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PE3IOME

MYKOBVICLlVI,El03 — YyacToe MOHOTreHHoe 3aboneBaHue, Hacnegywueecd no aytToCOMHO-pelecCMBHoOMy Tuny
N MMeLLee TAXKeJloe Te4eHne N NPOorHos. Onpep,enﬂlommmm ANA XU3HN 60NbHOTO ABNAOTCA XapakTep

1 CTENEHDb NMOPaXeHUA NErknx, a Tak»Ke CMCTeMbl NULLIEBapPEHNA, Npexxae BCcero I'IO}J,)KEJ'IWJ,O‘-IHOIZ »xenesbl

1 neyeHun. C KoHua 1960-X IT. NOABUANCb ONMCAHUA COYETAHMA LieNTaknm n MyKoBuMcumngosa. MHorve aBTOPbI

CYMNTAOT NX aCCOUMNPOBAHHbIMU 3aboneBaHUAMM.

MpviBoAMM Cilyyai No34HEN ANArHOCTUKM LieSIaknum y 60fbHON C MyKOBUCLIMA030M, TaKKe NMO34HO AuMa-
FHOCTUPOBAHHbIM, UTO MPUBENO K 3aJePXKKe Ha3HAUeHVA afleKBaTHON Tepanuu, TAXKEbIM HapyLeHUAMM
HYTPUTMBHOTO CTaTyca U GU3NUECKOTrO Pa3BUTUA PebeHKa, YyTAKENEHWNIO TeUEHUSI OCHOBHOTO 3a60/1eBaHus
KnioueBble cnoBa: MyKOBUCLNA03; LEeNNAKKA; MO34HAS ANArHOCTMKA.

SUMMARY

Cystic fibrosis is frequent monogenic disorder inherited in an autosomal recessive manner and has a severe
course and prognosis. Crucial for the patient’s life are the nature and extent of lung injury, as well as the
digestive system, especially the pancreas and liver. Since the late 1960’s. appeared describing a combination
of celiac disease and cystic fibrosis. Many authors believe their associated diseases.

Cited the case of late diagnosis of celiac disease in patient with cystic fibrosis, diagnosed as late, which
delayed the appointment of adequate therapy, severe violations of nutritional status and physical develop-
ment of the child, the current weighting of the underlying disease.

Keywords: cystic fibrosis; celiac disease; late diagnosis.

MYKOBI/ICHI/IHOS (MB) cunonnm — kucropubpos,
MKD 10 E — 84.0-84.9, nar. cystic fibrosis —
YacToe MOHOTeHHOe 3abojieBaHIe, Hac/lefyoleecs
10 Ay TOCOMHO-PEeL[eCCBHOMY TUIIY 11 MMeloliee 00bI4-
HO TsDKeTIoe Te4eHNe VI POTHO3. PacpocTpaHeHHOCTD
MB coctasnser ot 1:2500 1o 1:12000, B cpegaem 1:4900
HOBOpOXZeHHBIX (BO3) Ilo maHHBIM HEOHATaIbHOTO
ckpuHuura (M3 P®, 2009), yacrora MB B Poccun co-
crasisier 1:10080 HOBOpOXIeHHBIX [1].

PasButue 3aboneBaHuA 00YC/IOBJIEHO MyTalyei
reHa MYKOBUCLVJJO3HOI'O TPaHCMeMOPaHHOIO pery-
naropa nposopumoctu (MBTP, CFTR). B pesynbrate
medexTa 6enKa «MyKOBUCHMIO3HBI TPAaHCIOPTHBIN
perynarop, CFTR» HapymraeTcss TpaHCIIOPT 37IEKTPO-
JIUTOB Yepe3 KJIeTOUYHble MeMOpaHbl. Ha moBepxHOCTH
KJIETOK ST TE/N A MOBBIIIAETCA KOHIICHTPAIVA IOHOB

Na u Cl—, cekpeTbl Bcex 9K30KPYHHBIX XKeJle3 CTryla-
J0TCS, YTO IIPUBOJUT K PA3BUTHUIO MYTbTUCUCTEMHOTO
3a00/1eBaHIISI C TOPaKeHMeM OPOHXOIETOYHO CUCTEMBI,
CUCTEMBI NUIIEeBAPEHN, PEIIPOAYKTUBHON CUCTEMbI
U IIpeXIeBpeMeHHOI rubenn.

