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Pesiome. B cmamove onucan cayuaii panee He OUuaeHOCMUPOBAHHOL 2eMOAUMUMECKOL AHEMUU Y RAUUCHMKU
7 1em, nOCMAaHo8KYy NPAGUAbHO20 OUACHO3A 3aMPYOHSN0 HAAUYUEe CORYMCMEYIouUX 3aboreeanuil. B pe3yioma-
me 06caedo8aHus ObLAU BbIAGACHDL: HACAEOCMBEHHAS MUKDOCHepoyumapHas cemoiumuyeckasn anemus Munkoe-
ckoeo — Hloggapa, emopuunviii Xxporuueckuii 06CMpPYKmMuGHbvLil NUeAoHe@dPUM U XPOHUHECK AL NEPCUCMUPYIO-

wasAa 6HympuKaemovHas MUKZC'm—LIHd)eKL{M}Z.

KnroueBble clioBa: cemorumuueckas anemus; 6MmopuuHblil XpOHUMECKUL NUCAOHEDPUM, GHYMPUKACMOYHAA

UH@ekyus; demu

l'emonutuyeckue aHemMuu — rpymnmna 3aboseBa-
HUI, KOTOPBIC XapaKTEPU3YIOTCSI CHUKEHUEM BpeMe-
HU XXU3HU 3PUTPOIIUTOB BCIEACTBUE UX YCKOPEHHOTO
pa3pylieHus, BBI3BAHHOTO MeMOpaHO- U (hepMEHTO-
MaTUSIMHU KpPacHBIX KPOBSIHBIX TeJell, HapylleHUueM
CUHTe3a TIJIOOMHA WM K€ BHEIIHUMHU (daKTopaMu
(MHTOKCMKALMS, ayTOMMMYHHBIE ITpoiecchl) [1].

OCHOBHBIMU KJIMHUYECKUMU MPOSIBICHUSIMU Te€-
MOJIUTUYECKMX aHEMUI SIBJISIIOTCST OJI€AHOCTD U XKeJl-
TYLIIHOCTb KOXHBIX IMTOKPOBOB U CJIU3UCTBIX 000JIO-
YyeK, MOTEeMHEHWE MOYHM, YBEJIMYCHUE TIeYeHU U/1IIn
ceneseHku. [1pu nabopaTopHOit AUATHOCTUKE OMpe-
JEJISTIOTCS TIOBBIIIEHWE KOHIIEHTPAlluy OuInpyounHa,
YCUJIEHHE SPUTPOTI033a M KaTaboar3Ma reMorioonHa
[2]. Ana muddepeHumanbHO TMArHOCTUKUA BPOXK-
JNEHHBIX Y TPUOOPETEHHBIX AYTOUMMYHHBIX TEMOJIH -
TUYECKUX aHeMuil npuMeHsercsd npoba Kymbeca. 13
BCEX reMOJIUTUYEeCKMX aHeMuii B EBpore Haubosee
pacIpocTpaHeH HACICACTBEHHBIM cepornTos, Ko-
TOpPBI BcTpeuyaeTcsa B cooTHomeHuu 1 : 2000 HOBO-
POXIeHHBIX [3].

bone3nr MunkoBckoro — Ilogdapa — 310 Ha-
CJIEICTBEHHasT MUKpocdepouTapHasi reMoJUuTuYe-

cKasl aHeMusl, KoTopasi BOZHUKAeT B pe3yJbTaTe My-
Tallu|, Benyliei K neekKTy MeMOpaHbl SpUTPOLIMTOB
[4]. BriepBbrie oHa OblIa OMKMCaHa HEMEUKUM Tepa-
neBToM MuHkoBckKUM B 1900 r., mommostHeHa B 1907 1.
dpanuysckum nokrtopom lodpdapom.

OcHoBHast ¢dopma MUKpPOCHEPOUTAPHOU Te-
MOJIMTUYECKOM aHEMUM HAcCJIeOAyeTCsI IO ayTOCOM-
HO-IOMWHAHTHOMY THITYy. Bce OOJBbHBIC SIBIISIOTCS
TETePO3UTOTHBIMU II0 MYTHPOBABIIEMY TEHY, 4TO
IMO3BOJISIET TIPEANOJ0XUTh HECOBMECTUMOCTh TOMO-
3UTOTHOI MyTallu C XKM3HbIO. TeM He MeHee OKOJIO
25 % BriepBbI€ BBISIBIICHHBIX 00JIbHBIX HE JEMOHCTPM -
DPYIOT JOMUHAHTHBIN THUI HaCJleI0BaHUsI, BO3MOXHO,
B CBsI3M ¢ HOBOU MmyTtauueit. ['eMonuTuyeckass aHe-
musi MunkoBckoro — Iloddapa ¢ peueccCUBHBIM
TUIIOM HacjJeaoBaHUs MpoTeKaeT bosee Tskeno [S].

