pasgytele netnu
KuLeyHWKa. B neBoi nnespanbHOM nonocty Beinot 90 mi.

OcmompeH peaHumamonozom - [ocnnTannuavpoBaH B
OAPUT.

= e
PucyHok 1. Bud pe6eHka npu nocmynneHuu.
PebeHok oT 1 GepemeHHOCTU M poaoB, BepeMeHHOCTb
npoTekana Ha (oHe Yrpo3bl MpepbiBaHNs BepemeHHOCTH,
TOKCIKO3a, XPOHWUYECKoro muernoHedpuTa. Bec npu poxaeHun
2750 rpamm, poct 50 cm. Co crnoB Mambl, Ha 3-1 AeHb XU3HN

nocne poxgeHns y pebeHka He  OTXOAMN  MEKOHMNA
(MekoHWanbHast  npobka),  MpOBEAEHO  KOHCEpBATWBHOE
neyeHne (Bbima coenaHa knuama). XKenTyxa B nmepuog
HOBOPOXOEHHOCTM Anunace 45 gHen. B 4 mecdua mama
pebeHka 3amMeTuna XMUPHbIA Cref Ha neneHkax, 3MoBOHHbIN
3anax kana, 0OpaTUNMCb 33 KOHCYMbTauMel racTposHTe-

porory, noctaneH [3: Llervakus. PekomeHgoBaHa
armoteHoeass  aveta. C 4-x  MecsiueB  MOSIBUNMCb
pecnMpatopHble  CMMMTOMbI  3aborneBaHus B BUAE

MarionpoayKTUBHOTO KalLrsi, 3aTPyAHEHHOrO fblxaHus. Modxe
B 6 wmecAueB pebeHok noctynaetr B OWB c AuarHo3om:
Kokntow? OcTpblil racTpoaHTEpUT. B CTauuoHape BbiCTaBmneH
puarHo3: O. TacTpoanteput. Centukonmemms. WHdekums
MOYEBOI CUCTEMBI.

B Bospacte 1-ro roga pebeHOK KOHCYNbTUPOBaH
cneuymanuctamun  HUMWOX B OoTAEneHuM racTpoaHTe-
POMOTUM W MyNbMOHOMOTMM I ANMaThl, BbICTABMEH AWarHoa:
MykoBucuuMa03, cMeLlaHHas opma, caenaH MonekynsapHo-
reHeTMyeckuin aHamu3 Ha onpegeneHus reHa MBTP
(CFTR), pguarHos nogteepguncs. B 2013 rogy 6bina
nosTopHas rocmutanusauma 8 HUM n OX B oTgeneHuu
nynsmoHonorin, nposeaeHa KT OK: BpoHxoakToTuyeckas
BonesHb. PacnpocTtpaHeHHble LWnUHOpHYeckme
OpoHxoakTa3bl 06enx nerkux. MykoBucLmMao3.

Cnepytowas rocnutamuaauums B HUM u OX r.Anmwatel B
2015 rogy ¢ pguarHosom: MykoBMCLUMAO03 CMeLaHHast
topma, [IH 1-cTeneHn, XpOHUYECKMA BTOPUYHBIA (B hopme
pacnpoCTPaHEHHbIX  LMMWMHAPUYECKMX 1 BApPUKO3HBIX
OpoHX03KTa30B 0BOMX Nerkux, MelloTYaTble BPOHXO3KTA3bI
cpenHeit  gonw  cnpaBa)  OOCTPYKTMBHBIA  OPOHXMT.
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Kimanvecknii coryvaii

MHeBMOCKNEPO3 cpedHen 4OMM cnpasa, A3bI4KOBOW 0NN
cnesa.

B natunetHem Bo3pacTe pebeHok Obin  Ha
crauynoHapHom neyeHun B HHIMU3[ r.Mocksa, 6binun
NpOBELAEHbI PSAL UCCNEA0BAHWIA;

¢ubposnacmoepacghus nederu (2017); UMPPO3 NeyeHu
F4 no wkane METAVIR.

