Pepnkue n cnoxHblie KNMHU4YECKUe cCuUTyauuu: TpyaHOCTU ANArHOCTUKU U Bbl60p TAKTUKU Nle4YeHuns

OHROTEMATONOIUA 1’2022 tom17

DOI: 10.17650/1818-8346-2022-17-1-82-86

@)ey |

Wauonatnyeckun reMocuaepos erkux
B IGTCKOM BO3pacTe (KNUHMYECKUE Cilyyan)

H.B. Mamoxunckas, M.A. MopryHosa, I1.B. I1erposa, I'. B. Kinrouenko

DI'BOY BO «Boncoepadckuii eocydapcmeeHHblil meOuyuHckuil yrugepcumem» Munzdpasa Poccuu; Poccus, 400131 Boazoepao,
naowads [laswux bopyos, 1

KoHTaKThl:

Hatanes BnagumuposHa ManioxuHckas maluzginskaia@yandex.ru

Nnnonatuyecknit remocmaepos nerkux — pefkoe u Taxesnoe 3abonesaHue, BCTpeyaloLeecs NpenMyLiecTBEHHO B A€TCKOM
BO3pacTe 1 XapaKTepuaytouieecs NaoXuM nporHo3oM. OCHOBHOW KNMHUYECKNI A CUMNTOM — COYeTaHWe TAXEeNOi cTeneHu
TUNOXPOMHOI Xene3ofedULMTHON aHEMUM C TAXKENON peLniuBupyloleil nHeBMoHue. Npu nauonatnyeckom remocuae-
pO3e NIerknx BO3MOXHO pPa3BUTME FEMONTUYECKOTO KOMMOHEHTA C YMEPEHHbIM MOBbILEHWEM YPOBHS HENPAMOTo 6unupy-
OMHa U yCUNEeHWeM 3pUTPONO33a B KOCTHOM Mo3re. 3To 3aboneBaHue, 6nnskoe K cuHapoMmy lyanacyepa, npu KOTOpoM
A0Ka3aHo 0bpa3oBaHue aHTUTEN K GasanbHOi MeMbpaHe KanuanapoB He TONMBKO JIETKUX, HO W MoYeK. B npuBepeHHbIX
KNMHUYECKUX Clly4asx y feTeil 0TMeYanoch U30AMPOBAHHOE NOPAXEHUE KanuANAPOB Nerkux. TaxecTs 3aboneBaHns Gbina
BbIPA)XEHA B Pa3NINYHOIA CTENEHM, HO NPOrHO3 HEGNArONPUATHbIN BCeACTBUE NPOrpeccMpoBaHus hrUbpPo3HbIX U3MEHEHU
B IEFOYHOMN TKaHM.

KnioueBble CNoBa: nauMonatMyeckuini reMocuaepos Nerkux, peLManBupyioLas NHEBMOHUS, PECNUPaTOPHbIA AUCTpecc-
CUHAPOM, TUMOXPOMHAs aHEMUS, TEMOJIU3 IPUTPOLLUTOB, YCUIIEHHbIN 3PUTPONOI3
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Idiopathic pulmonary hemosiderosis is a rare and severe disease in childhood with a poor prognosis. The main clinical
symptoms are a combination of severe hypochromic iron deficiency anemia with severe recurrent pneumonia. The de-
velopment of a hemolytic component with a moderate increase in indirect bilirubin and enhanced bone marrow erythro-
poiesis is possible. The disease is close to Goodpasture’s syndrome, in which the formation of antibodies to the base-
ment capillaries membrane of not only the lungs, but also the kidneys has been proven. In the given clinical cases,
notes an isolated lesion of lungs capillaries. The disease severity in these children was of varying degrees, but the prog-
nosis is poor due to the progression of fibrotic changes in the lung tissue.
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Mnuonarnyeckuii reMocuaepo3 Jerkux — 3abosieBaHue, DTHOJIOTHA ¥ maToreHe3. PaccmarpuBaeTcst posib MH-
XapaKTepU3yIoIlIeecs IMTOBTOPHBIMU KPOBOUIIUSHUSAMU  (DEKIM M MHTOKCUKAIIWI;, HEPEIKM CIy4an pPa3BUTUS
B JICTKVE, Pa3BUTHUEM T'eMOCHIEPO3a M CKIepo3a JISTKMX,  MIMOIATUIECKOTO TeMOCHIEPO3a JIETKHX ITOCIIe KOKITIONIA,
a”emueii [ 1]. BnepBble naronaTnyeckuii reMOCHIEPO3 JIETKUX KOpPH, OCTPBIX peCIUPaTOPHBIX 3a00JIeBaHUI, THEBMOHUM.
orcai P. Bupxos B 1864 1. 3a0osieBaHmne BCTpeyaeTcst pei- OmnpenelleHHOe 3HAUYeHUE MMEET BPOXICHHBIN nedeKT
KO, 0OJICIOT IIPEUMYIIIECTBEHHO AETU B Bo3pacTe 3—8 JieT. 3JIACTUYECKMNX BOJIOKOH CTEHOK COCYIOB Majioro Kpyra
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Pepkue u cnoxHble KnMHUYECKUe CUTYauun: TPYAHOCTU AUArHOCTUKU U BblﬁOp TaKTUKKN NevyeHuns