B ocHoBe HapymieHuit npu MUKPOCGhEepOoLUTOo3e
JIEKNAT TIOHIDKEHHOE colepkKaHWe B MeMOpaHe 3pu-
TPOLIMTOB AaKTOMUO3MHOMOA0OHOr0 O€jKa CIeKTpu-
Ha 1 U3MEHEHME eT0 CTPYKTYPHI, a TaKKe ITOBBIIIICHIE
IMPOHUIIAEMOCTH MeMOpaHBI I MOHOB Hatpus. Ha-
pYIIEHWE CTPYKTYPBI MeMOpaHBI M THITePTUAPATAIINS
SPUTPOLIUTOB MPUBOIAT K N3MEHEHMNIO (DOPMBI KIICTOK
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Ha cdepudeckyto. CdepoluTbl MeHee IUIACTUUYHBI,
BCJICICTBUE YErO OHM IMOBPEXKIAIOTCS MPU MIPOXOXKIE-
HUM Yepe3 CeJIe3eHKY, TEPSIIOT YacTh CBOeil MeMOpaHbI
U TIpeBpallaloTcsl B MUKpochepounThl. MexaHnde-
CKasl yCTOMYMBOCTh M OCMOTHYECKAsI PE3UCTEHTHOCTH
MHUKPOC(HEPOLIMTOB B pa3hbl HILKE, YeM Y HOPMAJTbHBIX
SPUTPOIIUTOB, YTO TPUBOAUT K 3HAYUTETHLHOMY CO-
KpaIlIEHWIO BPEMEHU XKM3HU KJIETOK, JIMMUHALINNA WX
MakpodaraMu cee3eHKM 1 MaCCUBHOMY T€MOJIM3Y TIPU
HaJIMYUHU TTOBPEXIAIOINX (DaKTOPOB [6].

KiuHuyeckue mposiBieHUs] aHeMUuUd MMHKOBCKO-
ro — Ioddapa moryr BapbupoBaTh OT OECCUMITTOM-
HOTO TeYeHUs 10 (PYTbMUHAHTHOM, OJHAKO Yallle BCETro
3abosieBaHue MMeeT BoJTHOOOpasHoe TeueHue. [leproant
OTHOCUTEJIBHOTO OJIArOTONIyYrsi ¢ HESIpPKO BBIpaXKeH-
HOM KeITYIIHOCTBIO KOXM UEPEIyIOTCS C TeMOJIUTHYC-
CKHMMM KpU3aMU1, OCHOBHBIMH ITPOSIBJICHUSIMU KOTOPBIX
SIBJISTIOTCSI aHEeMUsI, UKTEPUYHOCTh KOXKHBIX ITOKPOBOB
U YBEJIMUEHUE ceJie3eHKW. MacCUBHBIN TEMOJIM3 MO-
JKET BBI3BATbH JIMXOPAAKY U OOJIE3HEHHOCTH CEJIE3eHKU
U3-3a MepepacTskeHus ee Karcyibl [5]. Kak otmevator
E.B. Illupganuna u 3.C. I'opaeeBa, TeueHue Hacjenl-
CTBEHHOI'0 MUKPOC(EPOLIUTO3a MOXKET TOMOJTHUTEIHHO
OCJIOXKHSITHCSI METaJI001aCTHBIM KPU30M, XOJICLIUCTUTOM
M XoJenuTuasoM [7].

OcHOBHBIE J1abopaTopHble TIPU3HAKM HaCJel-
CTBeHHOTO cdepouuTo3a no gaHHEIM Gus Gonzalez
u H.I1. YecHokoBa ¢ coaBTopamu [3, 6]:

— YyMepeHHas WJIN CpeIHeTsKeIast aHeMHUST;

— PETUKYJIOLUTO3;

— c(epounTH B epudepuIecKoil KPOBH;

— TUNEePOUIUPYOUHEMUST;

— CHUXEHHE OCMOTUYECKON pEe3MCTEHTHOCTH
SPUTPOLIUTOB in Vitro.