OnpepensomuMu 151 XXU3HU OOTTBHOTO SBISIOTCS
XapaKTep M CTEIeHDb IOpakeHMs JIETKMX, a TaKXe CU-
CTeMBbl NUIIEBAPEHN S, IPEX e BCETO MOKeMYLOYHOM
JKeresbl 11 edeHN. CpeH A IPOJO/KUTETbHOCTD KUSHI
B PO cocraBnser 28 y1eT; B HEKOTOPBIX CTPAaHAX TOCTH-
raet 50 u 6osee net. braropaps ycnexam Tepanuu MB
B pasBUTBIX CTPaHaX HEYKJIOHHO PACTeT YMCIIO OONIBHBIX
TTOJPOCTKOBOTO, IOHOIIIECKOTO BO3pacTa M B3POC/IBIX,
YTO CBUJIETEIbCTBYET O IIOCTEIICHHON ero TpaHcdopMa-
1y 13 6e3yCc/I0BHO (haTabHOro 3a60/IeBaHM A IeTCKOTO
BO3PAacTa B XPOHMIECKYIO IATOTOTHIO B3pocbIX. bonee
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TOTO, y4eHble J1 CTIeLIMa IVCTBI, 3aHMMAIOIINeCs: MyKOBYIC-
uuposoM B CHIA, yxe npeanonararor, 4yTo K 2010 rogy
OH CTaHeT U repraTpuIecKoii mpobiemoin [2].

B cBoeit nexuunu B 1887 rogy Camioan [lxu (1839-
1911), Bpau 6onbpHUILBI CB. Bapdomomes n meTckoro
rocnutans Ha OpMoHA-cTpUT, JIOHIOH, onucan CUH-
IpoMm, KoTopslit oH Ha3Ban “the coeliac affection™ «Bup
XPOHMYECKOTO HeCBAPEHNA, KOTOPBI BCTPeYaeTCs
y JIUI] BCeX BO3PACTOB, HO 0COOEHHO YacTO HOpakaeT
mereit oT 1 5o 5 y1eT. CUMITOMBI 00JIE3HN XapaKTePHBI
BUJIOM CTYJIa: OH KMIKMIL, HecOpMUPOBaHHBII, OfjHa-
KO He BOJISTHUCTBIN; 607ee 0OMIbHBII, Y4eM CheleHHa st
nuia; 671efHOTO 1[BeTa, KaK Py HEeTOCTaTKe YKemdl;
TIeHVICTHIN, 6p0;[5{m1/1171, KaKOBOJ BUJ, BEPOATHO, IPH-
HUMaeT OT hepMeHTALNY; YPE3BbIYaITHO 3T0BOHHBIIL,
nuia 6oee THNET, YeM ITepeBapuBaeTcs» [3]. [IBa Bax-
HBIX OTKPBITHA, CAeTaHHBIX B 1950-€ rogpr: neppoe —
orkpeitue Willem Dicke ponu riroreHa B 9Tnomorun
nenyaxkuu B 1950 rony [4], 1 BTOpoe — ob6Hapy>keHMe
noBbIeHHOro KonmyecTBa NaCl B TOTOBOI JKMIKOCTI
npu MB Paul di Sant’Agnese B 1953 rony [5] — mosBo-
JIVIJIV BBIJIE/TATD U1 Y€TKO PasrpaHNYUTh IBe Hanboee
Ba>KHBIE IIPMYMHBI 9TOTO CMHAPOMA: ITIOTEHOBA A 9HTE-
pomatys (Lennakis) U MyKOBUCIU03 (KucTopubpo3
TIOJI>Ke/TY LOYHOI YKeTle3bl).

OpHako ¢ koHIa 1960-X IT. HOSABVUINCH OIMCAHISA
COYeTaHMs 3TUX ABYX 3a00/IeBaHMII, B TOM YHCIe Ce-
MeliHble c1y4an [6—9]. MHOTVe aBTOPBI CYMTAIOT VX aC-
COLMMPOBAaHHBIMU 3a007TeBaHMsAMN. B Hallleit KTMHMKe
HaO/MIONAIOTCA 5 BeTeli ¢ MyKOBUCLIUIO30M I LIeIMaKUelL.
[TpuBoAMM cTydait MO34He AMATHOCTUKMN LeTNaKIN
y 60IbHOIT ¢ MYKOBYCILIIO30M, TAK)XKe II03[THO AMarHO-
CTUPOBAHHBIM, YTO IIPUBEJIO K 3ajjep>KKe Ha3HAYEeH A
aZleKBaTHOM TepaIlni, TSKebIM HapyLIeHNAM HYTpH-
TUBHOTO CTaTyca U GU3NIeCKOro pasBUTHSA pebOeHKa,
YTSKeJICHUIO TeYeHV A OCHOBHOTO 3a00/IeBaHIIA.

