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JNTabopaTopHbI NPOodUb MNPU Pa3INYHbIX
BapuaHTax reMosIMTUYEeCKON aHeEMNN Y feTeln

Laboratory Profile for Different Types
of Hemolytic Anemia in Children

Peslome

B cTatbe npeacTaBneHbl pesynbTaThl OLEHKU nabopaTopHbIX NOKasaTenen Npy pasnnyHbIX Ba-
puaHTax remonutmyeckon aHemmu (FA) y peteir. Bcero o6cnegosaHo 69 naumeHToB B BO3pacTe OT
1 mecsiua pgo 18 net.MNpeobnaganu HacneacTBeHHble BapuaHTbl [A (71%), cpean KOTopbIX NNAMPoBan
HacneacTBeHHbI chepoumntos (HC) — 64% (n=37); Tanaccemus —y 18,4%; bepmeHTonatum — 6,1%.
AHanusmpoBanucb nabopaTopHble NoKasaTenn obLLero aHanm3a KpoBy, BKIIOYas 3pUTpoLMTapHble
nHaekcbl: MCV (mean corpuscular volume) - cpegHuin o6bem aputpouunta; MCH (mean corpuscular
hemoglobin) - cpegHee copepxaHune remornobrHa B 3pUTpoLMTE, N BUOXMMUYECKIME NOoKa3aTenu
remonusa (o6wwii 6unnpybrH n dpakumn, nakratgerngporerasa (14r), rantorno6bun). JononHu-
TeNIbHO OnpeaensAnu nokasarteny obmMeHa xefesa 1 0CMOTUYECKYH Pe3NCTEHTHOCTb SPUTPOLIMTOB
(OP3). Mpu MHULUMANBbHON AMArHOCTMKE TaflacCeMnsA COMPOBOXAanacb 4OCTOBEPHO 6osiee HU3KUMU
roKasatenamu spuTpounTapHbix nHaekcos: MCV (fl) - 56,3 (53,5; 57,7) u MCH (pg) - 19,3 (19,2; 19,8).
Mpun HC BbiABNEeHa TeHAEHUMNA K MUKPOLMTO3Y NPU HOPMasibHbIX 3Ha4eHnax MCH. Tak, nokasaTesnb
megmaHbl MCV npu HC coctasun 77,8 (72,9; 81,7) fl. TabopaTtopHbIi Npodusb No AaHHbIM 61oXu-
MUYECKOro aHanm3a KpPoBY XapaKTepu3oBasnca yMepeHHoN runepbunnpybuHemmen, NoBbilleHNEM
JAT, cHUXKeHnem ypoBHsA rantornobuHa n Hopmodepemmein npu Bcex BapuaHTtax FA. OgHako npu
depmeHTONaTMAX OTMEUeHO Gonee Bbipa)keHHOe noBbiweHne yposHa JIA — 407 (336; 736) Ea/n n
CbIBOPOTOUHOTO deppuThHa — 246 (220; 256) mr/n npu cpaBHeHun ¢ apyrumm A (p<0,0001). Mpun HC
Habnofanocb BblpaXkeHHOe CHIKeHWEe MUHMManbHol OP3 B MHKy6uposaHHoM Kposu 0,75 (0,75;
0,8) %. ®epmeHTONaTUN XapaKTepU30BanucCb NoBblLeHeM MakcumanbHol OP3 nocne uHKy6auuu:
ot 0,3 (0,3; 0,4) % po 0,25 (0,25; 0,45) % (p<0,0001). Mpw ayToummyHHOI [A BbIABNEHO CHUMXEHNe
MakcumarnbHoi OP3 nocne nHky6auum: ot 0,26 (0,25; 0,35) % go 0,35 (0,27; 0,4) %. Mpu Tanaccemun
nameHeHuin OP3 He Habnioaanock. Takum 06pa3om, Npy NEPBUYHON AnarHocTrke M BaXXHO yumnTbl-
BaTb MOKa3aTeNn 3pUTpounTapHbIX MHAEKCOB. [Npu 3ToM onpegeneHune OPD fo uHkybauum 1 nocne
WHKy6aLum obpasua Kposu ocTaeTcs 6a30BbIM MeTofOM NlabopaTopHoit anarHocTuky HC n moxet
6bITb MHGOPMaTUBHO NpU AnddepeHUManbHON AnarHOCTUKe GepMeHTONaTU 1 ayToMmmyHHow TA.
KnioueBble cnoBa: reMosnuns, reMosiTmyeckas aHeMus, HacNeACTBEHHbIN chepoLnTos, Tanaccemus,
bepmeHTONATMA, ayTOUMMYHHAsA reMoNnTUYeCcKasa aHeMus, AeTu.
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Abstract