Tepanus npu reMOIUTUYECKOM KpU3e CUMIITOMA-
TUYEeCKasl U BKJIIOYaeT B ceOs JMKBUIALIMIO aHEMUH,
TUIIOKCUU U TUlepomnupyonHemuu. Pamukanb-
HBIM, ITaTOTCHETHMYCCKM OOOCHOBAHHBIM METOIOM
JIeueHUsT HACJEACTBEHHOTO chepoIuTo3a SBISIETCS
CTUICHIKTOMMUSI, OTNTUMajbHas B Bo3pacTe 4—5 Jer
[7]. YcTtpaneHue moBpexnaroumux (hakToOpoB B pe-
3yJbTaTe CIUICHIKTOMMWU HE BIMSIET Ha 0O0pa3oBaHue
COOCTBEHHO C(hEPOLMTOB, OIHAKO MPEHsITCTBYET
BO3HUKHOBEHMIO MOCJIECAYIOIINX KPU30B, YMEPEHHO
YBEJIMUYMBAET OCMOTHUYECKYIO PE3UCTEHTHOCTb dPU-
TPOLIMTOB U YyJydYlllaeT KaueCTBO KM3HU IAllMEHTOB
[8]. IMokazaHuUsIMM K ymajJeHUIO OpraHa SBJSIOTCS
YacThle W/UJIM TSKEIO MPOTEKAMIINE IeMOJIUTHYC-
CKHMe KpM3bl, 3HAYMUTEIbHASI TUIICPOMINPYOMHEMUS
JIaxke B MEXIIPUCTYITHBIN TTEPUOI, a TAKKE TTOCTOSH-
Has 60J1b B IpaBoM noapedepbe [7]. JleyaleMy Bpauy
cllenyeT YYUTBIBATh, UTO TOTaJbHAsI CIUICHIKTOMMUS
TMOBBIIITAET PUCK WHQEKIIM, BEI3BAHHBIX WHKAIICY-
JIMPOBAHHBIMU MMKPOOPraHU3MaMM, TaKUMHU KakK
Streptococcus pneumoniae i Haemophilus influenzae,
MO3TOMY OOJIbHBIM C BBIMOJHEHHOM CIIJIEHIKTOMUEHN

PEKOMEHIyeTCsl TIPOBEeHUEe BaKIIMHAIIUU U CBOE-
BpeMeHHOI aHTUOMOTUKONpoduIakTuku |5, 9].

CoueraHue ABYyX U OoJiee 3a00JIeBaHUl Yy OJJHOTO
pebeHKa BceTna SBJISIIOCh MHTEPECHBIM U, OJTHOBPE-
MEHHO, CJIOXHBIM MJISI AUArHOCTUKU, TEeparuu, Be-
JIeHUsI Takoro maunueHta. Heobxomumo ydyecTb, 4TO
nueaoHepuUT — 3TO HecreuuduIeckoe NHPEKIU-
OHHO-BOCIIAJIUTEIbHOE 3a00jieBaHME ITOUEK C IIpe-
UMYIIECTBEHHBIM MOpaXXeHUEM YallleuHO-JTOXaHOY-
Hoii cucteMnl (UYJIC), KaHamblIeB M MHTEPCTUIINS.
JaHHas TaTOJIOTUSI OTHOCHUTCS K TYOYJIOMHTEPCTU-
uuanbHbIM Heputam [10].

O BTOPMYHO-XPOHUYECKOM OOCTPYKTMBHOM TIH-
eJloHe(puTe TOBOPSIT, KOTAA BOCTAJUTEIbHBIC U3-
MeHeHus1s B uHTepcTuuun u YJIC mnsarca Gosee 6
MecCs1LEeB U BO3HUKAIOT HA (DOHE OOCTPYKLIMU MOYe-
BBIBOASILIMX MyTeil U MpernsTCTBUS TOKYy Mouu [11].
I[TpuurHaMKu 0OCTPYKIIMHM B AETCKOM BO3pacTe 4acTo
OBIBAIOT BPOXIEHHBIC aHOMAaJIMM PA3BUTHUS IOYEK:
IMOJTHOE W HEMOJHOE YABOCHHE MOYEeK U MOYETOY-
HUKOB, TTIOJKOBOOOpa3Has Mo4YKa, TUCTOIHUS ITOUKH,
TUTIOTIA3KS TOYEK, pePIIOKCUPYIOIINA MeraypeTep.

