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Meouxo-6uonozuueckue npooiemol

YK 616.155.194.18-053.2 E.®. Munypa', JI.. Boikosa*

HACJIEJJICTBEHHBIA CO®EPOIIMTO3 B CTPYKTYPE
TEMOJIMTUYECKAX AHEMWM Y TETEN U ETO
KIMHUYECKOE TEYEHHUE B PECITYBJIMKE BEJIAPYCbH

'’V « PHIIL] paouayuonnoti meOuyuHsl u sKono2uu yeiosexkay, 2. I'omens, berapyco
I'YO «benopycckas meOuyuHcKas akademust noc1eOuniomHo20
obpazosanusny, . Munck, berapyco

Hacnencreennsiii ceporuro3 (HC) — camast yactast popma reMOIUTHYECKOM aHEMUH Y Jie-
teil B Pecnybnuke benmapyce. C nenbto ycraHoBUTh MecTo HC B CTpyKType TeMONUTHYECKUX
anemuii (I’A) y meTeli ¥ OIIGHUTH €ro KIIMHIYECKoe TeueHue B PecyOnuke bemapych perpocrek-
TUBHO M3Yy4€HbI IaHHbIE 253 1eTeil ¢ BIIEpBbIE YCTAaHOBIEHHBbIMU nuarHo3amu I'A 3a 2005-2016
ronel B T.Tomene u . Muncke. [IpoBesieH qeTanbHbBIN aHATN3 KIMHUYECKUX MPOSBICHUN O0Ie3-
HU 110 JaHHBIM 48 aMOynaTopHBIX KapT, CPeAHUM cpok HaOmoneHus 7,4 net, mpociexeHo 393
4enoBeko-rofa Habmomenus. B obieii crpykrype ['A y nereit nonst HC cocrasmnsier 50,2%, a cpe-
mu HaciencTBeHHBIX [A — 73%. Paccunrannas 3a6oimeBaemocts HC 6,5 Ha 100 TBIC. HETCKOTO
HaCeJIEHUs], YTO 3HAYUTENbHO HIbke oxkuaaeMoro. Jluarnoz HC B 50% ciny4aeB yctaHaBauBaeTcs
B TeueHue 1 rona 3 mecsues xu3Hu. B 75% HC umencs y O1u3kux porcTBEHHUKOB MAIIUEHTOB.
o tsxectr 17% cimydaeB ObutH JeTKUMH, 54% ymepeHHbIMU U 29% TspxensiMu. Ha MoMeHT mo-
CTaHOBKU JuarHosay 85% umenach aHeMus, y 79% — yBenuueHue cene3eHky, y 48% — xenryxa.
XKentyxa 3Haunmo yaiie Bcrpeyanach npu TsoxenoM teueHnd HC. CriieHIKToMuYsI BBIIOIHEHA Y
31% manueHToB 3a nepruo HabIIOIEHUS, B CPOKHU OT 4 10 26 niet, meanana 15 net. YV 50% nabro-
JTaeMBIX CIUIEHIKTOMHUS MpoBeieHa 10 Bo3pacTa 19 ner. JKemynokameHHast 60JIe3Hb BBISBICHA Y
21% narnueHToB, MeiMaHa BO3pacTa Ha MOMEHT BhisBIeHUs 15,5 net. [lo cpaBHEHMIO C JTaHHBI-
Mu uccnenosareneit 3 Uannu, Typuuu, Erunra u bpaszunuu, B Hameit crpane HC BoisiBsiercst
paHbliIe, )KeTYHOKaMeHHas 00J1e3Hb (DOPMUPYETCS TTOIKE, TAKKE BBITOITHACTCS MO3XKE CIUICHIK-
TOMHSL, YTO TOBOPUT 00 3(p(heKTHBHOCTH MOMOIITH JAHHOM KaTeTOpUH MAlleHTOB.