NCTOPUA BOJIE3HU

ANAMNESIS VITAE

Anexcanpgpall., 9 neT, feBoYKa OT MOIOAIBIX 3JOPOBBIX
ponuTtereit, ot 3-it Gpusnonornyeckoy (HopManabHO)
6epeMeHHOCTH, 3 CPOYHBIX POJIOB, BeC/POCT IPY POXK/ie-
Hun 3400 r/52 cMm, orjeHKa 1o 1mkasne Amrap 8/8 6annos.

PebGeHox ot 1-11 6epeMEeHHOCTU yMep B BO3pac-
Te 4 MecsIieB (JMarHo3 «reMOPParndecKuii KOmmuT»?).
PebeHok OT 2-11 6epeMeHHOCTI — 3[0pOBasi IeBOYKa.

ITepBBIM IpoOsiBIeHMeM 3ab0eBaHuUA ObLIA JIV-
TeJIbHASA Ayapes ¢ 2,5-MeCsIYHOr0 BO3pacTa, peOeHOK
HaO/TI0Na/ICS y TaCTPO3HTEPOJIOTa II0 MECTY )KUTENbCTBA
C JUArHO30M «JMCOaKTepuo3». B TedeHue mepsoro
rofia )KM3HU [IeBOYKa IIepeHec/a 2 THeBMOHNY, Jlajiee
YJacTble OPOHXUTBI, THEBMOHNUY 1 pa3 B rof (Iomyyana
aHTUOaKTepuaabHOe M CUMITOMAaTUYeCKOe JiedeHue),
OTCTaBajIa B Bece.

B 4,5 roga obHapy>keHa cTeaTopes (HeilTpaJIbHBbII
KMp B Kasie). PebeHok 00ceioBaH B 60MbHMIIE TIO Me-
CTY >)KUTEIbCTBA U, CO CJIOB MaTepy, ObIIN VICK/TIOYEHBI
IMArHO3bI «MYKOBMCIVJIO3» U «LIe/INaKNs», HECMOTPSA

Ha IOIOKUTENbHBIN ToTOBBIN TecT (Cl- — 86 mmol/l),
OIHAKO BBINMCKA U3 MCTOPUM OONE3HU OTCYTCTBYET.
YXypuieHne COCTOAHNA € 7 NIeT: yCUIUINCD KallleTb,
CaboCTh, yTOMISAEMOCTD, TOLIHOTA, CHYDKEHNe alllleTH-
Ta, lepecTaa IpubaByATh B Bece. [ocnuTanusuposaHa
B sinBape 2009 ropa, 1o JaHHBIM peHTreHorpadum —
OCTaTOYHBIC ABJCHUA OPOHXOIHEBMOHMI; IIOTyYala
B/B 1le(pTPMAKCOH, Clefyolliee 000CTpeHNe — dYepes
3 Hepenu (QHTUOMOTYKY, IPEJHU3O0IOH C BpPEMEHHbBIM
apdexTom). B 910 Xe BpeMs1 0OHApY>KeHO 3HAYUTENbHOE
yBelIM4YeHye NedeHy U 4-KpaTHOe yBe/lMdYeHye TPaHC-
amMyHa3. B mione u urone 2009 roga — 2 o60cTpeHMA
C KalljieM, IMXOpanKolf; B aBrycre 2009 ropa pe6eHOK
o6cnenosan B HM ty6epkynesa (Mocksa), rie Tybep-
KyJie3 ObUI MICKJIIOYEH M 3allOf03PeH MYKOBUCIIVJIO3.
JleBo4Ka repeBefieHa B OT/ie/IeHIe Ty TbMOHOJIOT N U a7l-
nepronoruy Hay4noro enTpa 3foposbs feteit PAMH.