Y31 OBfl: renatocnneHomeranusa. KT OFK: kapTuHa
MYKOBUCLMA03a. XpOHWYECKMIA OpoHXUT.
PacnpocTpaHeHHble 6poHX03KTa3bl 0BOMX NErkux.

KomnetomepHass momoepachusi OKOIOHOCOBbIX Nasyx:
MPU3HAKM  XPOHUYECKOTO  PUHOCMHYCUTA,  adeHOMOHbIX
BereTauun 3-ctenexu.

®ubpozacmpodyodeHocKONUs: BapPUKO3HOE paclumpe-
HWe BEH HIDKHeN TPeTW nuwieBoaa 1-cteneHu. AHTpanbHbIi
racTpurt. [yoneHut. EtoHuT.

Bbin ebicmassier [J3: KucTtosHbin ¢ombpos (MykosmucLumao3)
CMeLLaHHas hopma, Tskenoe Teverme. eHotun: 1677 del TA/

R1066C.  XpoHuueckuin  BPOHXWT,  pacnpoCTpaHeHHbIe
BpoHx03KTa3b!. XpoHuyeckas naHkpeaTnyeckast
HEOCTAaTOYHOCTb, TSKenasi creneHb.  Liuppos  mevenm.

XpoHudyeckmiA  naHcuHycnT.  XKenesogeduuutHas  aHeMuS.
[aHbl pekomeHgaLm No AanbHeALeMy neyeHnto 6ombHoro.

MocnepHss rocnutarmsaums B HUMv OX B otaenexwn
racTpoaHTepororun v nynsmoHonorn r.Anmatsl B 2020 rogy,
[3: Mykosucumgos cmeluaHHas hopma, reHoTVN onpeaeneH
c. 1545_1546 del, c. 3196C, B KOMMayHg reTepo3vroTHOM
COCTOsHIM. MHEBMOCKIIEPO3 NPABOTO JIETKOro 1 BEPXHEN JOMH
MIEBOr0  Nerkoro  (MyKOBWCLMAO03  NETKOro).  XPOHWHECKWIA
OpoHXxMUT ¢ popMMpoBaHMEM OPOHXOIKTA30B M KMCTO3HOM
MEPECTPONKOM NeroqHoi TkaHu. LIppo3 neyeHn ¢ noptansHom
rMnepTeH3ner. KpoBoTeyeHue. XPOHUYECKUIA MaHCUHYCHT.
XpoHMYeCKas Tsikenas naHKpeaTyeckast HedoCTaTOMHOCTb.
AHemus 1-cTeneHu.

Kaxgbim  AeHb  pebeHOK  MpUHUMAEeT  NeyeHue:
Mynbmo3nm (1 amn.*2 pasa B A€Hb, MHFANALMOHHO), KpeoH
10000E[ (4-5kan. * Ha kaxpoe kopmneHue), lenagud.
Mepuoguyeckn kypcamu pebeHok npuHumaeT KonectuH (28
pHewn), Tentpan (2 pasa B roa), WHracanuH, Bepoayan, -

npu  ycuneHus  BPOHXOBCTPYKTMBHOTO  CMHAPOMA,
aHTMbuoTukM - MepaneHem, TobpamuumH.
HacnepctBeHHoCTb - poauTenu  oBcnepoBaHbl

MONEKYNAPHO-TEHETUYECKUM METOAOM Ha Hamnuume MyTaHT-
HOro reHa MyKOBWCLMA03a, pe3ynbTaThl OTpULATENbHBI.

OObekTMBHbIe AaHHble: ALl 108/89mm pt cT. YacToTa
OblxaHus 27 pgbixaHu B MuHyty, YCC - 74 B MUH.
Cartypauus 95 Ha poHe oKcureHoTepanuu.