Knrouegwle cnosa: nacneocmseennwlii chepoyumos, pacnpocmpaHeHHOCmb, KIUHUKA

Beeoenue CKUX aHeMHUU. bone3Hb MOXKET BCTpeyaThCs
y OOJBIIMHCTBA ATHUUECKUX TPYII U MaHU-
dectupoBaTh B 1II00OM BO3paACTE, HO MPEUMY-
miectBeHHo y aereit [2, 3]. HC pacmpoctpa-
HEH BO BCEM MHpE, OCOOCHHO BBICOKa 3a00-
neBaeMoCTh y xkuresieid CeBepHoii EBponbl u

B Coenunennbix IllTatax Amepukwu, rue 3a-

I'emonutnueckue anemun (I'A) B 1eTckom
BO3pacTe (HACJIEACTBEHHbIE M NpUOOpeTeH-
HbIE) 3aHUMAIOT BTOPOE MECTO IOCIE XKele-
301e(DPUIIUTHBIX aHEMH 0 YacTOTE pacIlpo-
ctpanenus [1]. Crpykrypa I'’A B 3HaunTENb-
HOW Mepe 3aBUCHUT OT TeHETUYECKHX OCOOCH-

HOCTEW HacCeJEeHUs, MO3TOMY CYIECTBEHHO
pasnuyaeTcs B peruoHax mupa. Tak, B CTpyK-
Type HacliencTBeHHbIX A B momysmsiuu Ce-
BepHOW EBpomnbl mpeobnagaeT HaClIeICTBEH-
He1it cepountos (HC), B ctpanax Cpeanszem-
HOMODBS — TAJIACCEMUs, B appPUKAHCKUX CTpa-
Hax — CepIIOBUIHO-KJIETOUHAs aHemMusi [2].
HC — oxna u3 nHaumbonee yacto BCTpe-
YaIOIMXCSl HACJEICTBEHHBIX T'€MOJUTHYE-

OoneBaHME BCTPEUAETCS C YacTOTOM 1 cimyyaii
Ha 2 500 nacenenus [3]. B mocnenaue rogsr
B nuarHoctuke HC Hamerwmicsa cyniecTBeH-
HBIN NIPOrpeccC, CBA3aHHBIN C UCIOIb30BaHU-
€M MOJIEKYJIIPHO-T€HETUYECKUX METOMIOB [4].

HC, B 3aBuCHMOCTH OT €ro TSKECTH, MO-
KET MPOSIBIIATHCS B JIFOOBIX BO3PACTHBIX IPYII-
1ax, OT HEOHATaJIBHOI'O NIEPUOZIA 10 TOXKUIIO-
ro Bospacta. Knaccuueckumu mnposBieHuUs-

