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AHHOTanMsi. PacCMOTPEH KJIIMHUYECKUM Clly4Yyau
HaCJIeACTBEHHOM MUKPOChepomuTapHoOui
reMOJIMTUYEeCKOM aHeMHUHU YV peOeHKa B BO3pacTe CeEMU
jeT. B pe3ynbTaTe JIeYeHUA COCTOSTHUE TallieHTa
CTAaONTN3UPOBAJIOCH, OTMEUYEHHI YIIYUIIIeHU
KJIMHUYECKUX ITOKa3aTeJIeu: CHUXKEHUSA XKEJITYIIHOCTHA
KOXKHBIX IIOKPOBOB, IOBBIMIEHUS reMorjioouHa go 112
r/71 (IIpU IIOCTYIIJIEHUHU 69 r/11), yay4IneHuss 00MIero
COCTOSHUSA.

Abstract. A clinical case of hereditary microspherocytic hemolytic anemia in a child aged seven
years is considered. As a result of treatment, the patient's condition has stabilized, improvements in
clinical indicators have been observed: reduction of the yellowness of the skin, increase of
hemoglobin to 112 g/l (with admission 69 g 1), improvement of the general condition.

KniogyeBbIe ClI0OBa: TEMONUTUYECKNE aHEMUU; MUKPOCHEPOITUTO3.

Keywords: hemolytic anemia; microspherocytosis.

Bornee Beka Ha3aj HacJieOCTBEHHBINM MUKPOCGHEPOIIUTO3 OB BIIEPBhIE ONIMCAH HEMEIIKUM BpauoM
OckapoM MUHKOBCKUM U (ppaHIy3CKUM TeparneBToM AHaToib Ilodpdapom, KoToprie BHIOEIUIIN
3aboieBaHUe U3 IPYINL TEMOJIUTUYECKUX CUHOPOMOB, KaK 0C00yio HO3010rui0. C TexX Mop JaHHBIN
HeOyT He IOTePsI CBOe aKTyaIbHOCTH 10 Cel eHb, CTaTUCTUUECKNE NaHHbIE UMEIOT CJIeyIolIne
moka3zaTtenu: 1:5000, u IBASIETCS MIMPOKO PACIPOCTPaAHEHHOM 00I€3HbI0 HAaCIeqCTBEeHHOTo THuIa [1].

T'emoIHTHYECKHE aHEeMHH - 00JIbIlas TPyIina 3a00ieBaHWi, UMeIoIas ClellnduiecKre
KIIMHUYECKHe MPOSBICHUS TaKue, KaK XKeJITYIITHOCTb KOXKHBIX ITIOKPOBOB U CIIM3UCTHIX 000JI0UEK,
CIJIEHOMETaJInH, pexke rermaToMerajny, U XapakKTepHble JTa0opaTopPHEIe IIPHU3HAKKU BCIIeNCTBHUE
BHYTPHUCOCYAUCTOI0 TEMOJIH3A.

K nma6opaTOpHLIM KPUTEPUSIM I'eMOTTUTUYECKUX aHEMUM OTHOCSITCST PETUKYIIOIUTO3,
TUnepounIupyonHEeMUs IIPEUMYIIIeCTBEHHO 3a CUET HEeIIPsIMOTo OunupyOuHa, moBHIIeHue 1-1 u 2-i
dpakmunm JIAT, ypoOunuHoTeHa MOYHU, CHUXKEeHUe reMoriobuHa [2]. [1711 cCBoeBpeMeHHOTr o
YCTQHOBJIEHUS AUArHO3a U CYKEeHUS OUAarHOCTUYECKOTO ITOMCKa XOTeJIOCh ObI 00paTUTh BHUMaHUE
KOJIJIET Ha MTOHUMAaHME TOT'0, YTO JKEJITYITHOCTb KOXKHBIX TOKPOBOB, TEMHBIM IIBET MOYH, IJIUTEJIbHAS
He KYIUPYIOIAsCs aHEMUS B COBOKYITHOCTHA MOTYT OBITH CJIECTBHEM MOP(OJIOTUYECKON aHOMaJIuU
SPUTPOIIUTOB.