K BegymmM KIMHUYECKUM IIpM3HAKaM BTOPUY-
HOTO XPOHWYECKOTO OOCTPYKTMBHOTO THeoHehpruTa
OTHOCSITCSI TUXOpaaKa, 00JIeBON CUHAPOM U JIU3YPU-
YecKue SIBJICHUS TIPU TTPUCOCIMHEHUN IUCTUTA. B 06-
IIeM aHaJK13e MOYM OOHAPYKUBAIOTCS JECHKOLUTYPUS
U OaKTepuypusl, a B 001IEM aHaAJIM3e KPOBU — MPEUMY-
ILIECTBEHHO HEHTPOMUIbHbBIN JEMKOLIMTO3, aHEMUS U
MOBBIIIEHHAs] CKOPOCTh OCeIaHUs SpUTPOLIUTOB [12].
OCHOBHBIMU HAaIIpaBJICHUSIMH JICUCHUS BTOPUYHO-
XPOHMYECKOTO OOCTPYKTHMBHOTO MUEIOHedpUTa, COo-
[JIACHO TIPOTOKOJIAM JICUCHMUSI, SIBJISICTCS IIPUMEHEHME
AHTUOAKTepUATLHONW Tepanmuu M YPOAHTUCENTUKOB,
yCTpaHeHUWe TPUYMH HapyIIeHUs Taccaxa MOYU U
YKpeIieHrhe UMMYHHOU cucTeMbl 00JbHBIX [12].

[Mepcuctupytoiue BHyTPUKIETOYHbIC MH(MEKIIUN
(ITBKH) — rpynmna MH@EKLUUOHHBIX 3a00JIeBaHUIA,
BBI3BAaHHbBIX BHYTPUKJIECTOYHBIMU MH(peKTamMu (0ak-
TepUsIMU U BHUPYCaMU), CIIOCOOHBIMU JJIUTEJIbHOE
BpPEMSI COXPaHSIThCS B OpTaHU3ME UH(PUIIMPOBAHHO-
ro yeJloBeKa 0e3 KIMHUYECKUX MPOSIBICHU, C TIepu-
OIUYCCKUMU 00OCTPEHUSIMU B BUIIC aKTUBHOM (ha3bl
3a00JIeBaHMUS TI0J BO3ACUCTBMEM IIPOBOLMPYIOIINX
daktopoB. Haubonee yacro [IBKU y nerteii BhI3biBa-
10T TepIIeCBUPYCHI, BUpyC Dmmreitna — bapp u um-
ToMerajoBupyc [13].

Bo3zzaeiicTBysI HA UMMYHHYIO CUCTEMY W JJIUTE/b-
HO COXPaHSISICh BHYTPU MOPaXXEHHBIX KJIETOK, BO30Yy-
JIUTEJIb MaJIOUYBCTBUTEEH K MTPOBOIUMOI MPOTUBO-
BUpPYCHOI Tepanuu. JJabopaTopHas uaeHTU(GUKALIASI
BUPYCOB BHe (a3bl peIuiMKalluM TaKXke 3aTpyIHU-
TeJbHa, YTO CO3JaeT TPYAHOCTU KaK AUATHOCTUKHU,
Ttak u jeyeHus: [IBKU.

C BBICOKOI 9acTOTOM 3apaxeHue peOecHKa BHY-
TPUKJIETOYHBIMU WHMEKIUIMHA TTPOUCXOIUT eIIe
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B yTpoOe martepu. [Ipu 3TOM coBpeMeHHbIE UcCCe-
MOBAaHMS OTMEYAIOT CBSI3b MEXIY paHHUM BHYTPHU-
yTpoOHbIM 3apaxeHueM [IBKUM u mocnemyommumu
BPOXXACHHBIMU aHOMAJMSIMU DPa3BUTHUS Yy pebOeHKa.
IMo-Buaumomy, BosaelictByss Ha JIHK kiaerku-xo-
3siMHA, BHYTPUKJIETOYHbIE MH(EKThl HapylIaloT pa-
00Ty KJIETOK M MPUBOIAT K Pa3BUTUIO SMOpUONaTUii
[14]. Ansa nunarHoctuku [IBKW mcnonb3yior meton
noiaumepasHoit nenHoi peakunu (ITLIP) u cepomo-
TUYecKue MeTonbl. JIIsT JTedeHUsT MPUMEHSIOT Kak
cnenmuieckre MPOTUBOBUPYCHBIE, TaK U OOIIe-
YKpPETUISIolre mpernaparhl.