Meouko-6uonocuueckue npobnemwl xcuznedesmenvhocmu. 2018. Ne 2(20) 39



E.@. Muyypa, JI.U. Borxosa

Mu HC gBRSIOTCS reMOJIMTHYECKask aHeMus,
KENTyXa, PETUKYIOIHTO3, >KETYHOKAMEHHAS
00JIe3Hb, CTUICHOMETAIHS U Hajaudue cdepo-
LIMTOB B Ma3Ke nepudepuyeckoi KpoBU, CHU-
KEHHAsl 0OCMOTHYECKasi CTOMKOCTb 3pUTPOLH-
TOB, IOJOXKHUTEIbHBIA CEMEHHBINI aHaMHE3.
[IpumepHO y TpeTHU MAlMEHTOB T'E€MOJH3 XO-
POIIO KOMIIEHCHPOBAH, B TAKOM CIIy4ae aHe-
MU MOXKET OBITh HE3HAYUTENIbHON WM OT-
CYTCTBOBAaTh, 4 €AMHCTBEHHON HAaXOIKOM CTa-
HOBUTCS TIOBBIIIEHHBI PETUKYJIOLMUTO3, OT-
pakaroImui yCUIIeHUE MPOIYKIIUU IPUTPOLIU-
TOB B KOCTHOM Mo3re. XKentyxa Bapuabesb-
Ha, YacTO OTCYTCTBYET, a HpPOSBIATHCS MO-
KET TPU COMYTCTBYIOMMX HHpekuusax. Crute-
HOMETaJIMsl Yallle BCEro NMPUCYTCTBYET, HO HE
BCerJa 3HauuTeNnbHa. KpurepusmMu TAKEeCTH
teueHuss HC npuHATO cuutarb ypoBHU TeMO-
m100uHa, OunupyOrHa U PEeTUKYIOIUTOB. Ts-
XKenble (OpPMBI  XapaKTepU3YIOTCS YPOBHS-
MU remoriioouHa Huxke 80 I/, peTHKYIONH-
ToB >10%, Oumupyouna >51 mxmons/n. s
(hopM yMEpeHHOH TSKECTH YPOBHU Ie€MOTIIO-
ouna 80-110 /1, peTuKyIOIUTOB >6%, OVIH-
pyouna 34-51 mxmons/n. Ilpu nerkux ¢op-
max HC remornobun 110-150 r/n, peruky-
nouutsl 3-6%, ounupyoun 17-34 MKMOIb/T.
[ToBBIILIEHHBIA TEMONHU3 U U30BITOUYHAS IIHT-
MEHTHAsl Harpy3ka Ha Ie4eHb MOTYT MpPHUBO-
IUTHh K 00pa30BAHUIO KETYHBIX KaMHEH yke
Ha MEPBOM HJIM BTOPOM JAECATUIICTUH JKU3HU
[1, 2]. Knuanueckue nposisinenuss HC y nereit
M3Y4YEHbI B Pa3IMYHBIX CTpaHax: B bpazumuu,
Typuuu, Erunre, Uuaum [5, 6, 7, §].

[IpencraBisieT MHTEpEC OLEHUTH KIMHH-
yeckoe TeueHne HC B TeueHue xu3HM y na-
[IMEHTOB, BBISIBIICHHBIX B IETCKOM BO3pacTe, B
Pecny6nuke benapycs.

Iensv: yctanosutb mecto HC B cTpykTy-
pe€ TEMOJIUTUYECKUX aHEMHM Yy JeTed U olle-
HUTH €ro KIMHUYECKoe TeueHue B PecmyOnu-
ke benapycs.

Mamepuan u memoowt ucciedoeanus

Crpyktypa I'A B nerckom Bo3pacrte H3-
ydeHa 0 JaHHBIM MEIUIMHCKOW TOKYMEH-
tauuu 'Y «PHIIL paguanmonHo Menu-
nuHBl B dKosoruu 4enoekay (I'Y «PHIIL]
PMudU») u I'Y «PHIIL nerckoit oHKO-

JOTHHM, TEMaTOJOTHH W HWMMYHOJOTHI
(I'Y «PHIIL AOI'M»). beimu nmpoaHanusu-
poOBaHbI 3anmucu 253 AeTeil ¢ BIEepBbIE yCTa-
HOBJIEHHEIMU nauarHo3zamu I'A 3a 2005-2016
roasl (64 B I'Y «PHIIL] PMulY» u 189 — B
'V «PHIIL 1O N»).

[IpoBeneH neTanbHbIN peTPOCTEKTUBHBIN
aHanu3 JaHHbBIX 48 aMOyIaTOPHBIX KapT Malu-
€HTOB, HaXOSIIMUXCS HA JUCIAHCEPHOM yde-
te B PHIIL] pagnannoHHON MEIUITUHBI U KO-
norun 4denoBeka ¢ auarHo3oM HC. Yuutel-
BaJICh aHAMHECTHYECKHE, TabopaTopHbIE U
KITMHUYECKHUE TAHHBIC 32 BpeMs HAOIIOICHHSI.

