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Y30 «lleHTpalJibHaS KIMH/WYECKAd OOJIBHMLII» I'. [POIOHO

Ipeonacaemes cayuatl u3z npaKmuKy HACIeOCMEEHHOU 2eMOTUMUYECKOU MUKPOCHEPOYUMAapHotl anemul o aHaIu3y
mpex ucmopuil bonesneti u amoOy1amopHoU Kapmol OONLHOU ¢ NO30Hel OUACHOCMUKOU 3a00/1e6aHUsL U NO30HE CHAEHIKMO-
Muetl, Ymo ecmpeyaemcst peoko U npedCmasisien KIUHUYeCKUil uHmepec Kax Oisl 6payei-mepanesmos, mak u neouampos.

Kniouesvie cnosa: nacnedcmeeHHoCmb, 2eMONU3, MUKPOCHEPOYUMO3, AHEMUSL.

A medical case of hereditary hemolytic micro spherocytic anemia has been presented on the basis of analysis of three
case histories and the outpatient s card of a female patient with delayed diagnosis of the disease and delayed splenectomia
which doesn t often occur and is of interest for both therapeutists and pediatricians.
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HacnenctBennasi remonutuyeckas MHKpocdepo-
UTapHas aHEMIsI — HaCJISICTBEHHOE 3a00JIeBaHNE, B
OCHOBE KOTOPOTO JIKHT JIEPEKT OCNKOB MEMOpaHBI
IPUTPOLIUTOB — CIIEKTPHHA, aHKUPHUHA, TpoTenHa 4,2
W TpOTerHA 3, YTO MPUBOAUT K U3MEHEHUIO (POPMBI
PUTPOIUTOB — MHKPOCHEPOIUTO3Y, YKOPOUCHHUIO
MPOIOIKUTEILHOCTH JKU3HU DPUTPOLIUTOB U MX Pa3-
PYILICHHIO.

3aboseBaHUE PACIPOCTPAHESHO C YacTOTOM 2,2 City-
gaeB Ha 10000 HaceneHUs U TIEPEAACTCS 1O ayTOCOM-
HO-JIOMUHAHTHOMY THITy. OTIHCaHO HEMEIKHM Tepa-
neBToM MuHbKOBCKUM (1900 1.) 1 ppaHIry3cKUM Te-
panestom Illaddapom (1907 1.).

HacnenoBanue nedekra cuHTe3a OSIKOB MEMOpa-
HbI 3PUTPOIIUTOB IIPUBOIMT K MOBBIIICHHUIO €€ TIPOHHM-
AEMOCTH ISl HATPHS B BOJIBI, KOTOPBIE TIOCTYIIAIOT B
sputpoThl. OHU TEPSIOT CBOIO JIBOSIKOBOTHYTYIO
(dhopMy, yMeHbIIaeTCs UX 00beM, OHHM MPUOOPETaOT
¢dopmy mapa (Mukpocheponntsl). Takue SpuUTpoIH-
ThI TEPSIFOT CITOCOOHOCTB K AeopMariiy IPU MPOXO0K-
JICHUM B Y3KUX MECTaX COCYIUCTOW CHCTEMBI H JIETKO
pa3pyIIaoTcs.

Bonbinyio ponb B pa3pylnieHHH SPUTPOIUTOB HI-
paer ceje3eHKa. DPUTPOIIUTHI C K3MEHEHHOH (hopMoii
HaJ0JTO 3aJePKUBAIOTCS B COCYIaX Celle3eHKH,
YMEHBIIACTCS MX CHAOKEHHE ITTFOKO30H U TTTHKOIHTH-
Yyeckasi akTHBHOCTh, MeMOpaHa HX elle OolbIIe 1o-
BpeXIaeTcs U (pparMeHTUpyeTCs, a mocie 2-3-kpat-
HOTO TIPOXOKJICHUSI Yepe3 CENE3CHKY DPUTPOIUTHI
paspyiarres (Jiu3uc ¥ paromnutos).

HNHTEeHCUBHBIN reMOIU3 MPUBOJAUT K aHEMUH, TH-
MOKCHU OPraHOB M TKaHEW TUIepIUIa3ul KPacHOTO
pOCTKa KpOBETBOpEHHUs M BhIOpocy B mepudepuiec-
KyI0 KPOBb MOJIOZIBIX ()OPM 3PUTPOKAPHOIIUTOB, T10-
BBIIICHHOMY 00pa30BaHUIO JKETYHBIX TTATMEHTOB.

Knmnnueckue mposiBneHuns 3a00/eBaHus pa3BUBa-
I0TCSI B TOAPOCTKOBOM BO3PACTE, HO MOT'YT ITOSIBUTHCSI
B HEOHATAJILHOM TIepHOJie, MHOTA B Bo3pacTe 3-8 JeT.