B kxamHMYecKOl MpakKTUKe MBI HaOIIOIaIN CITy-
Yyail HacJeACTBEHHOTO chepolluTo3a B COUCTAHUU C
BTOPUYHBIM XPOHUYECKUM TMUETOHEDPUTOM U XPO-
Huyeckoit [TBKW y neBouku 7 net. [TaumeHtka M.,
2009 roma poxaeHus, OCTyNuIa B IeAuaTpUIeCcKoe
otrnenenue KMY ITMO r. Kpamatopcka c¢ xxanoba-
MU Ha TOBBIIIEHUE TeMIlepaTyphbl 10 (HeOpUIbHBIX
nudp, oOIIYyI0 YyTOMISIEMOCTh M ClIabOCTh, 00Jb B
HIDKHUX KOHEYHOCTSIX.

W3 anamHe3a XU3HU M3BECTHO, UTO PEOCHOK pO-
auiacss ot I GepeMeHHOCTH, KOTOpasi IpoTekaja ¢
ocioxHeHussMu. [lanmeHTKka pocjia W pa3BUBaJiach
corylacHo Bo3pacTty. Yacto 06ojiea oCTpHIMU PECITH-
paTopHbIMU BUpycHbIMU uHPeknusimu (OPBU) u
MHEBMOHUSIMU. AJIJIEProJIorMYecKuii aHaMHe3 He
oTsroiieH. Ha mepBoM roay >Xu3HM y peOeHKa aua-
THOCTHUPOBAHO ITOJIHOE YABOCHUE JIEBOI MTOYKU U MO-
YeTOYHMKA (y OTLIa MAIUeHTKU UMEET MECTO TaKasl ke
BPOXIECHHAS MaTOJOTHSI, TMarHOCTUPOBaHHAsI TOCTIe
pOXIeHHUs ao4Yepu), pedIIOKCUPYIOIINI Merayperep
HIDKHEU TTOJIOBUHBI YIBOCHHOM ITOYKHU CJIEBa, B CBSI3U
¢ yeM Obl1a TpoBeieHa TeMUHE(PYPETEPIKTOMUSI CIIe-
Ba. OmHaKo, HECMOTPS Ha OMEpPaTUBHOE BMEIIATEThb-
CTBO B paHHEM JIETCKOM BO3pacTe, Y IEBOUYKH PA3BUIICS
BTOPUYHO-XpPOHUYECKUU nmuesoHedput. [To npuurHe
YacThIX aHEMUIA MallMeHTKa paHee HabJroaanach B re-
MAaTOJIOTUYECKOM OTAEJICHUU, OMHAKO AUAarHO3 reMo-
JIMTUYECKON aHEeMUU TTOATBEPKIEH He ObLI.

Ho moctyrmieHus B ctaumonap KMY JITMO na-
LUEHTKA JIeYWIach aMOyJIaTOpHO, 0e3 yIy4IIeHMUS.
HemnocpencTBeHHO HaKaHYHE IMOCTYIUICHUSI COCTOSI-
HUE JeBOYKM YXYAIIUIOCH, TEMIIepaTypa Teja MOBbI-
cunach 10 40 °C, mosiBUJIach BbhIpakeHHasl KeJITYIII-
HOCTB KOXXHBIX [TOKPOBOB.

IIpu 00BEKTUBHOM OCMOTPE COCTOSIHUE pebeHKa
cpenHeit Tskectu. Temneparypa tena 37,8 °C. Co-
3HaHUE siICHOe. MeHUHIealbHbIe 3HAKU OTPULIATEIb-
Hble. OUaroBoil HEBPOJOTMYECKOW CUMMTOMATUKU
HeT. KoXHble MOKPOBBI CYOMKTEPUUHBI, CyXHe Ha
omynb. CnusucTble 00010YKM OJieTHBIE, BIaXKHBIC,
yucTteie. [lanpnupyoTces enmHUIHbIE, 10 2,0—2,5 cm
MOAMBIIICYHBIC TUMGOY3JIbI, 6€300JIe3HEHHBIC, MSIT-
KO2JIACTUYHOU KOHCUCTEHIIUU, HE CTTAsTHHBIE MEXITY
co00ii 1 okpyXaomuMu TKaHsmu. [lepkyTopHO Hax