B ocHoBe 3a001eBaHus JIEXKUT TeHeTHYeCKuH medeKT Oejlka MeMOpaHbl 9PUTPOIIUTA, BCIIEOCTBUE
Yero IMOBHIIIAETCS €€ MPOHUIIAeMOCTh [IJIsi HOHOB HAaTPHUsI, B pe3yabTaTe IIPOUCXOOUT HaOyxaHue
SPUTPOLIMTOB, YKOPAYUBAETCS MTPOAOJIKUTENBHOCTD UX XKU3HU U pal3pyllleHre MakpodaraMu
cene3énku. CpemgHss IMTPOMOIKUTEILHOCTh NPeObIBAHUS S9PUTPOIIUTOB B KPOBEHOCHOM PYCJie B
HOpPMe OOJI3KHa cOoCTaBATh 120 mHe. B ciyyae MukpocheponuTo3a OIUTETbHOCTh COKpAIllaeTCs B
10 pa3. Bone3ubr MunkoBckoro-IlToddapa - aTo cemeitHoe 3a6oneBanre, KOTOPOe HAaCIemyeTC s I10
ayTOCOMHO-IOMMHaHTHOMY Tuny (Puc. 1) [1, 4].
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PucyHok 1. PacnpocmpaHéHHOCMb 00/1bHbIX ¢ QUA2HO30M HAC/1e0CIN8EeHHA s
MUuKpocgepouumapHasi 2emMoaumuieckdsi dHeMmusi cpedu 60/1bHbIX C
OHKO2eMamo./io2uyecKkumu 3a06o01eeaHusimu e Kapazanduuckoii o6.1acmu 1,8%.

[anpHeNmmM pa3bop 3ab00IeBaHus U TeUeHU NpeajiaraeM PacCMOTPETh Ha KJIIMHUYECKOM ClIydae,
BBHISIBJIEHHOM Ha 0a3e O6nacTtHoi [JeTckou Knuuuuyeckou BonpHuIel ropoga Kaparaumoer. Pe6éxnoxk .
BO3pacT 7 JieT, IIOCTYIINII C KanobaMu Ha CHUXKeHHe reMoriobuHa 1o 66 /i1, KeJITyIIHOCTb KOXKHBIX
TTOKPOBOB ¥ BUAUMBIX CJIM3UCTHIX 000J109€K, 0OI1yI0 c/1aboCTh, OBICTPYIO YTOMJIISIEMOCTE. BriepBhIe
3aboneBaHMe OBIIO BHISBIEHO Y peOEHKA Ha IIaHOBOM ocMoTpe, B 1 mecsam. B OAK 6r11o
0o0HapyKeHO CHUXKeHHe reMoriobuHa mo 62 r/n. CtanuoHapHOo nonydanu «depkaiia» B BO3PACTHOMN
mo3upOBKe, 0e3 adekTa, remormodbun cauduics mo 40 r/mn. Belyla mpoBeeHa reMoTpaHCchy3us 10
MMOKa3aHuAM. [JaHHBIe aHaMHe3a KU3HU: Pe0EHOK oT 3 6epeMeHHOCTH, 3 CaMOCTOSITeJIbHEIX
CPOYHBIX POHOB, B cpoke 39 Hepmenb. Bec npu poxpgeruu 3000 r, poct 52 cMm. [IpuButa BLI2K B
pommoMe, 3aTeM - MeOUIIMHCKUI OTBOM. IlepeHecénHbIe 3aboneBaHus: Yacteie OPBU, BeTpsiHas
ocma. Co cJIoB MaTepH, cliydaeB JaHHOTO 3a00JjieBaHUS B CeMbe He ObIJI0. AJIJIEPTroIoTUYeCcKui
aHaMHe3 CIoKoeH. C TyOepKyIE€3HBIMU U NHPEKIMOHHBIMU O0JIbHBIMU KOHTAKT MCKJTIOYaloT.
Tpancdy3uu B anHaMHe3e. [Tocsie TOBTOPHBIX, PA3BEPHYTHIX aHAIU30B ObIJT BEICTABJIEH OUATHO3:
reMoOJIMTUYecKas aHeMus I10 TUITY MUKpocdeporuTo3a. brlyla mocTtaBieHa Ha «JI»-y4éT K
remMaToory. ExxeromHo mpoBOOsTCS reMoTpaHcdy3uu B cTanrmoHape. HacTosiee yxyouieHue
COCTOSIHUS HadaJioch 3-4 OHSA Ha3af, Korjaa y pe0éHKa Hapocia XKeJITYITHOCTb KOXKHBIX TTOKPOBOB,
TTOSIBUJICS KallleJib, HacMOpPK. CaMocTosiTenbHO He yeunnuchk. Coanu OAK ambynatopro 15.10.2018
T. - remoryiobuH 66 /1, HampaBieHa Ha rocuuTtanu3anuio B OIKB, rociuTanu3upoBaHa B
remMaToJIoTu4ecKoe oThesieHue. Ilocnenusasa rocuuTanu3anus osia B OIOKE B uroHe 2018 1.