MPU NOCTYIJIEHUA

CocrosHue TsKenoe (puc. 1 cm. Ha yeemHoli 8KeliKe).
Koska 6memHast, cepo-3eMINCTOTO 1[BeTa, Iepuopou-
TaTbHBIN 1MaH03. CUMITOMBI «0apabaHHBIX TaJI0YEK»
M «9aCOBBIX CTEKO/», OOJIbIlle BBIpAaXKEHHbIE Ha T1ajib-
[[aX HOT. BbIpa’keHHOe CHVKEeHIEe MBIIIETHON MacChl
M HOIKOYKHO- KM POBOJI KeT4atku. YacToTa pIXaHus
24 ¢ MUHYTY, OfBILIKY B ITOKOe HeT. Kalenp mpaxTude-
CKU OTCYTCTBYeT, MOKPOTa Bs3Kasd, THOIHAA, OT/eN -
eTcA ¢ TpynoM. Ilpy nepxyccum — KOpoOOYHBI 3BYK,
IIpM ayCKYJIbTallMM — XKeCTKOe JAbIXaHMe ¢ ocmabie-
HyeM 6O0sblile B HVDKHUX OTHeNax, XPUIIOB HeT. TOHBI
cepilia pUTMMYHBIE, 96 YIapOB B MUHYTY, CUCTOJNU-
YeCKMIT IyM. ANIETUT OTCYTCTBYeT. JKUBOT yBemm-
yeH B 00'beMe, HO MATKUIT, 6e300ne3HeH b, [leueHn
KaMEeHMCTO ITIOTHOCTY + 5 CM U3-TI0fi Kpast pebepHoit
nyru. CeneseHka He yBenudeHa. Cryn opopmiteH 1 pas
B JieHb (To/y4aeT KpeoH). OTekoB HeT. Bec 19 kr (< 3-ro
mepLeHTnsIs), poct 125 cM (25 neprjeHTneit).

MNP OBCJIEAOBAHUNA

Buoxumuueckuti ananus kposu: oOmmit 6MIMpyouH —
34,7 mxmonb/n (Hopma 2,4-20,5), AJIT — 92 ME/n
(nopma 5-40), ACT 113 ME/n (Hopma 5-42), ITTT — 60
ME/n (Hopma 5-35).

Konpoepamma: Bolpa>keHHas cTeaTopes (HeTpalb-
HBII1 )KMP MOKPBIBAET BCe IO 3PEHNS).

Iankpeamuueckas snacmasa-1 kana: 69 Mxr/t (HOp-
Ma 200-500) — TsKenas CTeleHb MaHKPeaTU4ecKol
HeI0CTaTOYHOCTH.

Iloces moxpomvi: Pseudomonas aeruginosa — 107,
rpu6bst Candida albicans > 10000/m1.

Y3U opzanos nuwsesaperus: JKemdHbI My3bIpb
yMeHblIeH — 28 X 8 MM, CTEHKM YTONLIEHbl — 3 MM.
Iopmxenymodnas xenesa — 19 x 12 x 17 MM, 9XOT€HHOCTb
NIOBBIIIEeHA, HeOJHOPOogHAs. Helb3s MCKIIUNTD Haln-
YJe KUCT B 00/1aCTI TOTIOBKY >Keyle3bl. JIuMdoysnbl 14 x
8 MM, runosxoreHHsl. [ledens yBenndena — JIJT = 79 mm,
[T = 107 MM (+0,5 cM), KOHTYp pOBHBIIL. [ MnepaxoreHHa,
muddysHas MelIKoOYaroBas 3XOHEOJHOPOZHOCTD,



mucranbHO ocnmabnen Y3. BopoTHas BeHa 8,7 MM (yBe-
mdeHa). [ledeHOYHBIE BEHBI: KPOBOTOK JIMHEIHBIIL.

Axokapouozpagpus: Jlerounas aprepua — 18 Mm,
aopra — 20MM, nepepHasa creHka: [IDK — 6MmMm,
DK — 15mm, JOK a/c — 35/23; ®U — 0,56; MIKII,
MIIITI — nopwma; JIII — 18 mm; IIIT — 22 MMm; mu-
TPaJIbHBIN, a0PTa/JbHBII K/IallaHbl 6e3 0COOeHHO-
creit. Tpuxycnupanbubii — V. — 2,7M/c, per. +2.
JlaB/IeHMe B IeTOYHOI apTepuy — 43 MM PT. CT. (HOpMa
mo 30). P/R — 0,44 (mopma zio 0,26). v,/v,— 0,9/0,4.
IKCcIeHTpHUYecKas IUIepTpodusA IpaBoOro XKeTy[od-
Ka (guamerp — 148%, TomuuuHa Muokapma — 134%).
YMepeHHO pacummpeHo mpaBoe mpepncepane. Jlepbie
OTZe/Ibl He M3MeHeHbl. KpyIHbIe COCYbI, IeperopoiKi
He n3MeHeHbl. Jlerounas runepTensns. COKpaTUMOCTb
MMOKapfia CHIDKEHA.