JIETKUMU SICHBIA JIETOYHBIN 3BYK, ayCKYyJbTaTUB-
HO JIbIXaHUE BE3UKYJISIPHOE, YacToTa AbIXaHUs 25 B
1 munyty. YactoTa cepaeuHbix cokpaieHuii 108 yna-
poB B 1 MmunHyty. AprepuanbHoe gasienue 100/60 mm
pt.cT. [1pm aycKynpTanmy cepaiia TOHbI pPUTMUYHEIE,
MIPUTIYIICHBI, CUCTOJIMYECKUI IIIyM Ha BEPXYIIKE U B
V touke. 2KUBOT MSITKMIA, 1OCTYMNEH TJIyOOKOM Masib-
MMal, YMEPEHHO OOJe3HEHHBIN IO X0y MOYETOY-
HMKOB M B HaJuI0OKOBOI obsiactu. 1o teBoMy ¢iaH-
Ky XHBOTa MOCJeoNepalMOHHbI pyoell JIMHOU 10
12 cm. Ileyenb Ha 2,5 ¢cM BbICTyMaeT U3-TOJA Kpasi
pebepHoii nyru. HuKHMI MOJI0C Ccele3eHKM Majb-
MUpyeTcs Ha 2 ¢cM HUXe pedepHoi ayru. CUMIITOM
IMTactepHanKoro ciaadoIMOI0XUTEIbHBINA C 00€UX CTO-
poH. [lepudepruueckne 0OTeKU OTCYTCTBYIOT.

YuureiBag xkajmo0bl 1 JaHHBIE O0OBEKTUBHOTO 00-
cjeloBaHusI, 00JIbHOUM ObIM Ha3HAYEHBI OOIIEKJIM-
HUYECKNE aHAJIU3BI U YIABTPa3BYKOBOE MCCICIOBAHNC
(Y3HM) opraHoB OpIOLIHO MOJOCTU U 3a0PIOIIMHHO-
ro TIPOCTPAHCTBA. YBeJIWUEeHUE MCUYCHM, CEIC3CHKU
U 1uMbOy3I0B, BPOXIEHHAsT aHOMalus Pa3BUTUS
noyek, yacteie OPBU 1 mHeBMOHMU B aHAMHe3€ 1o~
3BOJIMJIM HaM npeamnonoxuth Hanuuue [TKBU y nma-
LIMEHTKU. BbI10 peKOMeHI0BaHO MPOBEIEHUE CePo-
snoruueckoii nuarHoctuku u I[P Ha repriecBUpycCHI,
BUpYC DniuTeiiHa — bapp 1 muromeratoBupyc.

B obOmieM aHanmm3e KpoBHU OIpedesiiach aHEMMUS
(3p. — 3,23 T/m; Hb — 103 1/1), MuKpocdeponnTos
(Mukpocheporutel — 1/2 1Mojst 3peHus ), peTUKyIo-
uuto3 (9 % perukynouutoB). OOIWIMIA aHAIU3 MOYU
ToKa3ajl JICMKOIUTYpHIo (JISHKOIMTEI — BCe II0JIe
3peHus) u O6akTepuypuio. [Ipyn GMoxuMuyecKoMm aHa-
JIU3e KPOBM OIpenejeHa TMIepOUIMpyOuHEeMUsT 3a
cyeT HempsMoro ownupyouHa (OMaupyouH oOIUin —
40,38 MxMomb/1, npsiMoit — 7,08 MKMOJIb/JI, HEMpsi-
moit — 33,3 Mxmonb/n). PesyiasraTter Y3UM opraHoB
OpIOIIHOM MOJOCTA M 3a0PIOLUIMHHOIO MPOCTPAHCTBA
IMOATBEPANIN JaHHBIE OOBEKTUBHOTO OCMOTpA: TIeUYeHb
¥ ceJie3eHKa YBEIMICHBI, JIeBas ITo4YKa AeopMupoBaHa
C 9KCLEHTPUYHBIM PACIIOJIOKCHUEM YalleuHO-JI0Xa-
HOYHO# crcTeMbl. CepoIOrMYeCKUMI MeTOIaMHM ObIJIO
ycTaHoOBJIeHO Hainuue auTuten [gG K Bupycy Dminreii-
Ha — bapp u uutomeranoBupycy. C nomoiusto ITLHP
onurta BeIsgBiIeHa JIHK Bupyca repreca 6-ro Tma.