Juarno3 HC Obu1 BBICTABIICH BCEM Ia-
LIMEeHTaM B Bo3pacTe 10 18 jer Ha ocHOBa-
HUU KJIMHUYECKHUX MPOSBICHUM, aHaMHE3a U
pe3yJbTaToB J1A0OPATOPHBIX TECTOB (0OOIIMIA
aHaJu3 KPOBU C MOJCUYETOM PETUKYJIOIUTOB,
OmIMpyOrH, OCMOTHYECKasi PE3UCTEHTHOCTh
SPUTPOILIMTOB, OTPULIATEIBHBIN  pPE3ysbTar
poOb1 Kymbca). Cpox HaOIIOMCHHS TTAllMEH-
TOB Tocie noctaHoBku nuarno3a HC cocra-
Bui ot 1 o 23 ner, B cpennem 7,4 (2,6-11,4)
net. Beero 6nu10 ipocnexeno 393 yenoBeko-
roza HaOIIOIeHU.

Craructuueckass o0pabOTKa  JTaHHBIX
IpOBOAMIACH C TIOMOIIBIO  MIPOrPaMMBI
STATISTICA v.6.0. [lanHble Bo3pacTa npea-
CTaBJIeHbI B Buje: mMeauana (Me) U UHTEpK-
BapTHIbHBIA pasMax (Q-Q,). s cpasHe-
HUS YHUCJIOBBIX JIaHHBIX B TpPEX HE3aBUCH-
MBIX TpyHIax ucroib3oBasics tect Kpackena-
VYonnca. Pacyer n0BepUTENBHBIX WHTEPBa-
70B (95% JI1) mpoBomuics ¢ MOMOIIBIO OT-
KOPpPEKTHPOBAaHHOTO MeToAa Banpna. Ananus
HACTYIUICHUSI COOBITUN MPOBOJIMICS C TIOMO-
upto Merona Kamman-Meiiepa. Cratuctuue-
CKM 3HAQYUMBIM CUUTAJICS YPOBEHb 3HAUUMO-
ctu p<0,05.

Pezynomamut uccneoosanusn

[Ipu anammze crpykrypbl [A ObutM H3-
yU€Hbl BIEPBbIE YCTAHOBJEHHbIE TUArHO-
3p1 [A 'y 253 nereii B I'Y «PHIIL PMul4»
u I'Y «PHIIL JOT'N» 3a nepuon ¢ 2005 mo
2016 roamsl. 3a 3TH TOABI 3apETUCTPHUPOBA-
HO 380 BBIABICHHBIX BIEpBbIE cilydyaeB ['A B
Pecnybnuke benapycs [9], Takum ob6pa3zom,
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HaMHM OLEHHMBAIHUCH 66,6% ciaydaeB OT pe-
CIyOJIMKaHCKOTO TIOKAa3aTelsi, YTO ITO3BOJISI-
€T TOBOPUTH O PEMPE3CHTATUBHOCTH BHIOOD-
ku. Ctpykrypa I'A y nereli mpezncrasieHa B
tabnure 1.

B ctpykrype BriepBbi€ BbIsBICHHBIX ['A 'y
JeTe mpeobnanalT HacIeICTBEHHBIE 3a00-
neBanus (68,8%): HacleACTBEHHBIN cdepo-
uto3 (50,2%), Tanaccemus (3,6%), neduut
DTI0K030-6-hocdar neruaporenassl u Ipyrue
¢depmentonarui (3,6%). Cpeau HacneaCTBEH-
HbIX ['A 73% 3anumaer HC. AyroumMmyHHBIE
I'A B nerckom Bo3pacTe BbIABIsUIUCH B 31,2%
ciayuaeB. B To ke BpeMs 3HauMTeNIbHAs YaCTh
I'A (13,5%) ocTaeTcsi HEyTOUHEHHOM.