KpoBooOpaleHus. Beaencrsrue 3Toro BO3HUKAIOT UCTOH-
YyeHUe W AujaTalus KallWUISIPOB M BBIPaXKCHHBIN CTa3
KpPOBM, MPUBOASILINE K NMPONOTEBAHUIO SPUTPOLIMTOB,
YaCTBIM JIETOYHBIM MUKPOKPOBOU3IUSHUSIM [2].

[NoarBep:kneH MMYHOAICPIMYIECKII XapaKTep U0~
MaTUYECKOro TeMOCUIEPO3a JIETKUX, TIPU KOTOPOM IO/,
BIMSTHUEM OIIPENEJICHHOTO CEHCUOMIM3NPYIONIEro hakK-
TOpa IPOMCXOIUT BEIPAOOTKA ayTOAHTUTE K KOMITIOHEH-
TaM aJIbBEOJI U COCYIOB MUKPOLMPKYISITOPHOTO pycia.
O06pasyromuecss MMMYHHBIE KOMITIEKCHI ITOPaXKaloT CTEH-
KU JISTOYHBIX KaITWUISIPOB, BBI3BIBAS MX IECTPYKIIMIO 1 00-
JIeTyasi 9KCTpaBas3alliio 4epe3 MOBPEXKICHHBIC COCYIBI
B JIETOUHYIO TTapeHxumy [3].

Kmnnyeckas kapruHa. 3a00JieBaHNE MIPOSIBIISICTCS
TPUAAOM CUMIITOMOB: TUIIOXPOMHOM aHEMUEN, IIEPUOIU -
YECKMM KPOBOXapKaHbeM U XapaKTePHBIM CUMMETPUYHBIM
ImopaXkeHneM Jerkux (mudby3Hble, IUIOTHBIE, IISITHUCTHIC,
CeTeBUIHBbIC 3aTEeMHEHUS B JIETKUX, TJIABHBIM 00pa3oM
B CPEIHMX M HUXKHUX OTIEJaX — KapTUHA «ITYCTUHBIX
cOT»). XapaKTepPHBHI JICTOYHBIC KPOBOU3IUSHUS U KPOBO-
TEYCHUS C pa3BUTUEM TMIIOXPOMHOI aHEMUHN U JbIXaTelIhb-
HOW HETOCTATOYHOCTHU.

[Ipu mmTenpHOM TedeHUU 3a0oeBaHMs (2—3 roma)
y JAeTeil OTMEYaloTCsl OTCTaBaHME B Macce Tejla M pOCTe,
nedopMalns TPyIHON KJICTKM U MaNbleB («0apabaHHBIC
IMAJIOYKK» ), Pa3BUBACTCS IIPABOXEIYIOUYKOBasI HEAOCTa-
TOYHOCTB, ITPOSIBIISICTCSI XpPOHMYECKasI JISTOUHAsT HETOCTa-
TOYHOCTb. BOJIBIIMHCTBO O0JbHBIX MOTUOAIOT B IETCKOM
Bo3pacte. CpemHsIsI MPOAOIKUTEITLHOCTD XKU3HU COCTaB-
JIsieT 3—5 JerT.

3aboneBaHne MOXET OBITh B hOpME OCTPOTO, MOIOCT-
pOro WJn peuUIUBUPYIONIETO MPOLIECCa C MHOTOJETHUM
BOJIHOOOpa3HbIM TEUEHUEM U CMEHOI IIepUOI0B 000CTpe-
HUl (KpU30B), CYOKOMIIEeHCAIlu 1 peMuccun. Kpus co-
IIPOBOXKIASTCS BIAXKHBIM OOMIIBHBIM KaIlIEM C «p3KaBO»
MOKPOTOM, MHOTJA ¢ KPOBbIO, 00BEM IOTEPU KOTOPO
MOKET JOCTUTATh CTEIICHU BEIPAXKEHHOTI'O KPOBOTECUCHUS;
Yy MaJICHBKMX JeTei BO3MOXKHA PBOTA C IPUMECHIO KPOBHU.
HabGmronaroTcst ombIiKa, MydYUTEIbHBIN Kalllelb, MHOTIA
C PBOTOM, CBUCTSIIME XPUIIBI, TAXUKAPAUS, JTUXOpaIKa
(gacTo ¢ebOpuIbHasI), 00JIb 3a TPYAMHON M B OPIOLIHOM
ITOJIOCTH, CycTaBaX, (OPMUPOBAHUE ITHEBMOHMIECKOTO
craryca, HEpeIKU CIUICHO- M TellaTOMETaInsl, CHIDKCHIE
Macchl Tena [4].