C yuyeToM JaHHBIX 00BEKTUBHOIO OCMOTpa U pe-
3yJbTaTOB J1a0OPATOPHBIX M WHCTPYMEHTaJbHBIX
HCCIeOBaHUIT HaMM OBUI TIOCTaBJCH IIpeABapu-
TEJbHBIN TUAarHO3 «HACJEeICTBEHHBIN C(hepOoInTO3>.
Juist monTBepXKAeHUST TUarHo3a OB Ha3HAYeH TeCT
Ha OCMOTHYECKYIO PE3UCTCHTHOCTh 9PUTPOLUTOB. B
pe3yabTaTe TeCTa BHIIBIICHO BEIpaXKeHHOE CHIKEHME
ocMoTHUYecKoi pesucteHTHOCTH (min 0,75% NaCl,
max 0,45% NaCl). Ina nudpdepeHumagibHOR qua-
THOCTUKU C ayTOUMMYHHBIMU TeMOJUTUYECKUMU
aHeMusiMU Oblia mpoBeaeHa npoda Kymbca. IIpoba
OoTpUllaTeJbHa.
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[ToryaeHHBIE Pe3yIbTATHI ITO3BOJMIN YCTAHOBUTH
OKOHYATEJbHBII NMAarHO3: HACJEJACTBEHHAas MUKPO-
cheponuTapHas TeMOJIUTHIECKAsa aHeMUsT MUHKOB-
ckoro — [loddapa, reMoauTnyeckuii Kpus. XpoHHU-
yecKas IepcucTupyiomas Mukcr-uHdpexkuus (CMV,
Bupyc Bmureitna — bapp, HHV 6-ro tuna). Bro-
PUYHO-XPOHUYECCKUMN TTHMETOHESDPUT.

B kauecTBe Tepanuy MamMeHTKe OBIIM HAa3HAYCHBI
aHTUOMOTUKM (OpaKCOH BHYTPUBEHHO KarleJbHO, 1ie-
GuKc per o0s), TpOOMOTHK, BHYTPUBEHHBIC WH(MY3NU
(0,9% pacTBOp HATpUsI XJIOpUAA, PeOCOpPOMIAKT, 5%
pacTBOp TJIIOKO3BI), IIPOTUBOBUPYCHBIC IIpeIraparhl.
CocTosiHMEe TMallMeHTKU YIY4IIUI0OCh, U OHA ObLla Ha-
MpaBjIcHa IJIs1 JaJbHEHIIIeTo YPOIOTHIECKOTO 00CIeI0-
BaHus u geyeHus B OJKDB r. IHenpa, rae eil nposeau
LIMCTOCKOITUIO, KATETEPU3ALIMIO JIEBOTO MOYETOYHUKA
W yoajJeHHe THOWHOM KYJIbTH JTOOABOYHOTO MOYCTOU-
HUKa KaK MCTOYHMKA MTOTEHIIMAIbHBIX PELIMINBOB 1~
enonedpura. [TocneornepallnOHHBIN TEPUOA TTPOTEKAI
rnagko. TeMmneparypa Teja HOpMaau3oBajach Ha 3-ii
IIeHb TTOCIIe orepauni. Moda caHMpoBaHa Ha §-¢ CYyTKH
MocJie OnepaTHBHOIO BMEIIaTeIbCTBA.

Takum 00pa3oM, JaHHBIA KIMHUYECKUN Ciydyai
MOKa3bIBaET, YTO HAJIMUUE COMMYTCTBYIOLIMX 3a00JIeBa-
Huit, B yactHoctu [IBKHW B coueTtanuu ¢ nuenoHed-
PUTOM, MOXKET 3HAUUTEIBLHO 3aTPYIHSATH ITOCTAHOBKY
JMarHo3a reMOJIMTUYECKO aHeMUHU. biieIHOCTh KoxXu
W CIM3UCTBIX pPacCMaTpWBAIOT B KAa4eCTBE CHUMIITOMA
nuesoHedpuTa, a UKTEPUUYHOCTh — KakK MPOSIBICHUE
MOpakeHUsI TIEUeHHW TIPW BHYTPUKICTOTHON WHOpEK-
M. B pesynbTaTe 0ojiee neTaJbHOro 0OCIeIOBaHUS
n creunduuecKux J1abopaTOpHBIX HCCIeOOBaHUM
HE MPOBOAUTCS, a MallMEHT IJUTEIbHO ocTaeTcs 0e3
aIeKBaTHOTO JICYCHUSI, YTO 3HAUMTEIBHO YXYIAIIAeT
TIPOTHO3 W KaYeCTBO €T0 JKMU3HU.