B nepuon oboctpeHus y GONBHOTO MOSBISIOTCS
00JK B ITPaBOM HJIH JICBOM MOApeOephsx (3a cyeT pas-
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BUTHS KaJbKYJIE3HOTO XOJCHIUCTUTA U CIUICHOMETra-
JIMH), CHIDKEHHE aNIeTHTa, c1abocTh, TOIOBOKPYKe-
HUe, cepalneOueHne, MosIBICHUE KEeATYXH, TEMHOTO
I[BETa MOYH U KaJia (3a c4eT ypoOHIIHA B MOYE U CTEp-
koOmnnHa B Kane). [Ipu oOciaenoBaHuu y OOIBHOTO
HAXOJIAT YBEIUYCHHE CEJIC3EHKH, PEXKE — yBEINICHUE
TIEYCHH.

[Tpu nononmHUTENEHOM OOCIICIOBAHHH:

+ 00mmit ananu3 kpoBH (OAK) — HopMoxpoMHast
aHEeMUSs pa3IMYHOM CTENIeHN BBIPAKEHHOCTH, MUKPO-
cheponmnTos, peluKyIonnuTo3. Bo Bpems remonurrdec-
KOTO KpHU3a — JIGHKOIIUTO3 CO CIBUTOM BIIEBO, YCKOpE-
aue COD;

+ 00mmit ananmus mouu (OAM) — ypoOunuHypus,
a BO BpeMsi FeMOTUTHYECKOT0 KpU3a — alTbOYMHHYPHS,
MUKPOTEMOTYpHSI;

+ Omoxummueckuii ananu3 Kposu (BAK) — moBsI-
HIEHNE COepIKaHMsI HEKOHBIOTUPOBAHHOTO OUIIHPY-
OvHa, a BO BpeMsl Kpr3a MOBBIIICHHE AKTUBHOCTH ajla-
HUHAMUHOTpaHCepasbl ¥ COAEPKaHuUs ChIBOPOTOYHO-
Io JKelesa.

OtMeuaeTcsi CHU)KEHHE MaKCUMallbHOH W MWUHU-
MaJbHOW OCMOTHYECKOH PE3HUCTEHTHOCTH SPUTPOIH-
TOB.

B Muenorpamme onpenessiroTest Ipu3HaKy TUTEp-
TUTa3MH KPACHOTO KPOBETBOPHOT'O POCTKA — yBEIINYe-
HUE KOIIMYECTBA SPUTPOKAPUOITUTOB.

OTmeuaercsi 3HAUUTENBHOE COKpPAICHUE KU3HU
SPUTPONHTOB (TI0 TAHHBIM TECTa C PaJHOAKTUBHBIM
XPOMOM).

B kae BbIcoKkoe copepKaHue CTepPKOOITNHA.

Ha OKI" camxenne ammutynsl 3yora T B Heckonb-
KHX OTBE/ICHHSX.

Y3U opraHoB OpOIIHOM MOJOCTH — YBEIUYCHUE
Cene3eHKU, KAMHHU B YKEITYHOM ITy3BIpe.

Takum 00pa3om, TMarHOCTHYECKUMHU KPUTEPUSIMH
HACIIEICTBEHHON MHKpocdeponuTapHoil aHEMHUH SIB-
JISTIOTCSL:

I. Knunwnueckas Tpuana:

1) remMonmuTHYECKas JKENTyXa, HEKOHBIOTHPOBAH-
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Has (0e3 KOXKHOTO 3y/1a);

2) CIUIeHOMETaus;

3) aHemus (HOPMOXpPOMHAs).

II. TemonuTHUecKas Tpuaaa:

1) perukynonuTo3 B nepuepuveckoil KpoBw;

2) MHUKPOC(EPOIMTO3 SPUTPOIUTOB;

3) CHM)KEHHE OCMOTHYECKOW CTOMKOCTH 3PUTPO-
IIUTOB.

III. Tunepriazusa KpacHOrO KPOBETBOPHOI'O POCT-
Ka 110 JAHHBIM MUETIOrPaMMBI.

IV.IloBbllIEHNE CONEpKAHUS JKENIe3a B KPOBU.

V. VYkopoueHue npoaoKUTENbHOCTH KU3HHA IPUT-
POITUTOB.

VI. D) PeKTUBHOCTH CILICHIKTOMUHU.

Hamu npencrasnsercs ciy4yail HacleICTBEHHON
MHKpOC(HEepOonUTapHONH TeMOIUTHYECKON aHEMUU
Munskosckoro-1laddapa.