IIporpeccupoBaHue remocuaepo3a Jerkux crocoocT-
BYeT pa3BUTHIO A1 Gy3HOTO THEBMO(DHOpO3a, JIETOYHOMI
TUIIEPTEH3UU U JIETOYHOTO cepaua. JletanpHbli ncxon,
BO3MOXKEH B Pe3yJIBTaTe OCTPOTO JISTOYHOI'O KPOBOTCUEHMS
¥ HapacTaHUS IbIXaTeJIbHOU HEIOCTaTOUHOCTH.

JlrarHo3 ycTaHaBIMBAOT HA OCHOBAHWN KIIMHUYECKIX
MPOSIBJICHUH, TTIOKa3aTtesieii meprugeprnIecKoit KpoBU, JaH-
HBIX PEHTTEHOJIOTMYECKOI0 UCCIIeI0BAHMSI, KOMITBIOTEP-
HOIT TOMorpadui, MAarHUTHO-PE30HAHCHOM ToMorpadun
C KOHTpacTUpOBaHUEM, OPOHXOCKONUU, OOHAPYKEHUSI
MakpodaroB, Harpy>kKeHHBIX TeMOCUIEPUHOM, B MOKPOTE
U TIPOMBIBHBIX BO/IaX XeJryaKa (0COOCHHO y IeTel paHHe-
ro BO3pacTa, KOTOPBIE 3arjaThIBaloT MOKpoTy). [Ipu 3a-

TPYOIHEHUU B TUAaTrHOCTUKE BBITIOJIHAIOT OIIEPAllMOHHYIO
WIA acCIIMPallMOHHYIO OUOIICUIO JIETKOTO, BBISBIISIIONIYIO
B IIperapaTtax JerOYHOM TKaHU ITOBBIIIEHUE YPOBHS XKe-
ne3a (B 100—200 pa3) u remocunepodaro, ¢pudpo3 MH-
TEePCTULIHS.

7151 ne9eHrsT TeMOCHUAepo3a JISTKUX MCITONIB3YIOT KOp-
THKOCTEPOUIBI (ITPEAHU30JIOH), 3((DEKTUBHO IIPUMEHEHIIE
KOMOMHAIIMKU IIUTOCTAaTUKOB (a3aTHMOIpPUHA, IIUKI0DOC-
¢ana) u ma3macdepesa, MO3BOJISIONIETO MHIMOMPOBATh
oOpa3zoBaHue ayTOAHTUTE U yIaJUTh paHee BbhIpabo-
TaHHBIC.

B xauecTBe CHUMITOMATUYECKOTO JICUCHUS UCIIOIb3Y-
0T aHTUKOATyJISSHTHBIE M aHTHarperaHTHBIC CPEICTBa,
Mpernaparsl xkeje3a, opoHxoauTuku. [1pu HeapdekTus-
HOCTHM KOHCEPBAaTUBHOI TepaImu IPOBOIST CINIEHIKTO-
MMUIO, TTO3BOJISTIONIYIO CYIIECTBEHHO YBEJIUUMUTD MEPUOI
PEMUCCHUM, CHU3UTH OCTPOTY KPU30B U IIOBBICUTD ITPOIOJI-
XKUTENbHOCTh XXU3HU MaleHTa [5].

Knunnyeckun cnyyaii 1

Maavuuk, 8 arem, 6bin 20CRUMANUUPOBAH 8 OemCKoe
OHK02eMamon02u4eckoe omaoenenue ¢ JHcarodamu Ha omema-
6aHUE 6 PUUUECKOM PA38UMUU, BbIPANCEHHYIO 0Ae0HOCMb
KOJMCHBIX NOKPOB08, NOBBIUEHHYIO YIOMASLEMOCHb.

Anamnes ncusnu. Poouncs 3-m pebeniom 6 cemve, Hedo-
Howennoim. Cpok eecmayuu 26 Hed, macca npu poxcoeHuu
1000 e. Haxoduacs Ha ucKkyccmeenHoll eHMUAIuUU NeeKux
10 Oueii, 3amem — Ha 8vbiIxaNCUBAHUU 8 OMOCAEHUU NAMOAO0-
euu HedoHoueHHblx. Boinucan domoil uepes 2 mec. Toayuan
UCKYCCMBEHHOE 8CKAPMAUBAHUE A0ANMUPOEAHHBIMU MONOY -
HbIMU CMeCAMU, OMCMABAL 8 NCUXOMOMOPHOM PA36UMUL.
Jleoe cmapuiux demeti 6 cemve 300posut. Manvuuk Obi1 61e0-
HbIM, NPU IMOM ROOBUNCHBIM. J]o 4 rem npodhurakmuueckue
NPUBUBKU NPOBOOUNUCH COAACHO KAAEHOAPHOMY NAAH).