Kondaukt unrepecoB. ABTOPHI 3asBISIIOT 00 OTCYT-
CTBUM KaKOTO-JIM00 KOH(INKTA UHTEPECOB MPU MOM-
TOTOBKE JAHHOW CTAThHU.
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CamowineHko I, AoavHcekmi B.B.", Kapriosud M.B.", [Tasaos €.M.", TkaveHko O.B.2
' AOHELbKN HALLIOHOABHWUA MEAVNYHIV YHIBEPCUTET, M. AUMQH, YKpaiHQ
2KMY «Autsiye TeputopianbHe MeanyHe 06 €AHQHHS», M. KpaMmaTtopcbk, YkpaiHa

KAiHIYHMI BUNOAOK reMOAITUYHOT AHEeMii B NOE AHOHHI 3 BTOPUHHO-XPOHIYHUM NiEAOHEDPUTOM
i BHYTPILUHbOKAITUHHOIO iH)EKLIEIO Y AUTUHU 7 POKIB

Pestome. V crarTi onucanuii BUNIagoK reMOJTITUYHOI aHEMil,
1110 TToNepeIHbO He OyJia JiarHoCTOBaHA y MallieHTKY 7 POKiB,
ITOCTAHOBKY MPaBUJIBHOTO JiarHO3y SIKOi YCKJIaaHIOBaTa Ha-
SIBHICTb CYIYTHIX 3aXBOPIOBaHb. Y Pe3yJbTaTi peTeIbHOrO 00-
CTEXEHHS Y IIBUMHKM OYJIM BUSIBJICHI crlagKoBa Mikpocdepo-

LMTapHa reMoJjiithuHa aHemiss MiHnkoBcbkoro — Illoddapa,
BTOPUHHUI XPOHIUHUI OOCTPYKTUBHMI Mi€JTOHEDPUT i Xpo-
HiYHA MEPCUCTYI0YA BHYTPIIIIHbOKIIITUHHA MiKCT-iH(EKITis.
Kiro4oBi cJjioBa: remostitiaHa aHeMist; BTOPUHHUIA XPOHITHUI
Mie€JOHe(PUT; BHYTPIITHBOKTITUHHA iH(EKILiST; TiTH
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Clinical case of hemolytic anemia combined with secondary chronic pyelonephritis and intracellular
infection in a 7-year-old child

Abstract. Hemolytic anemias are group of diseases that are
characterized by decreased lifetime of erythrocytes due to their
accelerated destruction caused by membrane and enzymopa-
thies of red blood cells, defects in globin synthesis or external
factors such as intoxications and autoimmune processes. The
most common hemolytic anemia in Europe is hereditary sphe-
rocytosis, which occurs in a ratio of 1 : 2000. Hereditary sphe-
rocytosis (Minkowski — Chauffard disease) is hereditary mi-
crospherocytic hemolytic anemia, which occurs as a result of
mutation, leading to the erythrocyte membrane defect. Clinical
manifestations of Minkowski — Chauffard anemia may vary
from asymptomatic to fulminant hemolytic anemia, but com-
monly this disease has a undulant course. In our clinical prac-
tice, we observed hereditary spherocytosis combined with sec-
ondary chronic pyelonephritis and chronic persistent intracel-
lular infection in a 7-year-old girl. The patient complained of
high fever, general fatigue and weakness, and pain in the lower
extremities. Complete doubling of the left kidney and urethra
was diagnosed in a patient (her father has the same congenital

pathology, which was diagnosed after the birth of his daughter)
and refluxing megaureter of the lower half of left doubled kid-
ney in the first year of her life. The girl underwent heminephro-
ureterectomy on the left. Despite the surgical intervention, a
secondary chronic pyelonephritis developed. Due to frequent
anemia, patient was previously observed in the hematological
department, but diagnosis of hemolytic anemia was not con-
firmed. Our clinical case shows that presence of concomitant
diseases, especially chronic intracellular infection combined
with pyelonephritis, can significantly complicate hemolytic
anemia. Pale skin and mucous membranes are considered as
a symptom of pyelonephritis, and ictericity is considered as a
manifestation of liver damage with intracellular infection. As a
result, more detailed examination and specific laboratory tests
are not performed, and patient remains without adequate treat-
ment for a long time, which significantly worsens his prognosis
and quality of life.

Keywords: hemolytic anemia; secondary chronic pyelone-
phritis; intracellular infection; children
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