Bonpnas K., 21 ron, BiepBsie mocTymnuia B Xupyp-
THYECKOE OTACICHUE LIEHTPAJIbHON KIMHUYECKOU
oonbHuUIel 9.11.05 roma (uctopust 6onesnu Ne 8376) ¢
*arodaMH Ha MPHUCTYI00Opa3Hbie OO B TIPAaBOM H
JIEBOM TONPeOEPhIX, TOIIHOTY, PBOTY, TOBBIIICHUE
Temmepatypsl (t) 10 38°, mosBIIEHUE )KENTYXHU 063 KOXK-
HOT'O 3y/1a.

Kak BeIsICHWIIOCH U3 aHaMHe3a U aMOyJIaTOPHOM
KapTel, OONbHAs pOAMIIACh HEIOHOMEHHOU (IO IIKa-
Je Anrap 6-8 0amioB). Yke ¢ mepBOro IHSA OTMEYa-
JIoCh TMajieHre remorioouHa (HB), uro morpeboBasio
Ha3HAYCHUST KOPTUKOCTEPOHIOB U TIEpEIMBaHUS KPO-
BU. B mocnenytomem y pebeHKa OTMEUaINCh aHEMUSI,
Y 4acThIC MOBBIIIEHMS t 10 38° 0e3 BUIUMBIX TPHUHH,
YTO PaCIEHHMBAJIOCh KaK aHEMHUs HEIOHOIICHHBIX H
OPBMU. HeonHokpaTHO Jieyniiach B AETCKON OONBHU-
ne. He cumxancs no 78 1/, aputporutsl (3p.) — 10
2,98x10'?/1, peTHKYIOIUTHI MOBBIMIAIKCE 10 26%o,
nerikoruTel 10 12x10°/1m. Anemus ocraBanacek y pe-
OeHKa Ha MMPOTSHKEHUH BCEro TUCITAHCEPHOTO HAOMIO-
JICHUSI U TPaKToBajach Kak aluMeHTapHas. B 4-ier-
HEM BO3pacTe BIEPBBIC MOCe 00jIee 00CTOATEILHOIO
cranmoHapHoro oocienosanus (kpusast [Ipatic-/IxoH-
ca— cMmelieHue BieBo 10 90% Bcex 3pUTPOLIUTOB, CHU-
KEHHE OCMOTHYECKON PE3UCTEHTHOCTH SPUTPOIIUTOB)
peOEHKY BBICTABIICH JTUArHO3 TEMOJIUTHYECKON aHe-
Muu. B 5-netHeM Bo3pacte peOSHOK JIOCTaBIICH B JICT-
CKyI0 OONBHHUIly C aHeMUuYeckod komon (Op. —
1,94x10'%/n, HB — 58 /1, 6unupybun — 34 MMOIIB/II,
Henpsmoit — 30,8 MMonb/i1). BonbHas KOHCYJIBTHPO-
BaHa reMaTolIoroM, KOTOPBIM THarHOCTUPYETCsI Hecde-
porTapHas reMonuTH4eckas anemus. C 3Toro Bpe-
MEHHU y OONBHOM HAXOIAT YBETUYCHHE CENIE3CHKH JI0
+ 4 cM. Y pebeHka MpONOIKAIOTCS TEMOITUTUYECKUE
Kpu3bl 1-2 paza B 107 ¢ IOBbIIIEHHEM t /10 38°, TOBBI-
nieHreM OmmpyorHa 10 56,12 MMOJB/I 3a cuer He-
KOHBIOTUPOBAHHOTO (42 MMOITB/MT) U cHUXeHreM HB
1o 88 r/m, Op. 10 2,9x10'%/71 1 MOBBIICHUEM PETHKY-
monuToB 10 51%0. HacTodarenbHo pexoMeHayeTcs
cruieHdKkToMuUs. OJIHAKO POMUTENH MO PETUTHO3HBIM
cooOpakeHHsM (cerne3eHKa — «00KEeCTBEHHBIN OpraH)
OT OIepaluy OTKa3bIBAIOTCSI.

B 1999 romy neBouka B 15-nmerHem Bozpacre 00-
crenyercsi B PecriyOinMKaHCKOM Hay4HOM MPaKTHYEC-
KOM IIEHTpPE JIETCKOM OHKOJIOTHH W TeMAaTOJIOTHH, /e
mocJie TOHOTO o0cIienoBaHusl (MUeIorpaMmma — mpo-
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nudepanns KpacHOTO pOCTKa KPOBETBOPEHHUST; KPHBAsI
[Ipatic-J[>xoHCa — CMEILIEHUE BIEBO; CHUKEHUE OCMO-
THUYECKOW CTOMKOCTH 3PUTPOILMTOB; OTpHUIIATEIbHAS
npsiMasi ¥ HenpsMasi poosl Kym0Oca; orpunarenbHas
npoba Xema; Hanuune B OAK MHKpocdeponuTos,
cHmxenne Jp., HB, moBbITIICHHE JIEHKOIIUTOB, PETH-
KYJIOITUTOB, OMITHPYOMHA 33 CHET HEKOHBIOTUPOBaHHO-
ro, MEIouHoN (pochaTasbl, CBIBOPOTOUHOTO XKene3a;
Ha Y3U — cimeHomeranus, HaIu4iue KOHKPEMEHTOB B
KEITYHOM ITy3bIpe C TIPU3HAKAMH KaJbKYJIE3HOTO XO-
JIEIMCTHUTA) e BHICTABIISIETCS TMArHO3: HACIIEICTBEH-
Hasi MUKpocepouTapHasi TeMOITUTHYECKAsT aHEMHUS
MunbkoBckoro-llladgdapa. XKemuno-kameHnHas 6o-
ne3ub (JKKB).