Anamnes 3aboaeeanus. B éozpacme 4 nem neped npoghu-
AAKMUHECKOll NPUGUEKOU 6 aHaAU3e nepugepu4eckoil Kposu
Y nayueHma Obia0 GbIA6AEHO CHUNCCHUE YPOBHS 2eMO2A00UHA
0o 53 e/a. Bepugpuyuposan duaenos dxcenezodedpuyumuoii
anemuu. Jleuenue nposoounocy 6 2emamonoeuecKkom omoe-
JNeHUU npenapamamu xcenesa (peppym aex 6HympuMbluleHo,
kypcosas doza 500 me). Ilayuenm 6ovin ebinucan domoi
¢ ypogHem eemoenobuna 82 e/n 0431 npoooadceHuUs neHeHus
amoOyaamopHo nepopasbHbIMU NPenapamami jceaesa.

B aseycme 2017 2. (603pacm 6 nem) ommeueHo no8mop-
HOe CHUJICEHUEe YPOBHSL 2eMO2A00UHA, NO NPUHUHE KOMOPO2O
nayuenm noAy4an npenapamol Jceae3d NAaApeHmepasbHo.
B anpene 2018 2. (603pacm 7 nem) ommeueHo peyudusupy-
fouee meuerue jcene300epuyUmMHoOU aHemuu: Kaxcovle 6 mec
YPOBeHb 2eM02100una chuxcaics 0o 57 /A, Habawdarocs
YMeHbUleHUe YPOBHS CbIBOPOMOUHO20 Jicene3d, Y¥mo couema-
A0Cb ¢ pasgumuem 0Cmpoil pecnupamopHoll UPYCHOU UHGDeK -
yuu (OPBH), bponxuma.

B cenmsbpe 2018 e. y nauuenma pazeunuco 08ycmopoH-
HSISL NHEGMOHUSL, N1e20UHAS 2UNEPMEN3Usl, OCIPbLIL Pecnupa-
MOPHbBLI ducmpecc-CUHOpOM, OMeK AeeKUX, OMeK 20108H020
Mo032a, QUCCEMUHUPOBAHHOE BHYMPUCOCYOUCHOE CEePMblEa-
Hue (8 Koaeynoepamme nosvlienHoe codeprcanue D-oumepa
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do 20 mke/ma), émopuunas Kapouomuonamus, 6eaKo6o-
aHepeemuueckas Hedocmamoyurocms 11 cmenenu. Ilo dannsim
YALMPA3BYKOB020 UCCA008AHUSA BbIABNEHA A2eHe3Us 1e80l
nouku. Ha amom ¢hone pazeunace msscenas cmenens sicene-
300euyumnoil anemuu (yposens cemoenobuna 57 2/n).

Burone 2019 e. y nayuenma no8mMopHo 603HUKAU msdice-
A1as1 6He00AbHUMHAS NOAUCE2MEHMAPHAsL NHEEMOHUSL, OCIPbLIl
PecnupamopHulii oucmpecc-cuHopom, 0bixameabHas Hedo-
cmamoynocms I cmenenu, duccemunupogannoe gHympu-
cocyducmoe ceepmuléanue, OMMeUeHbl CHUNCEHUE YPOBHS
eemoenobuna 0o 58 e/ u nogvluierue ypoeHs OuUAUpyoOUuHa
00 44,5 mkm/n 3a cuem Henpsamou @paxuyuu. B moyesom
ocadke HabA00aAUCh YMePeHHAs AeUKOUUMYPUsL U 3PUMPO-
yumypusi.

boavHoil noayuan cmayuoHaproe neveHue aHmubakme-
PUANBHBIMU Rpenapamamiu, npeoHU30A0HOM GHYMPUBEHHO,
He(paKYUOHUPOBAHHBIM 2eNaPUHOM 8HYMPUBEHHO, ObLI0 Bbl-
NOAHEHO nepeausanue IpUMpoOYUMHOL MACChl U CEelce3amo-
POdICeHHOl naasmbl. PenmeeHonoeuuecku viasiena 08ycmo-
POHHSASL 04ae08as nHeeMoHUs. Unguibmpayus neeoutoil
mKanu ucuesna uepes 4 ous. I[layuenm 6vin gvinucan c ypog-
Hem eemoenobuna 114 2/a.