CocTosiHue pebeHka O4YeHb TSKENOe 3a  CyeT
remopparnyeckoro, renatonneHanbHoro U MHTOKCUKaLMOH-
HOrO CMHZPOMa, Ha (hOHE MPEXHWUX OTKIIOHEHUU, B CTaTyCe
MPOM3OLLIO 3HAYNTENBHOE JTErOYHO-KENMYOOYHOe KPOBOTE-
YeHMe M3 BapKKO3HO-PaCLUMPEHHBIX BEH C MHOMOKPATHO B
TEYEHWN [HS OOMMbHOWM KPOBABOW PBOTHI, MOATEKAHUEM
TEMHOW KPOBWM W3 aHanbHOTO OTBEPCTBUS, HOCOBbLIM
kpoBoTeueHneM. KnuHuueckn 3TO pacLeHMBaeTcs Kak
CUCTEMHBIA  MHOTOYPOBHEBbLIN  CMHAPOM  MOPTanbHON
TUNEPTEH3NM, MEYEHOYHON HELOCTATOYHOCTU C HaNMiuMeM
(haKTOpOB MPOrpeccupoBaHNs LMppo3a neyeHu. Pesko
ynan ypoBeHb remornobuHa, TPOMOOLMTOB, MNOBbICKNCS
YpOBEHb  NEWKOUWMTOB,  HEWTPOUNOB  MOsSBUNACH
TOKCMYECKast 3ePHUCTOCTb HelTpodunos. CosHaHne scHoe.
CamouyBcTBME  HapylleHo, pebeHok cnabbid. KoxHble

MOKpOBbI OreaHble, Cyxue, C LLIEPOXOBATOCTbIO, MO BCEMY
Teny MOXHO YBMAETb TEMOPPArnyeckyld ChbiMb  OT
MENIKOTOYEYHOM [0 3KxMMo30B pasmepom 0,5-0,6cm, koxa
ry6 noTtpeckaBLiascs, BUOHbI KPOBSHWUCTbIE — KOPOYKM,
TpewmHbl. BblpaxeHHas BeHO3Has CeTb Ha nepeaHe
MOBEPXHOCTU Tefa M KOHEYHOCTSX, Ha xmBoTe - "Tornosa
Medy3sbl". Ha HOMTAX BEPXHUX W HWXHUX KOHEYHOCTen -
"yacoBble cTekna’, ¢ opmupoBaHuem "HapabaHHbix
nanoyek" nanbLEB pyK 1 Hor. TenocnoxeHue npasumbHOE,
aCTEHWYECKOrO TWMa, MOHWKEHHOTO MUTaHus. [logKoXHO-
KMpOBas KneTyaTka pacrpegeneHa paBHOMEPHO, pasBuTa
nnoxo, UMT - 12,8. [eduumut maccel Tena - 38%. Poct
pebeHka He COOTBETCTBYET BO3PACTy (BOMKH.pocCT - 145¢Mm,
takt.poct - 128cm). Mo UeHTUNbHBIM  Tabnuuam
nokasaTenu pocta W Macchl Tena COOTBETCTBYIOT 30He No2
(3-10nepueHTMnb) - HW3KMIA ypoBeHb. [lepudepuyeckue
nUMAOY3nbl  YBENUYEHbl: MOAYENCTHbIE 2-3 pa3smepa,
enHble, naxoBble - A0 1 pasmepa, NOABWXHbIE,
Oe3bonesHeHHble, He CnasHbl C MATKUMU TKaHsMU. KocTHo-
cycTaBHas cuctema 6e3 BUAMMON NaTomnorum.

B 3eBe ymepeHHas runepemusi, MUHOANMHbI PbIXTbIE,
HaneToB HeT. [IbixaHue yepe3 Hoc cBobogHoe. MNogaeTcs
YBINaXHEHHBIA KACNOPOA 4epe3 KaHtomo. Ha MomeHT
OCMOTpa HOCOBOTO KpOBOTEYEHWs HeT. [lepkyTopHO Haj
NerkuMM  NEroMHON 3BYK C  KOPOBOYHbIM  OTTEHKOM B
BEPXHWUX OTAenax obouX NErkux 1 MpUTYNNEHNE NEroYHOro
3Byka B CPEOHWMX UM HWKHWX OTZenax nerkux ¢ obewmx
CTOPOH.  AYCKYNbTaTWBHO  JbIXaHWE  KECTKOBaToe,
ocnabneHHoe B HWXHUX OTHEenax cresa. Takke MOXHO
yCrbllaTh KpenuTupylowme Xpunbl Ha rmybokoMm Bhoxe
cnesa B obrnactu 5-ro Mmexpebepbe.