Puic. 2. Penmeenozpammot 2pyoHotl K1emKu u npuoarmouHoLx
nasyx 6onvroi Anexcandput I1. ITnesmamu3ayus necouHoti mxamu
noeviuiena. Hepasromeproe ynnommerue 1e204H0tl MKAHU,
J1e204HbLTE PUCYHOK Oepopmuposatn, ycusnen. IIpocsemvt 6poHx06
depopmuposarvl ¢ MHOKECMEeHHbIMU 6pOHX0IKMa3amu. Penmee-
HOM02UMecK e NPUSHAKU NAHCUHYCUMA

Pnoymempus: Ymepenno cHypkena OyKEJL
[eHepan3oBaHHbIE, YMEPEHHO BBIPa>KeHHBIE
HapyIeHV s OpOHXMAIBLHO ITPOXOJVIMOCTH (IIpO-
uenToB): ®XKEJT — 69, O®B, 71, T — 105, 11CB —
68, MOC,,— 68, MOC, — 59, MOC_.— 36.

Boounnemumsmoepagus. HemHoro nosbimre-
HO OpoHXManbHOe conpoTueHye. CTpykTypa
OEJI usmeHeHa 1o o6cTpyKTUBHOMY THIy. BH
II cr., o6¢cTpyKTUBHAA dopMa (IPOLEHTOB):
JKEJI — 65, BITO — 122, OOJI — 159, OEJI —
90, OOJI/OEJI — 47, 5C — 184.

Peumeenozpagus epyoHoti Kaemxu
(puc. 2 A). IlHeBMOTHU3AL U IETOYHON TKaHU
noBbliIeHa. CBEXJX 0YarOBBIX MI3MEHEHUII HeT.
HepaBHOMepHOe YIIOTHEHYe JIETOYHOI TKaHU
B IIPOEKIINY BEePXHeNl JOMU IIPaBOro JIETKOro,
BEpPOATHO, 3a CYeT MHeBMOo(uOpo3a. JlerouHsii
PUCYHOK JileOpMUPOBaH, YCUJIEH 3a CYeT CO-
CY[UICTOTO KOMIIOHEHTa, OOJIblIIe B HIDKHMX 30-
HaX. [leprOpOHXOBACKY/IAPHBI MHTEPCTULII
yronueH. [IpocBeTs! 6pOHXOB fiepOpMIPOBAHbI
C MHOXXeCTBEHHBIMM OpOHX03KTazaMu. CTeHK!
OpPOHXOB YIUIOTHEHBI, yToneHbl. KopHu ner-
KX CTPYKTYpHBIe, pacllMpeHbl, HEOTHOPOJ-
Hole. Cepplie OOBIYHBIX pa3MepoB U (OPMBL
Inadparma pacrono>xeHa OOBIYHO, CHHYCHI
mddepeHIUPYIOTCA. 3aKII0YeHNe: PEHTIeHO-
JIorMYecKasi KapTHa MyKOBUCLIU03a. JlerouHas
IUIIePTEeH3NA.

Penmeenoepagus npudamourvix nasyx Hoca
(puc. 2 B). HocoBble XOf1bl — CIM3VICTas yTOIIIEHA.
IIpaBas u neBasi BepXHeUeIIOCTHAsA Masyxa To-
TaJIbHO 3aTeMHeHbL. JIOOHa s ITasyxa U KJIeTKM peleTyaTo-
o 1abMpMHTa — THEBMATMU3a LA CHIDKEHA. 3aK/TIOYeHue:
PEHTTeHONIOTYecKye IPU3HAKY TAaHCYHYCHUTA.