The article presents the results of assessement of laboratory parameters in various types of
hemolytic anemia (HA) in children. In total we have examined 69 patients from 1 to 18 months old.
Hereditary variants of HA prevailed (71%), among which hereditary spherocytosis (HS) was more
common - 64% (n=37); thalassemia — in 18.4%; fermentopathy - 6.1%. The laboratory parameters
of the general blood test were analyzed, including erythrocyte indices: MCV (mean corpuscular
volume) - the average volume of an erythrocyte; MCH (mean corpuscular hemoglobin) - the
average hemoglobin content in the erythrocyte and the biochemical parameters of hemolysis (total
bilirubin and fractions, lactate dehydrogenase (LDH), haptoglobin. Additionally, the indicators of iron
metabolism and osmotic resistance of erythrocytes (ORE) were determined. At the initial diagnosis,
thalassemia was accompanied by significantly lower erythrocyte indices: MCV (fl) — 56.3 (53.5; 57.7)
and MCH (pg) - 19.3 (19.2; 19.8). In HS, a tendency to microcytosis was revealed, with normal MCH
values. Thus, the median MCV in HS was 77.8 (72.9; 81.7) fl. The laboratory profile according to the
biochemical blood test was characterized by moderate hyperbilirunemia, increased LDH, a decrease
in the level of haptoglobin, and normoferemia in all types of HA. However, in fermentopathies, a
more pronounced increase in LDH level - 407 (336; 736) U/L and serum ferritin — 246 (220; 256) mg/L
was noted when compared with other HA (p<0.0001). In HS, there was a pronounced decrease in
the minimum ORE in the incubated blood 0.75 (0.75; 0.8)%. Fermentopathies were characterized
by an increase in the maximum ORE after incubation: from 0.3 (0.3; 0.4)% up to 0,25 (0.25; 0.45)%
(p<0.0001). In autoimmune HA, a decrease in the maximum ORE after incubation was revealed: from
0.26 (0.25; 0.35)% up to 0.35 (0.27; 0.4)%. In thalassemia, no changes in ORE were observed. Thus, it
is important to take into account the parameters of erythrocyte indices in the primarydiagnosis of
HA. At the same time, the ORE determination before and after incubation of a blood sample remains
the basic method of laboratory diagnosis of HS and can be informative in the differential diagnosis
of fermentopathies and autoimmune HA.

Keywords: hemolysis, hemolytic anemia, hereditary spherocytosis, thalassemia, fermentopathy,
autoimmune hemolytic anemia, children.