'pyaHas kneTka CMMMETPUYHas!, BEPXYLUEYHBIA TOMYOK
BU3yanManpyeTcs Ha 5 Mmexpebepbe, pasnuToil,cpeaHel
cunbl. TepKyTOPHO rpaHuubl Cepala pacluMpeHbl BrEBO:
npaBas - 0,5CM KHapyxu OT NpaBoro Kpas rpyauHbl,
BepxHss — 3 pebpo, nesas - 2,5CM KHapyxu OT cpefHe-
KMOYMYHOM  NMWHMK.  TOHbI  cepAua  PUTMUYHBIE,
MPUMYLLEHbI, CUCTONMYECKUI LYM Ha BEpPXYLUKE CepaLa,
aKLEHT 2-ro ToHa.

Crnmanctass  obonoyka poTOBOW MonocT  GnegHo-
po30Basl, AeCHbl runepemmpoBaHbl. KapuesHble 3y6bl.
JKuBOT yBenuueH B pasmepe, B3OyT, XOPOLIO BMAHA
nepucTanbTHKa KiweyHuka. MepKyTopHO No BCEMY XWBOTY
- TumnanuT. [lpy  manbnauuM  KMBOTA  XOPOLLO
nanbnupyloTca NETNM  KULWEYHWKA W ME3EHTepasibHble
numaoyanbl (menkue). Wym nnecka - oTpuuaTtenbHbIN.
Meteopuam. Kpait neyeHn Haxogutcs Huxe pebepHon ayrm
Ha +6 CM, KOHCUCTEHLWMS NnoTHas!, be3bonesHeHHas. Takke
YBENWYEHa CeneseHka, Kpail BbICTynaeT u3-nog pebepHoil
gy Ha 1,0cM, Heckonbko NnoTHasi, 6e3bonesHerHas. Ctyn
C KpoBblo OOPAOBO-KPACHOrO LBETAa, CO  3MOBOHHBLIM
3anaxom. Mountbecs cBo60AHO.

Y3/ 6prowHol nomocmu, Manoe0 masa (Hanuyue
XuOkocmu): Ha MOMEHT ocmoTpa B OpOLIHOM MOMOCTU
cBobogHas xuakoctb ~ 200-250 mn, B MOMOCTM Manoro
Ta3a ~300-400 mn, B NneBpanbHoOi NONOCTM Cnpaea BbINOT
~100-110 mn, cnesa He onpeaenseTcs.

YrbTpa3BykoBas AWarHOCTUKa KOMMEKCHas (meyeHb,
KENYHBIA Ny3blpb, MOMKENYAOYHAN KENesa, CeneseHka,
noyek): lenatomeranus. CnneHomeranus. BblpaxeHHble
andysHble W3MEHEHUS| MAPEHXWMbl MeYeHu, (No Tvmy
LUMppo3a). [Mpu3Haku nopTasbHON rUNepTeH3NN.
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YNnoTHeHWe W YTONWEHME CTEHOK XEM4HOro My3bips
OnddysHble WU3MEHEHUs NapeHXUMbl  MOAKENYAOUHON
xenesbl, ceneseHku. [uddysHbie M3MEHeHUs napeHxXumbl
MoYeK MPEeMMyLLECTBEHHO 3a CYEeT KOPTUKANbHOMO Cros.
MpusHaku HecbponaT. YnNrnoTHeHMe W gedopmauus
YalLEYHO-NTOXaHOYHON cucTeMbl 06enx moyek. HeBmaTos
KWLLEYHMKA. BbINOT B BPIOLIHOI MOMOCTM W B Marniom Taay.

Y3U nneepbi u nnegpanbHol nonocmu.

B nnespanbHoi nonoctu cBoGOAHAs XMOKOCTb: - Ha
MOMEHT 0cMoTpa cnpasa ~ 17 mm, okono 170 mr, cnesa ~
10mm, okono 100mn.

KomnbloTepHas Tomorpacusi He mpoBoauMnachk Tak Kak
pebeHok Obin He TpaHcnopTabenbHbIM, Haxoauncs B
nanarte WHTEHCMBHOMN Tepanui.