Komnvromepras momozpadus opzanos 2pyoHoti
nonocmu (puc. 3 A, b). Ha cepuy KOMIIBIOTEpHBIX TO-
MOT'PaMM OPraHOB I'PYAHON IIOIOCTY OCTPBIX OYarOBBIX
U MHOWIBTPATUBHBIX U3MEHEHMIT B JIETKUX He BBIAB-
neHo. OTMeYaeTcss HepaBHOMEPHOCTD ITHEBMATU3aI N
JIETOYHOII TKaHM C MHOXKeCTBEHHBIMM y4acTKaMI KJIa-
IIaHHOTO B3y T, Ha 9TOM (pOHe ollpefie/nsieTcs BbIpa-
JKeHHas fedopMalys TeTrOYHOTr0 PUCYHKA C HaIM4ueM
pacupocTpaHeHHBIX OPOHXO- U OPOHXMONTOIKTA30B
PpasIM4YHON GOPMBI U BeTMYMHBL, IPEUMYIIECTBEHHO
B BEPXHMX M CPEIHMX OT/e/IaX JIeTKIX, a TAK)Ke 3Ha4YM-
TeJIbHbIE U3MEHEeHM I IPUCYTCTBYIOT B 00/IaCTH BEPXY-
1reqHoro cermenTa (C6) HYDKHEI {OM IIPABOTO JIETKOTO.
bBoénpias 4acTh pacliMpeHHBIX OPOHXOB 3aIlO/IHEHA
OpOHXMAIbHBIM CeKpeToM. Ilepr6poHXOBaCKYIAPHBII
U BHYTPULOIBKOBBI/I MHTEPCTULIMIL YTOMIIEH, YIIOT-
HeH. CocyucThIli pucyHok ycuneH. B C2 BepxHerii fonn
IIPaBOTrO JIETKOTO, PACIIONarasch MIPOKIM OCHOBaHIEM
BJIO/Ib MEKI0/I€BOJI I/IEBPBI, ONIpefie/IAe TCs TOKATbHBII
Y4acTOK YIUIOTHEHM S JIETOYHOI TKaHU, BepOATHO, pop-
MupoBaHue mHeBMopubposa. [lpuexamiye m11cTku
IUIEBPBI yTOMIeHbL. IIpocBeT Tpaxeu 1 IITaBHBIX OPOH-
X0B He U3MeHeH. OpraHbl CpefJOCTEHU He CMelleHbI.
BuyrpurpypHasle muMdaTideckye y3/1bl MHOKECTBEH-
Hble, YBeIMYeHBI B pa3Mepax (8-10MM), CTpyKTypa
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Puc. 3. Komnvromepruvie momozpammut 2pyonoii knemiu Anexcanoput IT. Xponuueckuii 06cmpyKmueHvlil GPOHXUM € TOKATbHOIMU 04a2d-
mu nnesmopubposa (C2 npasoeo nezkozo) u OugdysHoie 08ycmopoHHUe 6POHX0IKMA3bL

ux 6e3 TOIOJHNUTENIbHBIX BKIIOYeHMIT. B K1eT4yaTke
A0PTAJIbHOTO OKHA OIpefeNseTcs TMHENHOM (HOopMBbI
MUKpPOKaJIbIMHAT (0ObI3BECTBIEHUE apTepyUalbHO
CBS3KM) — BapMaHT HOPMBL. BujoukoBsas sxenesa romo-
TeHHOJI IFIOTHOCTY, YMeHbIIIeHa B padMepax (6 X 8 MM).
JKnpxocTy B 1IeBpa/IbHBIX OIOCTSX Y IIOTIOCTY TI€PU-
Kappa HeT. [IleBpa/ibHbIe TUCTKM YeTKYE, C HAJIN9MeM
MHO>KeCTBEHHBIX IJIEBPOITY/IbMOHA/IBHBIX CIIaeK, 00/Ib-
Ille cIipaBa. B 30He ckaHMpOBaHM A BU3yaIM3UpyeMble
CerMEHTBI IIeYeHY C Ha/JIM4MeM BbIPa>kKeHHBIX AuUd-
(y3HBIX M3MEHEHUII CTPYKTYPHI 11O TUIY KMPOBOTO
rerarosa (II0THOCTb MapenxuMsel 2—-7 HU npu N 60-70
HU). 3aknouenne: KT — kapTuHa XpOHNYECKOTO 00-
CTPYKTMBHOI'O OpPOHXUTa C POPMUPOBAHUEM JTOKAIIb-
HBIX y4acTKOB ITHeBMOdu6po3a (C2 mpaBoro n1erkoro),
pacnpocTpaHeHHBIX IBYCTOPOHHMX OPOHXO3KTAa30B.
Buyrpurpypzas nuMmdoaneHonatyA. BeiapieHHbIe
M3MeHeHUs Hanubojiee BEPOATHO CBULETENbCTBYIOT
0 HajIM4ye MYKOBJCIVJ03a.
Ilomosuiii mecm Ha annapame Maxpodaxim: SMeKTpo-
nuTel mota — 124, 126 mmons/n (HopMa 10 80 MMOJIB/ 7).
Ilomoeviii mecm no I'ubcory u Kyky: Xnopupsl mota —
146,3 mmornb/ 1 (HaBecka 172 mr) (HopMa 710 60 MMOJIB/ 11).
MonexynapHno-eenemuueckoe uccnedosamnue Ha my-
kosucyuoos (Mucturyr remeruxu PAMH, n. 6. H.
ITerposa H.B.): romosuroTa o myranuu fenpra F508.
Ha ocHOBaHMM KIMHUYECKON KapTUHBI M IPOBe-
IEeHHOTO 00C/IeJOBaHNA JeBOYKE BBICTABJIEH IUATHO3:
MyxoBrcuio3 (FeHOTUIL: TOMO3UTOTa IO MYTaliuu