Jlnsa pacuera pacnpocrpaneHHoctd HC B
Pecny6nuke benapych Bocmonb3zyeMcsi MEeTO-
JUKOM, TIpeniokeHHOM HaMmu paHee [9]. Uro-
Obl CpaBHUTH PACIPOCTPAHEHHOCTH («IIpeBa-
nency) HC B o01ieli momynsuumy B Hatei ctpa-
HEe U 3a pyO0ekoM, HaMU MPOAHATU3UPOBAHBI
nuarHo3sl 197 nerel, cOCTOSAIIMX HA JUCIIAH-
ceprom Habmonaennu B ['Y «PHIIL] PMud2U4»
u I'Y «PHIIL JOI'» nHa xoner; 2016 rona.
Cpenu puunn ['A 51,8% (95% /11 44,8-58,6)
cocraBui1 HC. Mcxons u3 obiero yucna co-
CTOAILMX HAa JAUCHAHCEPHOM yuyeTe MO MOBO-
ny I'A B Pecniy6nuke benapycs Ha koner; 2016
roga — 12,6 ma 100 000 HaceneHHsI, MOXK-
HO pacCcuMTarh MPUMEPHYIO PaCIpOCTpaHEH-
HOCTb HAaCJEACTBEHHOro cdepouuntosza. OHa
COCTaBHT B TakoM ciryyae 6,5 (5,6-7,4) na 100
ThIC. HaceleHus, win 1 cioyuait Ha 15,3 ThIC.
JIETCKOTO HaceyneHus (B amama3oHe ot 1/17,7
no 1/13,6 Teic. nerckoro Hacenenws ). [laH-
HBII TOKa3arejb BBIVISIAUT SIBHO 3aHUKEH-
HBIM, TaK KakK JJIs €BPOIEHCKON MOIYJISIUN
pacnpoCcTpaHeHHOCTh HACJIEICTBEHHOTO ce-
poimTo3a 10HKHA OBITH HE MeHee | cirydas Ha
2500-5000 nacenenus [2, 3]. Beposithee Bce-
ro, 3TO IPOUCXOAUT K3-3a HEIOYUYeTa JIETKUX
¢dhopM Gone3Hu.

[Ipoananu3upoBaH BO3pacT MAIlUEHTOB C
HC nHa MoMeHT mocTaHOBKU aAuarHo3a (y Je-
Tl 10 3 JIeT YYUTHIBAIUCH TOAbl U MECSIIBI
XKU3HU). JI0 yCTaHOBJICHHUS TUArHO3a MPOXO-
nuino ot 0 mecsneB a0 17 net, MeauaHa BO3-
pacta cocraBuna 1 rox u 3 mecsua (2 mecs-
na — 7 ner). Ha mepBoM roay >ku3Hu ObLTH

Tab6auua 1 — Crpykrypa BliepBbIe
BbIsBIEHHBIX ['A y nereit ¢ 2005 no 2016
roasl B I'Y «PHIIL PMul4» u I'Y «PHIIL]
JOT'N»

®dopma ['A Abc. % (95% JAN)
AHeMHS BCIEICTBHAE 5 9 3.6 (1.8-6,7)
(hepMEHTHBIX HapyIICHUMH
Bera-ramaccemus 9 3,6 (1,8-6,7)
HacnencrBeHHBIN 127 | 502 (44,1-56,3)
cthepormros

Hpyrue HacieaCTBEHHbIE
T'A yTouHeHHbIE
HeyTtounenHnbie
HacJeACTBEeHHbIC A 26 10,3 (7,1-14,7)
AytonmmyHHas ['A 43 17,0 (12,8-22,1)

Jpyrue yTouHeHHbIE
npuobpereHnsie ['A 28 1L1(7.7-15.6)

3 1,2 (0,2-3,6)

Heyrounenusie
npuoOperennsie TA 8 3,2 (1,5-6,2)
Bcero 253 T00%

JMarHoctTupoBanbl 45,5% MalnueHToB, B BO3-
pacte 1-3 ner — 10,6%, 3-5 net — 12,1%, 6-9
net — 12,9%, 10 net u crapue — 18,9%. Co-
macHo Merony Karutana-Meliepa, nonoBuHa
NalMeHTOB Obljla JMAarHOCTHPOBaHA B Tede-
Hue | roga 2 MecsueB OT poxkaeHuUs (PUCYHOK
1). B nameit crpane HC auarnoctupyercs
panblue, yeM B Erunre (cpeaHuii Bo3pact Ha
MOMEHT JAMarHosa 2,5 roga), a Takxe B Typ-
uuu, Manuu u bpasunuu, rae cpeaHuil Bo3-
pacT JeTeil Ha MOMEHT [TOCTaHOBKH MarHo3a
HC npessimaer 5 net [5-8].