PebeHky npoBoaunach aHTWbakTepuanbHas Tepanus

(MeponeHem, BaHKOreH, MpOTMBOrpUBKOBas Tepanus),
aHTUremMopparmyeckass  Tepanusi,  renaTtonpoTeKTopHas
Tepanua  (renagud, renTpan,  amuHonnasmanb-rena,

ypcodhanbk), hepmeHTo3amelLarowas Tepanms (kpeoH). o
obwum aHanu3am  KpoBW, B AWHAMWKE, Ha OHe
MHOTMOYMCEHHbIX BHYTPUBEHHBIX TPAHCKY3MM AneMeHTamu
KpoBW (TpomOOLMTBI, adepesHble, BUPYCUHAKTUBMPOBAH-
Hole A(ll) Bropas Rh(+) nonoxurensHas) ypoBeHb
TPOMBOLMTOB JOCTUraN BCEro MNULlb MUHUMANBHBIX UnUdp,
BapbupoBanca Ha yposHe 9-11*10%n. [ns yganeHus
cB06OAHO XnakocT B OptoLUHON nonocTu Bbin NpoBegeH
nanapoueHTes, 6bINo yaaneHo B TeYeHUn 2 Heaenb OKOMo
1500-1700 mn XuakocTu.

[Baxabl Oblna oOpraHuM3oBaHa TenemeauuuHa Cco
cneyvanmctamn  HHMUL r.  Hyp-CyntaH (renatonor,
XMpypr, racTpoaHTepornor) Obina npoBedeHa Koppekums
nogfepxusarllen  Tepanuu. Bbina npoBsegeHa
KOHCymnbTauus ¢ npodeccopoM Kadeapbl XMpypruyeckux
Bonesxen PHMMY um. H.W. Muporosa, g.M.H. Lunosckum
B.H. no nosogy BO3MOXHOro NMpoBeAEHWs OnepaTUBHOMO
BMELLATENbCTBA NYTEM LIYHTMPOBAHUS, KaK €4MHCTBEHHOTO
LIaHCa NPOAEHMUS XU3HU NaLMeHTa.

PebeHok Obin KOHCYNbTUPOBaH PEHTreH-
SHOOBACKYNSPHBIM ~ XUPYPrOM,  [MlaBHbIM  BPayoM
MeauumHekoro LeHTpa "Kopauc”, r. Munck - fOpneguy ..,
KOTOpbIM ObINO PEKOMEHA0BAHO NPOBEAEHIE aMBoNU3aLmMmn
Cenes3eHOYHOM apTepuu, Tak Kak MpW BbIKMIOYEHUM W3
KpOBOTOKA 4acTW CerneseHkW, nopTarnbHas runepTeH3ns
YMEeHbLUAeTCs, BCNEACTBUE CHWKEHUS OTTOKa KPOBW MO
CEne3eHOYHOM BeHe, Takke B CEne3eHKe paspyluaeTcs
MeHbLUEe KonnyecTBo TpomboumToB. [locne npoBegeHus
PEHTIEHO3HA0BACKYNIAPHON 3MOONM3aLMM  Cene3eHOYHOM
apTepu, B [MHamMMKe  KONMYECTBO  TPOMOOLMTOB
yBenuuunoch o 139*109/n, Be3 TpaHCdy3um anemeHTOoB
kpoBu (TpomboumToB). Mpu Bbinucke CocTosHWe pebeHka
OCTaBanocb CrabunbHo TskenbiM.  Co3HaHue  SCHOE.
l'emopparMyeckun - CMHOPOM  MOMHOCTbI  KyMUPOBaH.
Bonesoit  cuHOopom  OTCyTCTBYET. KOXHble  MOKPOBbI
BreaHolt okpacku, BbiCkINaHWI HET. Ha XuBoTe, Ha rpyaHOi
KIEeTKe U HIKHWUX KOHEYHOCTSIX BEHO3HAs CETb CTana MeHee
BbIpaXXeHHOW. Manblpbl pyk W Hor no Tuny «bapabaHHbIx
nanoyek», UMM «4acoBbIX CTEKon». [bixaHue 4epe3 Hoc
ceobopHoe, YA 22 B MuHYTY. B nerkux fbixaHue cnpasa
ocnabneHHoe, KpENUTUPYIOLLME XpWMbl MO BCEM MOSAM,
CrneBa [blXaHWe JKECTKOBATOE, B HWKHUX OTHenax
ocnabneHHoe, eOVHWYHbIE  KPEMUTUPYIOWME  XPWMbI.
[MokasaTesb NyNbCOKCUMETPUM Ha (HOHE OKCUreHoTepanuu