AF508/AF508), nerouno-kuuieunas Qopma, TsKe-
noe TeyeHue. XpoHmudeckuit fuddysHblil OPOHXUT.
O6ocTpeHne 6pOHXOIETOYHOTO IIpoLiecca 0 OpOHXY-
TUYeCKOMY TUIy. PacipocTpaHeHHbIe OPOHXOIKTa3bL.
ITHeBMO}1OpO3 c-2 cripaBa. [lpIXaTenbHa A HeOCTATOY-
HOCTb II crenenyn. BeHTMIALIMOHHA S HEOCTATOYHOCTD
2-71 cTeneH, 00CTpyKTUBHasA popMa. Jlerounas rumep-
TeH3usA. XpOHIYeCcKoe JIeTOYHOe cepylie. XpoHMYecKas
IaHKpeaTHdecKas HeloCTaTOYHOCTD, TAXKEION CTeIIeH.
Dopmupyrommiics quppos nedeHu. [lopranpHas runep-
TeH3MA. XpPOHUYECKUI TacTPOyOLeHUT. [JucKuHes A
JKeTTYeBBIBOAAIINX ITyTeil. XpOHNYECKNII TBYCTOPOH-
Huil cunycut. OTcraBaHue B GpU3NIECKOM PasBUTHIL.
PebeHky HasHaueHa 6asuCHasA TepaIms:
® OIONHUTeNbHOEe nuTaHme — HyTpuppmHk
(Hyrpunus, Tommanpns) 200 M x 2 p/feHb;
®  Macca)k OpraHoOB IPY[HOI KJIETKM, KMHEe3UTepaIns,
IpeHax;
MepoHeM 1000 Mr X 2 p/fieHb B /B KaIle/lIbHO;
amukanuH 500Mr x 1 p/genp NaCl B /B kanenbHO;
TOBM nurananuonHo o 300 Mr x 2 p/neHb;
cymaMep 125mr 1 neHp npuem, 2 JHA IePEPDIB;
B /B KaIle/lIbHO: aMITHOBEH 6%, rmroko3a 10%;
rentpan400mr x 1 p/menn B /B Kan x 1 p/genns Ne 10;
IIyIbMO3UM 2,5MT X 1 p/neHb;
nasonBaH 1 Tab. x 3 p/meHs;
KpeoH «10000» o 4-8 KaIic. B CyTKI;
ypcocaH 500Mr x 1 p/IeHb Ha HOUb;
BUTAMIHOTEPAINS;

IOJAHHBIE JOIIOTHUTE/IBHOI'O ObCITEJOBAHNM A

AHTHTENA K IIMAJMHY U TKAHEBO
Hopma
TpaHcrayTamMmuHase, Ex/mn
IgG k rmuaguny 50,20 <12
IgA x rmuaguny 30,20 <12
IgG K TKaHeBOII TPaHCTTyTaMMHA3e 108,0 <10
IgA x TKaHeBOII TPaHCTTyTaMMUHa3e 98,0 <10