OOBEeKTUBHEIE TAHHBIE: COCTOsIHIE Pe0EHKA CPegHEeTSIKENI0e 3a CUET aHEeMUYeCKOT'0, KEeJITYIITHOTO
CUHOPOMOB, KaTapaJIbHEIX ABIeHNY. Ha MOMEHT 0CMOTpa CaMOYyBCTBUE YMEPEHHO HapyIIeHo,
oTMeuaeTcs ciabocTh. AmeTuT cHUXKeH. KoKHble TTOKPOBHI OJIEIHEBIE C JKEJITOBATHIM OTTEHKOM,
YUMCTHIE OT BRICHIIaHMM. KOXKHas CKJjlafiKa paclpaBiseTcss HeMealeHHO. [TI0IK0KHO-KUPOBOM CJION
CHUIKEH, paclpenesyiéH paBHOMepHO. KOHEYHOCTHY Ha OUIyIh TENJIble. BUAUMEbBIE CIIU3UCTHIE
(pusmonoruueckoul OKpacku, ducThle. HapyKHBIX KpOBOTedeHUU HeT. [Tepudepudeckue
nmuMmdaTrudecKue y3ibl He yBenmueHbl. KocTHO-cycTaBHas cuctema 6e3 gedopmanmu. ['pynHas
KJIETKa IPaBUIbHOU (GOpMEI, 00e TTOJIOBUHEI CHMMETPUYHO YYaCTBYIOT B aKTe AbIXaHUA. [[pIxaHue
yepe3 HOC 3aTPyAHEHO 3a CYET CIIM3UCTOTO OTAeNiTeMoro. Kallenb eqUHUYHBIN, IPOOYKTUBHBIN. 3€B
yMEepeHHO TUIIePEMUPOBaH. B NErkux gpixaHue ociablieHHOe, CpegHeny3bkpYaThie XPUIIEI Ha BOOXE.
O6macTh cepala Ha BUI He U3MeHeHa. [ paHUIIBl OTHOCUTEIbHON CEePAeYHON TYIIOCTH BEPXHSST - 2
Mexpebephe, MpaBas - 110 IPaBOM ITapacTepPHAbHOM JIMHWY, JIeBas - Ha 1 CM KHapPyXKu OT JIEBOH
CPEONHHO-KIIIOUYUYHON TUHUU. TOHBI Ccepflla TPOMKUE, PUTMUYHbBIE, BHICIYIINBAETCS CUCTOINYECKUM
IIyM Ha BepXyllKe U B V TO4YKe, TaXuKapous. A3bIK BIaXKHbIM, YUCTHIW. 2ZKUBOT MATKNUY,
0e300/Ie3HEHHLIN, YBEJIUYEH 3a CUET renarocrnjieHoMeranuu. [ledens +4 cM u3-of Kpas pébepHoM
oyru, 6e3001e3HEHHA, cele3éHKa +8 cM u3 moj Kpas pébepHoit oyru, 6e36one3HeHHa Ipu