B cepedune pespans 2020 e. nocae nepenecenroii OPBU
Mame nAyUeHma cmaia ommedams y Heeo Hapacmarouyro
01e0HOCMb KOJCHBIX NOKPOBO8 U NOGBLUEHHYIO YMOMASA-
emocmb. Yposens eemoenobuna cocmaensn 63 e/a. [layuenm
Obl1 HANpasaeH Ha CMAYUOHAPHOe AeYeHue.

Ilpu nocmynaenuu (02.03.2020) 6 onkoeemamonoeu-
yeckoe omadeneHue cOCMOsHUe NAYUEHMA PACUEeHUBAN0CH
Kak maxcenoe. Pe3ko ebipadcervl 61e0HOCMb KOJCHBIX NO-
Kpo6o8, c1abocms, CHUJCeHa 08ueamenvHas aKmueHOCMb.
Manvuuk noayuaem nedocmamouroe numanue, macca meaa
17 ke, undexc maccot meaa 12,01 xe/m?. Kawenv pedkuii,
be3 mokpomol. Boipaxcenvt degoopmayus epyoHoil karemku
8 obnacmu epyounsl (no muny «cepoeyHoo 2opoa»), «eappu-
coHoga bopozda». ITlepkymopro HAO AeeKuMuU onpedesinocs
YKOpoueHue ne2ouno2o 38yka. /vixanue ocarabaero, cnpasa
napasepme6panbHO 8 HUNICHUX 0MOeAax eOUHUUHbLE 61aJICHblE
xpunst, 6poHxoghoHus — peskoe ocaabaenue 38yka. Ipanuyp
OMHOCUMENbHOU cepOeyHoll mynocmu He pacuiupersl. ToHbl
cepdua omyemaugnle, maxuxapous do 120 yoapoe 6 munymy.
Ilymoi He bicaymusanucs. Ilyave pummuunsiil, y0oeremeo-
PUMeNbHO20 HANOAHEHUs U HAnpssceHus. Apmepuanvhoe
daenenue §0/65 mm pm. cm. 2Kusom npu nasbnavuuu maekuil,
obesbone3nennviil. [leuensv u cenezenka ne yseauuensl. Cmyn
U MOYeUCnYCKaHue He HapyUuleHbl.

Jabopamopnoie noxazameau. Ipynna kposu A , (1), pe3yc
noaoxucumenwvholit, penomun CcDEe-K. B kaunuueckom ana-
AU3e KposlL: yposHU cemoenobuna 66 e/a, cemamoxpuma 22 %,
apumpouumos 3,30 x 10"?/n, mpomboyumos 337,0 x 10°/a,
pemukyroyumos 28%o, setikoyumos 4,8 x 10°/n, aumepoyu-
moeé 2,6 6 1 mxa, epanynoyumos 1,9 6 1 mka, cpednuii 06sem
apumpouuma 66,6 @a, cpednee codepicanue eemoeno0UHa
6 spumpoyumax 20,0 ne, cpedHsss KOHUCHMPAYUsL 2eMO2A0~-
ouna 6 apumpoyume 300 e/n, pacnpedeneHue 3pumpouumos
no eeauuune (RDW) 16,1 %, ckopocms ocedanus spumpo-
yumog 50 mMm/4; 6 nelikoyumapHoi @opmyne: YpoGHU

ceamenmosdepuvix Hetimpoguaoe 41 %, monoyumos 5 %,
aumpouumos 54 %.

B 6uoxumuueckom anaruze Kposu: YpoSHU WjeN04HOL
gocpamaszvr 111,6 Ed/a, aranunamunompaHncgepasol
8,8 Ed/a, acnapmamamunompancgepasol 28,0 Ed/n, eam-
ma-enymamunsmpancnenmudasol 206,2 Ed/a, ousupybuna
obueeo 5,8 mkm/n, Henpamoeo 4,5 Mkm/n, KpeamuHuHa
57,4 mkm/n, mouesunol 5 Mm/n, Jceae3a coieopomiu 1,9 mxm/a,
geppumuna coleopomku 143,7 me/n.

Tloxazamenu Koazynoepammol: yposeHs HPOMpPOMOUHA
95,6 %, mexncoyHapooHoe HOPMANUZ08AHHOE OMHOUEHUE
1,02, mpombunosoe epems 20, 1 ¢, axkmueuposartoe yacmuy-
Hoe mpombonaacmunosoe epems 25,6 ¢, ypogHu gubdpuHoee-
Ha no Knaycy 1,3 e/a, D-dumepa 0,19 mke/ma.

Peaxyus na npamyro u venpamyr npoby Kymoca ompu-
yamenvHasl.

Ypoeru ummynoenobyaunos: A — 4,392/a, M — 1,63 2/a,

G—7382/a.
Moueesoii ocadok 6e3 namoaoeuu, yoeavHolili 6ec Mo4u
1004 2/a.