99%.ToHbl cepaLa cTann bonee siCHee, PUTM NPaBUIbHbINA
¢ YCC 120 munyty. Al 100/60 mMm.pT.CT. XKMBOT yBENUYEH
B pa3vmepe, HeCKonbko B3AyT. [enaTonueHanbHbIA
cuHgpoM. [leyeHb: npaBas [ons NO  Kpaw NpaBou
pebepHONM Oyru, pesko yBenuyeHa nesas gons, + 6¢M n3
nog  pebepHOM  OyrM,  MAOTHOW  KOHCUCTEHLWM,
OesbornesHeHHa. CeneseHka MNnoTHas, B AMHAMUKe
HECKONMbKO yMeHblleHa +4cm u3 nog pebepHon ayrw,
BesbonesHeHHa. Mouutcs cBobogHo.

YunTbiBass  MOMOXKWUTENbHYK — OMHAMMKY  KMMHWKO-
nabopaTopHbix Mokasatanen BonbHOro, crabunnsauum
COCTOSIHUS, KYMMPOBaHWS remopparuyeckoro u bonesoro
CUHApOMa, NOMOXUTENBHOW AUHAMUKM NOCE NPOBEAEHHOM
onepauum  3MbBonM3aLMM  CENe3eHOYHON  apTepum
(YMeHbLUEHNE pa3MepoB CeneseHku), yBEnuueHue uucna
TpomBouunToB 6es TpaHcy3um TpombBomacchl,
MCYE3HOBEHME BbINOTA B  MNEBpanbHbIX, OPHOWHBIX
MonocTsX U B Marnom Tady pebeHok N0 HacTOSHMIO MaMbl
pebeHok Bbin BbIMMCaH AOMON MO KOHTPOMIEM Y4aCTKOBOrO
Bpaya C ynyulieHnem obuiero coctosHmus. (Puc.2.)

PucyHok 2. Bup pebeHka yepes 2,5 mecsiua
nocne aM6onu3aLun cene3eHoYHON apTepumn

KnuHuyeckun puarHo3: MykoBMCUMAO3 CMeLUaHHas
topma, reHoTun onpegeneH c. 1545_1546 del,c. 3196C, B
KOMNayHA reTepo3vroTHOM COCTosHMM. Linppos neuenw.
MopTanbHas runepTeHaus. lNeveHouHas 3HUedanonaTus.
BropuuHas  TpomboumTtonenms. [OH Il - cTeneHu.
XpoHuyeckuit  OBCTPYKTUBHBIA  BPOHXUT.  BpoHX03KTa3bl
UNNNHAPUYECKNe, OWCCEMUHUPOBAHHbLIE, ABYCTOPOHHMUE.
lMHeBMOCKNepO3 NpaBoro Nerkoro U BepxHen LONu NeBoro
nerkoro. XpoHUYECKMin NaHCUHYCUT. XpoHUYeckas Tshkenas
naHkpeaTuyeckas HegocTaTouHocTb. AHemus Ill-cTeneHu,
xenesopeuuUTHas,  FMNOXPOMHAs,  PEreHepaTopHoOro
Tmna, CMeLLaHHON 3TMONOrN (MHeKUMOHHO-
anuMeHTapHasi, nocTreMopparmyeckas)

berkoBo-aHepreTuyeckas HemoCTaTouHoCTb, |ll-cTenenu,
npe- 1 NOCTHAaTarbHOro NPOUCXOXOEHUs, nepros nporpeccu-
POBaHWS, XpOHUYeckas hopMa, CMeLLaHHOM STUOMOTUN.