B peTpoCneKTUBHBIA aHAIU3 BKIIFOUYCHBI
48 ciiyyaeB HC, 13 KOTOpBIX ALIUEHTOB MYXK-

Bureval Funchion
=ompltls = Cemorel

Myryri i wgets i fony Bo ) deansazs HE

Boein 55 NOSTRSSRE SHAM0A T, mT

Pucynox 1 — Bo3pact nauuenros ¢ HC
Ha MOMEHT IIOCTaHOBKHU JUAarHo3a
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ckoro mona 6euto 34 (71%), xxeHckoro — 14
(29%). Ilpu aHanu3e poOJOCIOBHON BBISBIIE-
HO, 4TO Yy 36 manueHToB (75%) Onrkaiime
POICTBEHHHKH (MaTh, OTEII, OpaT WU CECTpa)
ctpagatoT HC, a B ocTanpHBIX Cay4asx — Ha-
CJIC/ICTBEHHBI aHaMHE3 HE ObLI OTATOLIEH
WM OCTAJICSl HEU3BECTHBIM.

OnenuBanacek crenenp Tshxectu HC. Jler-
Kue GopMbl BbIsBIEHBI B § ciydasx (17%), yme-
peHHOil TshkecTH — B 26 (54%), Tsokenbie —y 14
nanueHToB (29%). Pasnuunii B Bo3pacte ycra-
HosieHus quarno3a HC B 3aBucuMocty ot cre-
nieHu TsbkectH He BoisiBiieHo (H=0,81; p=0,67).

Ha moment nocrtanoBku auarnoza HC
XKENITyXa NPUCYTCTBOBaJa y 23 MalHEHTOB
(48%), anemusi —y 41 (85%). CeneseHnka Tak-
xe Oblta yBenuueHa (MajabIaTOPHO WM T10
naHHbIM Y3M) Ha MOMEHT ITOCTAHOBKH JHa-
THO3a y O0NbIIMHCTBA MarueHToB — 38 (79%).
VY 18 nanuentos (38%) npucyTCTBOBAIU BCE
Tpu mpHu3HaKa 3aboseBanus. Yacrora BCTpe-
4aeMOCTH JIaHHBIX CHUMIITOMOB Y IallUE€HTOB
Ha MOMeHT BbIsBieHUss HC B 3aBUCHMOCTH OT
CTETEHU TSHKECTH 3a00JIeBaHUS INpe/CTaBlIe-
Ha B Tabmuie 2.

AHeMUYeCKUH CUHIPOM BCTPEYAJICS OAM-
HAKOBO 4YacTO IIPH Pa3JIM4YHOMN CTEIEHM TsKe-
CTH, a CIVICHOMETAJIMS U KeNTyxa B OoJbIIeit
CTENEHH OTPa)Kaju TSHKECTh COCTOsIHMSL. JKen-
TyXa BCTpeYaslach 3HAYMMO 4Yallle [P TsKe-
JIOW CTENEHM TAKECTU II0 CPAaBHEHUIO C JIET-
Kol M ymepeHHo# (rpanuts! 95% AU He ne-
pecekatores, p<0,05).

3a BpeMs HAOIOCHUS MO KIMHUYECKUM
nokaszanusM y 15 manmentoB (31%) Obuta
yaajeHa cene3eHka. I[IpoBeneH aHanu3 «BbI-
KUBAEMOCTH» ¢ NoMoIIbio Merona Kamnana-
Meiiepa (pUcyHOK 2).