Ilpu penmeenoepaghuu opearnog epyoHoll Kaemku onpe-
deasiemces dughghysnoe cemuamoe ycuneHue 1e204H020 PUCYH-
Ka 3a cyem uMmepcmuyuaibHoeo Komnonenma. Penmeeno-
Aoeudeckas Kapmuua Hecneyuguuna. Ha smom ¢one
04a208bIX, UHDUABIMPAMUBHBIX MEHel] 8 AC2KUX He GbIAGACHO.
Cpedocmenue pacnonodiceHo 00biYHO, KOHPUEYPAYUs He Ha-
pyuena. luagpaema, cunycot 6e3 ocobennocmeil. Kocmmoii
OdecmpyKuyuu He 8bls6/1eHO.

Knunnyeckuin cnyyaii 2

Manvuuk, 8 1em, Obia 20CHUMAAUUPOBAH 8 OMOeaeHUe
C XCAN00aMU HA HAPACMAOUWLYIO OAEOHOCTD KONCHBIX NOKPO-
608, yMepeHHoe y4aujeHue ObIXAHUS, 6AANCHBIU Kauleab ¢ Mo-
Kpomoii 3e1eH06aMoeo ygemad.

Anamnes xcuznu. Poouncs 2-m pebenxom 6 cemve. Cpok
eecmauuu 33 Hed, macca npu poxcdenuu 2300 e. Ha 2-ii sman
BbIXANCUBAHUS Nepeseder ¢ OUASHO30M UWeMUU 20/108H020
mozea. Ha 1-m 200y scusnu masvuuk omemagan 8 RCUXomo-
mopHom pazeumuu. [loayuan uckyccmeenHoe 6CKapMauea-
nue. [lpogurakmuueckue npueUEKY NPOGOCUAUCH COCAACHO
Kanendapromy naany. Hacaeocmeennocms He omseoujena.
JlexapcmeeHHol u nuuesoi HenepeHOCUMOCIU He BbIA6ACHO.

C so3pacma 2 nem nayuernm yacmo 6osea OPBH, 6pon-
xumonm. C go3pacma 7 nem 06asicovl nepebonen nHegmonuei
¢ unmepeanom 6 mec. /luaenos nHeeMoHUU ObLA NOOMEeEPICOeH
penmeenonocuyecku. boavroil noayuan cmayuonaproe neve-
HUe aHMUOAKMEPUANLHBIMU NPEnapamami.

Anamnes 3aboaesanus. C éozpacma 7 rem nocae OPBU
OMMEHANUC, NPUCMYNbL KAWAS C MUHUMAAbHbIM 0OMX0J4coe-
HUeM MOKPOMbl, 00UNbHBIMU BbI0eACHUSMU U3 HOCA, INU300b!
KPaAmKospeMeHHbIX HOCo8blx kposomeyenuil. Ilayuenm Obin
20CNUMANU3UPOBAH ¢ OUACHO30M NHEBMOHUU, NOAYHAA AHMU-
baxmepuanvHylo mepanuro u mykoaumuxu. Ha gone npu-
cmyna Kauias OMmMedanuch 4yecmeo HeXeamku 6030yxd,
0cobenHO 6 nonoceHuu aedxca, 00vluka 0o 38 6 MuHymy.
Tlpucmynvr kKawias Kynupoeaiuce 6HympueeHHol uHgysueil
aYpuAIUHa U deKcamMemasona, UHeansiyuell Y8aalcHeHH020
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Kucaopoda. Bo epems nevenus 6 cmayuonape 8bis8A€HO CHU-
JceHue YposHs 2emM02a00una 0o 72 &/, 8bINOAHEHO nepeau-
8aHUe IPUMPOYUMHOU MACCHL.

B césa3u c hapacmaroueii 61e0HOCMbIO KOJICHbIX HOKPOBO8
nayuenm 0bia 20CNUMANUZUPOBAH 8 OHKO2EMAMOA02UHECKOe
omoenenue.

Ilpu nocmynaenuu cocmosnue nayueHma pacyeHuU8an0Cs
Kak msdcenoe. Buipasicenst 61e0nocms K0JICHbIX NOKP0OBO8,
CUMPMOMbL ObixamenbHoil HedocmamouHocmu. Maavuuk no-
Ayyaem HedocmamouHoe numanue, UHOEKC Maccol mena
14,08 ke/m?. Cauzucmas o6oa0uKa 3e6a yucmasi, nepugepu-
yeckue aumpamuueckue Yol He yseauuersl. Popma epyoHoi
Kaemku 6oukoobpaznas. llepkymopro 6 eepxnux omdenax
Ae2KUX KOPOOOUHbLII OMMEHOK 1e204H020 38VK A, 8 3A0HEeHUIC-
HUx omdenax — npumynieHue. AycKy1bmamueHo Obixanue
Jcecmroe, 8 3a0HeHUNCHUX 0mdenax 0caabaeHHoe, C MeaKo-
nysvipuamoimu U cyxumu xpunamu. Kawens enasxichoiii, mo-
Kpomy He omkawaueaem. Toust cepdya omuemaugote. Ilyasc
pummuyHelil, 82 yoapa e munymy. Apmepuanvroe dasaeHue
105/60 mm pm. cm. 2Kueom msekuii, npu narsnayuu 6e360-
ne3Hennbiil. Ileuenv y kpas pebepHoil dyeu, cene3eHKa
He nanvhupyemcs. Cmyn u Moueucnyckatue He HapyuleHul.