nanbnanuu. O6IacTh IOYEK ITPU OCMOTPE He u3MeHeHa. ModeuncnyckaHue CBOOOOHOe,
Oe3boe3HeHHOE, MO4Ya cBeTno-xKeénTtas. Ctys 61 1 pas3, ohopMIeHHBIN, XKENTOTO IIBeTa, 6e3
IaTOJIOTUYECKUX MpuMeceli. MeHUHTealbHbBIE CUMIITOMEI OTpUIlaTeNbHbIe. O9aroBoil CUMIITOMATHUKH
HeT.
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PucyHok 2. Mopgonoaust mukpocgepouumos 8 ma3kax nepugepuyeckoii Kposu 60/1bH020
(caeea), 30opoeozo (cnpaea)
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Pucynok 3. Kpueas IIpaiic-IIcoHca

AHeMus HOCUT T'UIIOXPOMHBIN XapakKTep. B Ma3kax KpoBu npeobiiamaioT MuKpochepouuts (Puc. 2),
0e3 XxapaKTEepHOTO AJIsT HOPMaJIbHEIX 3PUTPOIIUTOB IIEHTPAIbHOTO IIPOCBETIEHUS, YTO
oATBepPXKOaeTcsa rpadudecky Ha KpuBo [Ipatic-[I2KoHCa, KOTOpasi oTpaxkaeT KOJIM4YeCTBEHHOe
COOTHOIIIEHUE 3PUTPOIMTOB pa3NnuyHbIX nuaMmeTpoB (Puc. 3). KpoMe Toro, B Ma3kax KpPOBHU
IIPOCMaTPUBAIOTCS HOPMOIIUTH M €INHWYHbIEe MaKPOIUTHI, 9TO IIOATBEPKIOAET YBeINYeHNe UHIeK Ca
RDW - 20,5%. Bo MHOTHX 9pUTPOIIUTAX OIIpenessieTcs 6a30@uimbHasd TyHKTAUS 1
nonuxpoMaTtopunus. IIpu HacnegCcTBEHHOM MUKPOCGhepPOIINTO3€e KapTUHA KPOBU XapaKTepU3yeTcs
[IaTOJIOTUYECKON TPUaLOM! CO CTOPOHEBL IPUTPOLUTOB: 1) MUKPOCHEpOnruTO30M; 2) PETUKYIOIUTO30M;



3) IOHUKEHHOU 0OCMaTHYeCKOM Pe3UCTEHTHOCTRIO. B HalleM ciydae Bce Tpu ¢paKTopa XOPOIIIo
BBIPAZKEHHI.

I'pynma kpoBu A(II) Bropass Rh(+).

OAK ot 16.10.2018 - uBertoBoit nokasatenb 0,9 CO3 6, MukpochepouuTs 2-3 B II0JIe 3PEHUS;
CermeHTOsimepHbBIe HelTpoduie - 51,8 %; JIumdbonuTs - 40,7 %; MoOHOIUTHL - 5,3 %; D03UHODUITEI
- 1,9 %; Bazodumsl - 0,3 %; Jle#ixorute (WBC) - 6,7 x 10%/11; Oputporuter (RBC) - 2,3 x1012/1;
T'emorno6un (HGB) - 69,0 r/m; F'ematokpuTt (HCT) - 23,0; Tpom6oruts: (PLT) - 183,0 x109/1;
Petukymonutsl - 20 %.

Buoxumusa kpoBu oT 16.10.2018: besnoxk - 64 r/m; obmui 6unmupyouH - 42 Mr/n; TpsaMou OuIupyoOuH -
11 mr/m; AnaT - 11 mr/n; AcaT - 27 mr/n; modeBuHa - 2,0 Mr/i1; KpeaTuHUH - 46,0 MKMOJIB/JI;
TJII0KO3a - 4,6 Mr/i.