Tawm >xe npoBeneHo o0cIeI0BaHNE MaTepu — MaTh
3no0poBa. CrenoBarenbHO, OONE3Hb HACIEAYeTCsl 10
OTLIOBCKOM JINHUH.

BonbHOM BHOBB pEKOMEHAYETCSI XOIELUCT- U CILIE-
HoKTOMUS. OTHAKO TI0 TEM K€ PETUTHO3HBIM CO00pa-
KEHUSIM MaTh OT ONEPaTHBHOTO BMEIIATENLCTBA OT-
Ka3bIBaETCS.

B mocnenyromme roapl y 6oibpHON HabmomaeTcst
yuamienre npuctynos JKKb u remonutudeckux Kpu-
30B. B cBi3u ¢ odepenHbIM 000CTpeHHEM OONbHAS
MOCTyTIaeT B XUpypruueckoe oraenenue, rae 15.11.05
I. elf IPON3BOIUTCS JIAMTAPOCKOITMYECKAs XOIEIIHCTIK-
Tomust. OT CIJICHOIKTOMHUH OONbHASL U POJICTBEHHHUKH
BHOBb OTKa3bIBAIOTCAL.

[ToBTOpHOE MOCTYTUIEHHE B XHUPYPTHUECKOE OT/Ie-
nenne B 2006 roxy (ucropus 6onesnu Ne 8371) ¢ ipu-
cTyroM OoJsiell B SMIUTAacTpUH M JIEBOM Moapedephe.
[Ipu obcnenoBanun Ha Y3U — crutenomeranus (16x9
cm); OAK: Dp. 2,57x10'%/n, He 74,6 1/71, TEHKOITATEI
9,8x10°/71; 0b1Mit OvaMpyOHH 73,1 MMOJIB/JT, HEKOHB-
torupoBanHbid 50,1 Monb/n. KoHcynsTupoBaHa rema-
TOJIOTOM, JIMATHO3 TOT e, PEKOMEHI0BaHa CIIJICHOIK-
TOMUSI, OT KOTOPOM OOJbHAsI BHOBb OTKa3bIBACTCSI.

Hakowert, B ssuBape 2007 roma, 60/ibHast BHOBB I10-
CTyMaeT B XUPYPTUUYECKOE OTAeIeHUE (MCTOpHs OoIe3-
HU Ne 484) co cinmenomeranueii (26x13 cM) u anemu-
eit (Op. 2,5x10'%/n, He 86,7 r/n, nmeixonutsr 13,2x
10°/11) 1 cornammaercsi Ha CIIEHIKTOMUIO, KOTopasi ObLia
npousBeneHa 18.01.07 roga. IlocnmeomnepainoHHbII
MepUoJ MpoTeKas 0e3 ocnokHeHui. HB npyu Beinucke
117,2 v/m, Bp. 3,64x10'%/1, nefixoruTs! 6,5x 10°%/71, 6u-
mupyouH 16,72 MMOIIB/11.

Takum 00pa3om, NaHHBIA KIMHUYECKUN CIydai
3acTaBIsieT Ooliee BHUMATEIILHO OTHOCHTHCS K aHEMU-
SIM Y JIMI JIETCKOTO U MOJOJOro Bospacra. Cuemyer
Oonee eTanbHO 00CIenoBaTh TAKMX OONMBHBIX B IIa-
HE BBISBIICHUSI HACIICICTBCHHBIX BapHAHTOB 3abore-
BaHMsI, a TAKKE MPOBEACHHUS CBOCBPEMEHHOM CILICHIK-
TOMHH KaK €IMHCTBEHHOTO PaJIMKaJIbHOTO METO/Ia Jie-
YeHUS [TPU ATOM 3a00JIeBaHIH. ITO TOMOKET H30eKATh
psiia OCIIOKHEHHUH (TeMOIUTHYECKIE KPU3bI, aHEMH-
yeckas koma, JKKB), uto HaO1r01a10Ch B HAILIEM KITH-
HUYECKOM CITy4ae.
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