Jabopamopnuie noxazameau. Ipynna kposu B(III), pe-
3yc noaoxcumenvholil, penomun CcDee-kk. B kaunuueckom
amanuse Kpogu: yposHu 2emoznobuna 55 ¢/n, cemamokpuma
15,8 %, spumpouumos 1,64 < 107/n, aetixoyumos 1,6 < 10°/a,
aumgpoyumos 0,9 6 1 mka, epanynroyumos 0,6 6 1 mka; mpom-
oouumos 21,0 x 10°/n, cpednuii obsem spumpouuma 96,7 g,
cpedHee codepiicanue eemoenobuna 6 spumpouumax 33,8 ne,
CpeOHsisl KOHUeHmpauyus eemo2nobuna 6 spumpoyume 3502/x,
ckopocmb ocedanus spumpoyumos 140 mm/u4; 6 aeiikoyu-
mapuoi gopmyne: ypoeuu Kaemok muna baacmuuix 3 %,
memamueaoyumos 3 %, narouxosdepHuix Hetimpogunos 5 %,
ceemenmosdepuvix Hetimpoguaoe 38 %, monouumos 1 %,
aumepouumos 50 %.

B 6uoxumuueckom ananuse Kpogu: ypoeHU araHUHAMU-
Hompancgpepasel 11,9 Ed/n, achapmamamunomparncgepasol
17,6 Ed/n, eamma-eaymamunmpancnenmudaswt 9,2 Ed/x,
aakmamoezudpoeerasvl 241,5 Ed/a, obueeo buaupybuna
5,7 mkm/a, arvOymuna 35,9 e/a, obujeeo beaka 62,5 ¢/x,
acenesa coieopomku 18,1 mxm/a, cheppumuna coleopomku
209,2 me/n, kpeamununa 35,5 mkm/a, mouesunnt 1,92 mm/a,
C-peaxmusnoeo beaxa 1,92 me/n, karus — 4,1 mmons/a.

[lokazamenu Koazynoepammol: ypoeeHs NPOMPOMOUHA
89,5 %, mexncdyHapooHoe HOPMAAUZ08AHHOE OMHOULeHUE
1,05, mpombunosoe epems 16,7 ¢, akmuguposartoe 4acmuy-
Hoe mpombonaacmunosoe epems 23,5 ¢, ypoeHu gubpuroee-
Ha no Kaaycy 2,6 e/a, D-oumepa 6,9 mke/ma.

Peakyus na npamyio u nenpamyr npoby Kymboca ompu-
UamenvHas.

Anaauz mouu obuuii u no Heuunopenio 6e3 namoaoeuu.

Ilynkmam KocmHo2o M032a KAemouHblil, NOAUMOPGHBLLL,
6ce pocmku npedcmasenenvt, onracmoe 3,8 %. Muenouonuiii
POCHOK CYJICeH, C NPUBHAKAMU OU3MUeA0n033a. Dpumpoud-
Hblil pocmok eunepnaazuposar 0o 53,8 %, ¢ evipaxceHHbIMU
nPpUBHaAKamu OU3dpUmMpon033a U me2arobaacmoucHoCmbio.
Koauuecmeo mpomboyumos ymeperHoe.

Tlayuenmy 6vi1a 6viN0AHEHA KOMRBIOMEPHAS. MOMODPA-
@ust 0pearos epyoHoll KaemKu (HAMUBHAS U C BHYMPUBEHHBIM
OOAIOCHBIM KOHmMpACTMUPO8aHUem yavmpaesucm). B neexux
¢ obeux cmopon (6 HudcHell 00ae 1e6020 1e2K020, CpeoHel
U HUdICHel 004e NPAB0eo 1eeK020) Bbis8ACHbL NOAULOHANBHOU
OpMbL MHOJICECTNBEHHblE 04aU pasmepamu 00 1 cm ¢ Heyem-
Kumu konmypamu. Mzmenenus 6onee 6bipajicenvl 6 HUNCHell
done npasoeo neekoeo U UMerm MeHOeHUUI K CAUSHUI
04a2086 8 (POKYCbI KOHCOAUOAYUU PA3MEPOM 0K0A0 3 CM, npu-
Aexcaujue WUpoKUM 0CHOBAHUEM K KOCMAAbHOU U duagpae-
manvHoll naespe. Tpaxes u 6ponxu 1—3-20 nopsoka npoxo-
dumnt. Ilnespanvhole nosocmu ceo60dHbl. CpedocmeHue
pacnonoxcero ooviuno. Jumpamuueckue yanvi cpedocmenus,
aKCunApHble U NeKMopanvHole He yeeauueHvl. Kynoa oua-
@pazmvl ¢ HemKUM KOHMYPOM, KOCIHOU 0eCMPYKUUU 8 30He
CKAHUPOBAHUS He Onpedeasiemcsi. 3aKarueHue: KOMnbiomep-
HO-moMoepaguecKkue NPUHAKU UOUONAMUYECK020 2eMOCU-
depo3a neeKux.