B BBEJAEHWE

lemonuTtnueckne aHemuu (FA) npeacTaBnAT cob6o 06LWMPHYIO rpynny
3aboneBaHuii, pa3nnyaloMXcA MO 3TUOMOMMKW, NaToreHesy, KIMHUYEeCKon
KapTuHe, MeToAaMm nedeHns. B ctpykType 6onesHeln Kposu y feten A co-
CTaBnAT 0KONOo 5,5%, a cpeaun Bcex aHemuii — fo 15% [1]. TnaBHbIM Npu-
3HaKoM A ABNsAEeTCA yMeHbLUEHNE NPOJOMKUTENIBHOCTY XKU3HU SPUTPOLIN-
ToB (MeHee 120 gHeit). Pa3pylleHne 3puTpoLUTOB (reMosim3) MOXeT ObiTb
06yCNIOBNEHO KaK BHYTPUKIETOUHbIMM (NaToniormsa membpaHsbl, GepMeHTOoB,
remorno6uHa), Tak 1 BHeKNeToUHbIMM NpuinHamm. O6bIYHO BHYTPUIPUTPO-
unTapHble AedeKTbl ABAAIOTCA HaCNeAyeMbIMU, @ BHEKNETOUHbIE — NPUO6G-
peTeHHbIMY [2, 3]. MpuunHamn nprobpeTeHHbIX A ABNAOTCA MHOTOUNCIIEH-
Hble GaKTOpPbl GUINYECKOTO, XMMUYECKOTO 1N GMONOrMYECKOro Xapakrepa,
BbI3blBalOLLME MOBbLILWEHHbIV remMonu3 3putpountoB [4, 5]. Hanbonee ua-
CTON M3 HaCNeACTBEHHbIX aHEMUI ABNAETCA HacneACTBEHHbI chepouu-
TO3 (MUKpochepoumnTo3, 6onesHb Murkosckoro - Loddapa). YactoTa ero
BCTpeyaeMocTn — B cpegHem 1 Ha 5000 HaceneHua [6]. HacnencTBeHHbIN
0BanouuTo3 (3NIMNTOLMTO3) BCTpeyaeTca ¢ yactoTor 1 Ha 25 000 yenosek
[6, 7]. DednumnT rnoko30-6-docdaTaernaporeHasbl B MUpe BCTPEYaeTcs
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y 3% HaceneHwus, npeobnagaet B Appuke n y xuteneinn CpefmsemHOMO-
pbs [8]. B HacTosLlee Bpema B CBA3M C 6OMbLWION MUrpaureil HaceneHns B
EBpone yBenunumnnacbh yactota Taniaccemum [6, 71. Y peten moryT BCTpeyatbca
1 nprobpeTeHHbIe FEMONIMTMYECKME aHEMUW, KaK MPaBUIo, 00YCIOBNEHHbIe
UMMYHHbIMW MeXaHu3mamu [4, 5]. inarHoctuka M ocHOBbIBaeTcA Ha aHa-
NM3e aHaMHeCTUYECKMX, KIMHUYECKNX, TabopaTopHbIX JaHHbIX, a TaKKe Ha
pe3ynbTaTax MHCTPYMEeHTaNbHbIX nccnefoBaHuii. MpuoprTeTbl OTAAOT Na-
60paTOPHbIM NCC/IEA0BAHNAM, MO3BONAOLMM YCTaHOBUTb NPU3HAKMN reMo-
NlM3a 1 KOHKpeTHbIn BapuaHT A [9, 10].

B LIESIb NCCNEQOBAHUA

[JaTb oueHKy nabopaTopHoro npodunsa Npu pasnnyHbIX BapuaHTax re-
MOSIUTUYECKON aHEMUW Y AieTEN.