Koarynorpamma ot 16.10.2018 I'IB - 13,24 cekynpg; I[1THU - 90,0; MHO - 1,090; A4YTB - 39,83 cek;
dubpunoren- 1,89 mr/m; TB- 13,45 cek.

ITocTanoBka nmpo6wr Kym6ca - oTpUIlaTeIbHO;

OnpepneneHne CyMMapHBIX aHTUTEI K BUPyCy renatuTta C B CBIBOPOTKE KpoBU MOA-MeTOOOM -
OTPULIATENIBHO;

Onpepenenue HbsAg B ceiBopoTKe KpoBu UDPA-MeTOIOM - OTPULIATENBHO.

OAM ot 17.10.2018 JleukonuTtsl - 3-0 en/mi; yoenbHBIM BeC - MaJIo MO4YM; KOJIMYECTBO - 35,0 T; OBET
- XEJTHIH; IPOo3paydHasi; IJIOCKUH SMUTeNnii - 4-1 B mojie 3peHus.; 60K - OTPUIIATEIbHO.

Y3U o1 19.10.2018 3aknoueHue: CUHOPOM CIyIIeHUs Kel4ld. PeakKTUBHBIN TaHKPEaTHT.
CrnneHomMmerasnus.

Ha ocHoBanwuu xkanob, Gu3nKaIbHOTO OCMOTPA, Tab0paTOPHBIX U MHCTPYMEHTATbHBIX TaHHBIX
00bHOMY OBITT BLICTABJIEH AUATHO3 «HACJIEACTBEHHAsI MUKPOCGhepoluTapHas reMOITuTHYeCcKast
aHeMUus».

[lanee Ha3Ha4YeHO edyeHne: Pexxum 2a - monynocTtenbHbll, [Iueta Nel, F'emMoTparncy3uss OTMBITEIMHU
nevikodpunbrpoBaHHEIMEU A(II) Bropast Rh(+) spuTtponutaMu KonudecTBo - 260 mi, Ypcogekc®
Karmcynsr 250 mr (125 Mr, opanbHO) C XKeT4erOHHOMU 1Iebio.

[Tocne MPOBEOEHHOTO JIEUEHUST COCTOSIHUE MAIMEHTKU CTAaOMIN3UPOBAIOCh, KITMHUYECKHU
OTMeYaeTCs yIy4llleHUe B BUAE: CHUXKEHUS XKEeJITYIIIHOCTU KOXKHBIX IIOKPOBOB, OBHIIIEHU
remornobuHa mo 112 r/n (mpu noctymneHuu 69 r/i), yaydineHus 06I1ero COCTOTHUS.

CpenHee cofepkaHue reMorio0uHa B oTaesibHOM aputpouute (MCH) - 29,2 nr; Cpenuss
KOHIIeHTpaIug reMoriodusa B spurponute - 30,2 1/1; Tpombonuts (PLT) - 176,0 x10°%/m;
OTHOCUTeNbHAS IMIUPUHA PaclpeleeHnus SpUTPOIIUTOB CTaHOapTHOe oTKIoHeHue (RDW-SD) - 76,0;
OTHOCUTeNbHAS IMIUPUHA PaclpeneeHnus 3puTPouuToB Koadduumert Bapuanuu (RDW-CV) - 23,7;
AnnzomuTto3 sputpoiutoB (RDW) - 15,7; Cpemuuii 06séM TpoMboruta (MPV) - 11,3 d;
Koaddurment 6omnpinux TpoMboruTos (P-LCR) - 35,0; Tpombokput (PCT) - 0,20 %