CrineHsKToMus BBIIIOJIHEHA B CPOKHU OT 4
1o 26 net, meauana 15 net (10-18). B nameit
CTPaHE CIUJIEH3KTOMMS BBINOJIHSIETCS I03XKE,
yeM B bpasunuu (Mmenuana 7 ner) u B Typuun

(menuana 8 ner) [5, 6]. Meauana BbIXuBae-
MOCTH (BpeMs, 3a koTtopoe y 50% nabmrona-
€MbIX BBINOJHEHA CIJIEHAKTOMUS) OKa3alach
paBHOM 19 ronam. Hu y onHoro nanuenra He
OBUTO TOCTCIJICHKTOMUYECKOTO CETCcHca, TakK
KaK BCE MalUEHTHI Iepe]l MIIaHOBOM CILIEHIK-
TOMHUEH 00s13aTeTbHO BaKIIMHUPOBAIUCH TIPO-
THB THEBMOKOKKOBOH, MEHHHIOKOKKOBOM U
reMopuibHOW MHOpeKnuid. B TO ke Bpems,
B MHIUM NOCTCIJIIEHAKTOMHUYECKUU CEIICUC
oty 7,7% [8].

Kemunokamennass Oonesnbr  (KKDB)
BbUIa BbIsiBIeHa y 10 mamuentoB (21%) 3a
BpeMs HaOmofeHus1, B Bo3pacte oT 6 1o 20
aet (meauana 15,5; 10-17). ITo naHHBIM JIK-
TepaTypsl, B APYrUX CTpaHax BO3pacT IpHU
BeisiBiIeHnH JKKDbB HeCcKoJIbKO HUXKE: Meaua-
Ha 8,5 ner B Unauu, 10 ner B bpa3zunuu u
11 ner B Typuuu [5, 6, 8]. CornacHo aHa-
nu3y meronoM Kamnana-Meiepa, y 50% na-
uuentoB ¢ HC XKb pa3BuBaercs 10 BO3-
pacrta 18 ner («MennaHa BEDKUBAEMOCTHY ).
XoneuucTIKTOMHUs ObLTa BBIMOJIHEHA 4 ma-
nuentam (B Bo3pacte 19, 22, 23, 25 ner), B
OJIHOM ClIy4yae XOJCLUCTIKTOMHUS BBITIOJIHE-
Ha BMECTE CO CILUIEHIKTOMHEH.

Jurvrenl Funcison

o Compess = Canioisd

— |
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Pucynox 2 — Cpoku BBINIOIHEHHUS
CIUIEHAKTOMHUH y nanueHTos ¢ HC

Tab6auna 2 — BctpeyaeMoCTh KeNTyXH, aHEMUH U CIJieHoMeranuu y narnueHTos ¢ HC B

3aBUCHUMOCTH OT CTCIICHU TAXKCCTHU

CreneHp TSHKECTH Kentyxa

Anemust CrureHoMeranus

Jlerkas (n=8) 1 (12,5%; 0,1-49,2)

7 (87,5%; 50,8-99.9) 4 (50%; 21,5-78.5)

Vmepennas (n=26) 9 (34,6%; 19,3-53.8)

23 (88,5%; 70,2-96,8) 20 (76,9%; 57,6-89.3)

Tsoxenas (n=14) 13 (93%; 66,5-100)

11 (78,6%; 51,7-93,2) 14 (100%; 74,9-100)
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3axknrouenue

HacneactBennsiii ceporuros — camast
yacTas (opMa TeMOJIUTHIECKOM aHEMUH Y Jie-
teil B PecriyOnuke benapyce. B o0mielt cTpyk-
type I'A y nereit nonst HC cocrasnsier 50,2%,
a cpeau HacneacTBeHHbIX ['A — 73%. Paccuu-
TaHHas HaMu 3a0oneBaemocth HC Ha koHer
2016 roga cocraBuna 6,5 na 100 TwIC. ZET-
CKOro HacelseHus, 1o ectb 1 cayuyant HC peru-
cTpupyercs Ha 15,3 ThIC. AeTEH, UTO HE MEHEE
4yeM B 3 pa3a HIKE OXKUIAEMOTO. 3HAYUTEb-
Has 4yacTb ['A y nereil octaercs HEyTOUHEH-
Hoit (13,5%), uTO MUKTyeT HEOOXOAMMOCTH
BHEIPEHUS B MPAKTUKY COBPEMEHHBIX METO-
JIOB TAOOPATOPHOU TUATHOCTHUKH.