06cyxxaeHune

B npeacraBieHHOM KJIMHUYECKOM ciiydyae 1 MajJbuukK
TPYIIIBI PUCKA IO PA3BUTHIO XKeJIe301e(DUIINTHOM aHeMUHI
B paHHEM Bo3pacTe. Jlo 4eTbIpexJIeTHEr0 BO3pacTa OTMeE-
yajcd 3GdeKT OT JeueHus mpenaparamu xejne3a. C Bo3-
pacta 6 JIeT pa3BUBaIUCh [IOBTOPHbIE ITHEBMOHMHU, IIPOTE-
KAaIOIIME C BBIPAXKEHHOU ObIXaTeIbHON HEAOCTATOYHOCTHIO
B COYETAHUM C TSIKEJIOM aHEMHUEN TMIIOXPOMHOTO XapakK-
Tepa, MOBLILIEHUEM YPOBHSI HEIPSIMOIo OMJIMpYOUHa,
HapacTaHWEM MHTEPCTULIMAJIbHBIX U3BMEHEHUI B JIETKUX.
Hedopmalust TpyTHOM CTEHKH, BEPOSITHO, O0YCIOBICHA
¢dopmMupoBaHUEM JIETOUHOI TUIIepTeH3UN. JJaHHAs KITH-
HUYECKas CUTyalMsl HEe TIPOTMBOPEUUT IUATHO3Y UAUOMA-
TUYECKOI0 TeMocuaepo3sa jJerkux. I[lalnumeHTy Ha3HaueHOo
JIedyeHre He(ppaKIIMOHNPOBAaHHBIM T'eIapMHOM M IIPEITHM -
30JI0HOM, Ha (hOHE Yero OTMe4YeHa IOJIOXKUTEIbHASI JUHA-
MMKa.

B xnmmHMYecKoM ciiydae 2 y MaJb4MKa C BO3pacTa
2 net HaGmoganuck yacteie OPBU, ¢ Bospacra 6 ner
Kaxjable 6 MeC pa3BUBaJKUCh IOBTOPHbIE ITHEBMOHUM,
MOATBEPXKIEHHbIE PEHTI€HOJOTUYECKHU, ITOCTIE YETO MO-
SIBUJIMCH IIPUCTYTIHI YOYIIIbSI, OTCTaBaHUE B (DU3UICCKOM
pa3BuTUU. B Bo3pacre 8 JeT BBISIBJICHHBIE IIPY KOMITBIO-
TEepHO# ToMOorpaduu ¢ KOHTPACTUPOBAHUEM U3MEHECHMUS
B JIETOYHOI TKaHMW, HapacTaHWE aHEMUU B COUYETAHUU
C HEIMOCTOSIHHOM TPOMOOLMTOINEHU e 1 TPaHyJIOLUTO-
MEHUEW, TUTIEPIUIa3ued IpUTPOUIHOTO POCTKA B KOCT-
HOM MO3T€, 3HAaYUTEJbHO YBEJIMYEHHOU CKOPOCTHIO
oceaHMs SPUTPOLIMTOB JAJIM OCHOBAHWE CYUTATh, UYTO
y MaJib4MKa UMEET MECTO Pa3BUTHUE UAMONMATUYECKOTO
reMoCHuaepo3a JErKux.

B 060oux KIMHUYECKUX cliydasix JjIs OKOHYATeJIbHOM
BepHUKALINKM THATHO3a IT0Ka3aHbl OPOHXOCKOITHS C HC-
cJIeMOBaHMEM MOKPOTHI Ha TeMOCUIEPUH (IIpU 000CTpe-
HHUN), IMMYHOJOTHYECKas IUaTHOCTUKA (OIIpeneieHue
LIMPKYJIMPYIOLINX UMMYHHBIX KOMILJIEKCOB, KOMITOHEHTOB
komruteMeHTa C3—C4). [1pu HeoOXomuMOCTH — Ype30pOH-
XuajibHasi OMOICus JIETKOIO.
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