Ha ceromusmHui JeHb METOOOM BEIOOPA JTeUueHUsT HaCledCTBEeHHOT0 MUKPOCHEpPOoIIuTO3a OCTAETCS
crneHskToMusi. ONITUMAJIbHBEIM BO3PacTOM [AJIS IPOBEAEeHUS 9TOM Ollepalluy, 10 MHEHHUIO psga
ABTOPOB, cUUTAIOT 4-5 yieT. [TomoXKUTENbHBIN 9(PDEKT CIIIIEeHOIKTOMUY BHEISIBIASIETCS B IIEPBLIE THU
IIOCJIEe OoTlepaluy. 3HAUYUTEILHO YMEHBIIAIOTCS XKENTYITHOCTh U O11eIHOCTh KOXKHBIX TIOKPOBOB, a K
KOHITY TIePBOM HeMeIu 1IIBET KOXKM Y OOBIINHCTBA IeTel HopMaliu3lyeTcs. BrICTpo yiydliaeTcs
ofI1ee caMO4YyBCTBUE OeTeli. B rmepBhie Yackl OCJIe yOaJIeHusT CeIe36HKN 3HAYUTEIbHO
ITOBBIIIIAIOTCS COMlePKAHUE TeMOrIO0MHa U KOITUYECTBO 9PUTPOIIUTOB. Y OOTBHBIX, OII€PUPOBAHHBIX
Ha (oHe BBEIPaKeHHOM aHeMUU, BOCCTAaHOBIIEHUE 3PUTPOII033a U TUKBUOAIINSA aHEMUU ITPOUCXOOAT
JIUIIH K KOHIIY IIEPBOT0 MecsIla IIocjie BMellaTenbcTBa [3]. CiegyeT OTMETUTD, YTO MUKPOIIUTO3 U
chepo1nuTo3 CIJIEH9KTOMUEN He JINKBUONPYIOTCS, XOTS CTeIlleHb C(pepoIuTo3a YyMeHbIIaeTCs,



K“CcYe3aloT Takxke Haubosee Meskue GopME ChHeponuToB, KOTa OCMOTHYEeCKasi Pe3UCTEHTHOCTh
SPUTPOIIUTOB OCTAETCS CHUKEHHOU, HO CTEIIEHb €€ YMeHbIaeTcs. B pe3ynbrate ymaneHus
CeJIe3EHKU YCTPaHSIETCS He TOJIBKO MECTO Pa3pyIIeHUs SPUTPOLUTOB M 00pa30BaHUs aHTUTEN (IIPU
QyTOMMMYHHOM I'eMOJIUTUYECKON aHEMUHU), HO U MECTO CKOIUJIEHUST KPACHBIX KPDOBSHBIX KJIETOK,
yCTpaHsaeTCs MpUYNHa TeMOOWIIOINY U TaKXKe YMeHbIIaeTCsI KPOBAHOE PYCJIOo, T. €. IPOCTPAHCTBO
IOJIsI pacrpenesieHruss 9PUTPOIIUTOB, BCIIEACTBUE Yero 3PUTPOII033, a TaK¥XKe MepejinBaHus KPOBHU
cTaHOBATCA 6oJiee 3¢pPEeKTUBHLIMHA [5].

ITocTossHHAS ITOMOIITL BO BPEMS T'€MOJIMTUYECKHUX KPU30B MOJI?KHA 3aKJII0YaThCSA B BO3MOIKHO
OBICTPOM YMEHBIIEHUN KOHIIEHTPAIIUM OuIupyOrHa, B IPpUMEHEeHNH a3Madepesa ¢ uHpy3nen
KPHUOIJIa3MHbI - foHaTopa auTutpoMmbuHa III. ITpu HeobxomumocTu - jiedenue [IBC-cuHOpoMa.
[rcniancepHoe HabogeHNe 3a TAKUMU OO0JIBHBEIME NOJIZKHO OCYIIECTBIISITHCS B TeUeHUE BCel
KU3HU.

Ha ceromgHsImHu# OeHb IIOYTH BCE aBTOPHI €IUHOOYIIIHE B BOIIPOCE O Hellelecoo0pa3HoCTH
IIPUMEHEeHHUST TOPMOHAJIbHBIX ITPEeapaToB IPU FreMOJIUTUYECKOM KpHu3e. BEICOKUI YPOBEHD

CBIBOPOTOYHOTO JKejle3a CTAaBUT TaKKe I10[ COMHEeHHe HeoOXO0OUMOCTh UCI0JIb30BAHUS IIpeIrrapaToB
XKene3a [3].
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