Huarno3 HC B 50% ciyuaeB ycTraHaBiIu-
BaeTcs B TeueHue 1 roga 3 mecsies xu3Hu. B
75% HC umeercs y 6GMU3KUX pOJCTBEHHUKOB
NAIMEeHTOB, YTO HEOOXOIUMO YUUTHIBATH MPU
ONpoCe MALMEHTOB U UX POAUTENCH. Y NalHu-
enToB ¢ HC npeobmnanatot popmbl yMepeHHOIM
TskecTH (54%), Tskenbie (OpMBbI BBISBISIOT-
¢y 29%. Ha MOMEHT MOCTaHOBKHU IMarHo3a
y 85% umenacek anemus, y 79% — yBenuueHue
cene3eHky, y 48% — jxkentyxa, a BCe TpU IIpH-
3HaKa UMEJINCh TONbKO Y 38% nerent. XKenry-
Xa 3HAYUMO Yallle BCTPeUanach MpU THKEIOM
teuenun HC.

Cmienskromust BeinoiaHeHa y 31% nanu-
€HTOB 3a Mepuoj HaOIIOeHus, B CPOKHU OT 4
no 26 net, meauana 15 ner. YV 50% nabmo-
JTA€MbIX BBIMOJIHEHA CIJIEHPKTOMUS K BO3pa-
cty 19 ner. XKenunokameHHast 60ye3Hb BbI-
aBieHa y 21% nanueHToB, MearMaHa BO3pac-
Ta 15,5 ner.

[To cpaBHEHUIO ¢ TaHHBIMU UCCIEI0BaTe-
neut u3 Muaun, Typuuun, Erunta u bpasunuu,
B Hamel ctpane HC BbIsiBiIsIeTCS paHble, a
ocnoxuenus: 6onesan (OKKB) dopmupytror-
Csl TO3K€, BHIMOJIHEHUE CINIEHIKTOMUU TAKKe
OTKJIaJIbIBa€TCs Ha Oojiee MO3AHUN CPOK, YTO

rOBOPUT 00 3(PPEKTUBHOCTH OKA3aHUS TIOMO-
1 JAHHOW KaTeTOPHUU NAIMEHTOB.
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E.F. Mitsura, L.1. Volkova

HEREDITARY SPHEROCYTOSIS IN THE STRUCTURE OF HEMOLYTIC ANEMIA
IN CHILDREN AND ITS CLINICAL COURSE IN THE REPUBLIC OF BELARUS

Hereditary spherocytosis (HS) is the most common form of hemolytic anemia in children
in the Republic of Belarus. In order to establish the place of HS in the structure of hemolytic
anemia (HA) in children and to evaluate its clinical course in the Republic of Belarus, the data
of 253 children with the first established diagnoses of HA for 2005-2016 in Gomel and Minsk
were retrospectively studied. A detailed analysis of the clinical manifestations of the disease
was carried out based on 48 outpatient charts, the average follow-up period was 7,4 years, in
total 393 person-years of follow-up were tracked. In the general structure of HA in children,
its part is 50,2%, and among the hereditary HA it is 73%. The estimated incidence of HS is 6,5
per 100 thousand children, which is much lower than expected. The diagnosis of HS in 50% of
cases is established within 1 year 3 months of life. Family history of HS was found in 75% of
cases. By severity, 17% of cases were mild, 54% moderate and 29% severe. At the time of diag-
nosis, 85% had anemia, 79% — enlarged spleen, and 48% — jaundice. Jaundice was significantly
more common in severe HS cases. Splenectomy was performed in 31% of patients during the
follow-up period, ranged 4 to 26 years, median 15 years. In 50% of the patients, splenectomy
was performed at the age of 19 years. Gallstone disease was detected in 21% of patients, at me-
dian age 15,5 years. Compared with data from researchers from India, Turkey, Egypt and Bra-
zil, in our country, HS is detected earlier, cholelithiasis is formed later, and later splenectomy is
performed, that indicates the effectiveness of these patients’ management.

Key words: hereditary spherocytosis, prevalence, clinical course
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