KarnoteH — 0,5-2,5Mr x 3 p/feHb;
anbKap 2,5 M1 X 3 p/[ieHb J10 e[ibl;
xoduron 1 Tab. x 3 p/meHp;
6nudopM, MMHEKC, SHTEPOCTe/Ib, CMEKTA, TaKTO-
bunpTpyM, S3HTEPOII, XUNaK-popTe.
B orpenenuy Ha oHe Tepaluyu COCTOSHIE € NIONIO-
JKUTENTBHON JUHAMIKOI: YTy YIINIICS allleTHT, CTana 60-
jiee aKTVBHA, HACTPOEHNE Yy YIINI0Ch, YMEHbIIN/IACh
671e{HOCTD KO>KHBIX IIOKPOBOB, OfIbILIKY HeT, Kallle/b
He 6ecriokont. SatO,— 97-98% (mpm mocrynieHun
92-94%). B merkux gpixasue ¢ HeOOMbIINM KeCTKIUM OT-
TEHKOM, PpaBHOMEPHO IPOBOAUTCS BO BCE OT/ETIBI, XPU-
IIBI He BBICyIMBaTCcA. CTymdacToTol, 1-3 p/mens, no-
yo(OpMIICHHBIIT, C IPMMEChIO )KMpa (B CBA3Y € 9eM 103
kpeona 10000 yBenndena o 8 kamc./cyt). OGHAKO CTYII
OCTaBaJICSI HEYCTOMYMBBIM, UTO CBA3BIBAIIY C MACCUBHON
Tepanell aHTUOMOTHKAMYL; AIIIIETUT TaKXKe OCTaBaJICA
Pe3KO CHIVDKEHHBIM, M30MpaTeIbHbIM. JJoMa IpoBO-
AVIach 6asycHas Tepamys, peOeHOK IOMydan KpeoH,
IyIbMO3UM, TOOpaMUIIVH, KYPC B /B aHTUOMOTHUKOB
(popTyM, aMUKAIVIH) KyPC IIPOTUBOrPUOKOBOIL TepaInm
B CBSI3U C BbICeBOM I'puboBs B Kane. Ha ¢one nmposo-
AVIMOJI TepaInM KallleJIb YMEeHBbIINJICS, MOKPOTa CTajia
oTX0oAUTh yuine. OGHAKO COXPAHSICA HEYCTOYMBbIN
CTY7I, TIO3[JHee Ayapes yCuanaach. Martb cBA3bIBaIa
yCUJIeHe AMapet C IpOoBefieHMeM aHTIOaKTepuaIbHO
U IPOTUBOTPUOKOBOI Tepanuu. Pe6eHOK Teps B Bece.
Yepes 6 MecsleB BHOBb IOCTYIN/IA B OTAE/ICHIE
nynpmononoruy HII3[1 PAMH (puc. 2 A-B). O6paiano
BHUMaHMe COCTOsIHME KaXeKcuu: Bec 16,5kr (< 3-ro
HepLeHTIIA), 38 6 MecALeB MUHYC 2,5KT, pocT 125cM
(25-it meprienTNNIB), B pocTe He mpubaBuna. Kpaitaee
UCTOLIeHNe He ObIJIO XapaKTePHO I pebeHKa C MyKO-
BJICI[UZI030M, KOTOPBII B Te4eHNe MOTYTOofia IOTydas
aJleKBaTHYI0 6a3JICHYIO T€PAINIO, B CBA3M C YeM ObII
MPONO/KEH AMATrHOCTIIECKII TTONCK.
Tucmonozuueckoe uccnedosanue 6uUONMamos cuu-
3ucmoti 06on0uku. Kenynok: BbIpa>keHHBII 1MoL -
TapHBIl TACTPUT CIIU3UCTON 000I0YKY PyHaTBHOTO
OTHeNa XemyjKa. [IBeHagaTUIIepcTHA S KUIIKaA (puc. 5
CM. HA Y8eMHOT 8K/leliKe): IONHAA aTPOQM BOPCUHOK,
KPUIITHI YBen4eHsbl 10 450-575 MKM, OTHOLIEHME BOP-
crHKa/KpunTa 0,1. YimomeHne KJIeTOK 1M Te/TNaTbHO-
ro cnosA. Muxpomnonnmnos, Mukposposun. Konmnyectso
ME>X3IUTeNTNATBHBIX TMM(OLUTOB Pe3KO YBeIUIeHO.
JIuMmdouurtapHasa ¥ IIasMouuTapHas MHPUIbTpa-
1M COOCTBEHHO INTAaCTUHKY yBemdeHa. O6pamanoT
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manugpecmavuu. Xponndeckuil nnudQysHbiit
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Jledyenne:
® Juema Ge3zzmomenosas + HyTpuapusk

1m0 200 Mt X 2 p/fieHb;

e npednuszonon 15me per os (M3 pacdera
1 Mr/Kr/cyTKn);

kpeor «10000» no 16 xanc/cyms;
uHraAanuy (depes Hebyarisep):

6epopyain 10 xan x 1,5 My 0,9%-nb1i1 NaCl x
2 p/peHb;

6pamntob mo 300 Mr x 2 p/eHb;
IYZIbMO3MM 110 2,5Mr X 1 p/neHb;

B /B KaIleJIbHO Yepe3 MH(Py3oMar:

kabueH 200 M

rerntpan 400 Mr B /B CTpyIIHO MeJjIeHHO B 1-11 mo-
TIOBUHE JJHS;

AL 200 Mr — yTpo, 200 MT — JieHb;

nasonsaH 30 Mr 110 2 Tab. — yTpoO, 1 Tab. — AeHb;
ypcocas o 500 Mr H/HOYb;

sumamunomepanus (6umamun A 6000 ME/cym, su-
mamun D, 2000 ME/cym, sumamun E 200 ME/cym,
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