Oo6cyxpaenue

[aHHbIi  KNMHUYecKuir cnyyail SBnsSeTcs npuMepoM
MYKOBMCLMAO03a, CMeLaHHoin opmbl. Hecmotps  Ha
KpUTUYECKW TSDKENOE COCTOsHME pebeHka, nocne nposese-
HWS  ONEepaTUBHOTO  BMeLLATENbCTBA WM KOPPEKTHOM
naToreHeTU4eckon,  CUMNTOMATUYECKOA,  MHTEHCWUBHOM
Tepanun ucxog 3aboneBaHns Npu JaHHOW rocnuTanu3aumum
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Kimanvecknii coryvaii

Bbin  GraronpusTHbIM. HO Henb3s He OTMETUTL YTO,
MYKOBUCLIN03 XPOHWYECKOE Heusneuumoe 3abonesaHue,
noaToMy BOMbHbIE HYXOATCS B aKTUBHOM AWUCMAHCEPHOM
HabntoaeHU W HENpepbiBHOM  feveHun. Y  OfHWX
NawLWeHToB, HECMOTPS Ha CBOEBPEMEHHYID AUarHOCTUKY M
afleKkBaTHYK  Tepanui, nopaxeHne  BpOHXONEroyHo
cuctembl ObICTPO Mporpeccupyet, y [Lpyrvx AMHamuka
u3meHeuih bonee bnaronpusTHa.

BuiBogbl. Mcxogs w3 BbIeN3NoXeHHOro, crnegyet
cAenatb BbiBOA, O HeoDXOOMMOCTW NpPOBELEHMS paHHen
QMarHoCTUKM ~ MyKOBMCLMAO03a AETAM, YTO  Hanpsamyto
CBS3aHO C OmaronpusiTHBIM  NpOrHO30M  3aboneBaHus.
OcobeHHO  pgeTsiM, poAMBLUMMCS C  MEKOHWaNbHbIM
WneycoMm, OnpedenuTb — KOHLEHTpauuu  TpuncuHa B
CbIBOPOTKE KPOBW (MMMYHOPEAKTWBHBIA TPUMCUH), ANS
NPeaynpexneHnss OOHUM U3 OCMOXHEHWA Kak LMppo3
neyeHu. MayneHTbl ¢ MEKOHWANbHBIM UINEYCOM CKMOHHbI K
(hOPMMPOBAHMIO  LMPPO3a  MEYEHW,  annepriyeckoro
BpoHxoneroyHoro acneprunnesa, SNEKTPONUTHBIX
HapyweHun (cuHgpom nceBpo-bapTTepa). B cnyuae
pasBuUTHS nopTarnbHoM runepTeHsuni, TSXEnon
TPOMOOLMTONEHNM,  HEMMOXO  3apekomeHzoBana  cebs
PEHTTEHOSHAOBACKYNSpHas 3aMbonmMaaums Cene3eHOYHON
apTepuu. lMonyyeHHble B HacTosien paboTe pesynbraTbl
HanpaBneHbl Ha  MoAJepXaHWe  HYTPUTUBHOTO U
pecnupaTopHoro cratyca, npeaynpexaeHue OCOXHEHWH,
4TO NO3BONAT AOCTMYL YPOBHS MPOLOIKUTENBHOCTU U
Ka4ecTBa Ku3HM 6OMbHBIX AETEN MYKOBUCLIMAO30M.
KoHprnukm unmepecos: He 3as8neH
Bknad aemopos:

Tokmabaesa b.)K. — HayyHoe pykogodcmeo, aHanu3 U Hay4Hoe
conpoeo»«)eHue cmambu.

Ka6Oonnuna X.Y. — HanucaHue nepeoHavyanbHO20 mekcma
cmambu, paﬁoma ¢ 8bInuckoli ucmopuu 60nesHu.

CarbHObikoga XK. — Paboma ¢ pe3ynmbmamamu aHKembl,
obpabomka daHHbIX, Nod2omoska pe3tome.

¢uuuucupoeaHue: MemoyHukos CI)LIHaHCUpOSaHUH Hem.
Mamepuan 0ns OanHol cmambu He nodasancs 0n1s nybnukayuu
8 dpyeue u3daHus.
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