B MATEPWAJIbI U METOAbI

Bcero obcnepoBaHo 69 MaLMEHTOB C PasfvyHbIMK BapuaHTamu re-
MonmTnyeckor aHemun (HC, depmeHTOnatus, Tanaccemusi, ayTOUMMYyH-
Hana lA) B Bo3pacTte oT 1 mecaua go 18 nert. NpeBanvpoBany ManbynKkn B
cooTHoweHun 2:1. AunarHo3 A ycTaHaBnuBancaA Ha OCHOBaHUW AaHHbIX
aHaMHe3a, KJIMHUYeCKUX K NabopaTopHbIX MOKa3aTenen, yKasblBalowumx
Ha MpUW3HaKW remosnuvsa: peTMKynounTo3 B nepudepuyeckort Kposu; no-
BbllLEHMe cBoboAHOro 6unupybrHa 1 obuei naktatgerngporeHassl (J14r),
CHUXeHWe ranTornobuHa — B 6MOXMMYeCcKOM aHanmse Kposu. Ha nepeom
3Tane AUarHOCTVKM ONpefensinch: CTENeHb TAXECTU aHEMUK, pereHepa-
TOpHaA CMOCOBHOCTb SPUTPOLUTAPHOTO POCTKA, a Takxke Mopdonornye-
CKUI XapaKTep aHeMMM MO NoKasaTeNAam 3pUTpoLnTapHbIX Haekcos: MCV
(mean corpuscular volume) - cpegHuin o6vem 3putpoumnta; MCH (mean
corpuscular hemoglobin) - cpegHee copepaHue remornobuHa B 3pu-
TpouunTe; MCHC (mean corpuscular hemoglobin concentration) - cpefHsa
KOHLIeHTpauua remornobuHa B aputpouute. lNposogunock nccnegoBaHmne
Habopa nabopaTopHbiX MoKasaTenieil, BKlOYaloLWero cnegyowme 6uo-
XMIMUYEeCKMe AaHHbIe: CbIBOPOTOYHOE Xefe30, CbIBOPOTOUHbIN GeppUTHH,
rantorno6uH, JIAT, o6wuii 6unupybuH 1 ero dpakumm. JOnonHUTENBHO C
Lenbio onpefeneHnsa NoKanusaumnm remonunsa (BHYTPUCOCYANCTbIN/BHY-
TPUKNIETOUHBIN) onpenensny cBo60OAHbIA remornobrH KpoBy 1 mouu. Be-
pudrkauma KoHKpeTHoro Tina MA npoBoaunacb Ha OCHOBaHUN JOMONHU-
TeNIbHbIX JabopaTOPHbIX NCCNefoBaHMN, yToUHALLWMUX BapuaHT A. lnarHos
HacneacTBeHHOro chepoLmTo3a OCHOBbLIBANCA Ha CHMPKEHUU OCMOTUYe-
CKOW pe3nCTeHTHOCTM 3pUTPOLINTOB B 06pasLiax KpoBM A0 U Nocse CyTou-
HoW MHKy6auun. Tanaccemms-f3 noaTeepxAanacb Npu NOMOLLU SNEKTPO-
¢dopesa remornobuHos (Hb): cHmxkeHne ypoBHs HbA 1 komneHcaTtopHoe
noBsblweHne remornobnHos Tuna F u A,. DepmeHTonaTMn — Ha OCHOBaHMK
CHUXEHNA aKTUBHOCTU BHYTPUSPUTPOLIMTAPHBIX SH3UMOB. [lnarHo3s ayTo-
UMMYHHOW reMONUTUYECKON aHEMWUN YCTaHaBAUBACA NPU MONOXUTENb-
Hol npobe Kymbca.

CraTncTmyeckas o6paboTka UMPOBLIX AaHHbLIX MPOBOAMIACL C MO-
MOLLbIO TMaKeTa MPUKIAAHOTrO MpOorpamMmMHoro obecneyeHns StatSoft
Statistica 10.0. AHann3 BapuMaUMOHHbIX PALOB OCYLIEeCTBAANCA Henapa-
MEeTPMYECKUM METOAOM, AaHHble NpeacTaBnAnNnChL B Buae meanaHol (Me),
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25%0-r0 1 75%0-ro KBapTuaen. [1na oueHKn pasnuumim mexay rpynnamm nc-
nonb3oBanca U-kputepuii MaHHa — YUTHU [N ABYX HE3aBUCKMbIX BbIGOPOK.
YpoBeHb 3HauMmocTun onpegenanu npu p<0,05.

B PE3YJIbTATbI N OBCYXKAEHWE

Cpepnn Bcex cnyyaes A, AMarHOCTMPOBaHHbIX B 4ETCKOM BO3pacTe, npe-
obnaganu HacneaCTBEHHbIE BapyaHTbl: BCcero 49 naLueHToB, YTO COCTaBUIIO
71%. B cTpyKType e nocnefHNX NnamMpoBan HacneACTBeHHbIV chepoLnTos —
64% (n=37). Tanaccemus 6bina yctaHoBneHa y 18,4% nauueHTtos (n=9). Oep-
MEHTOMAaTNN — TONbKO Y 3 ManbyMKOB, YTO COCTaBuNO 6,1% OT Bcex Hacnen-
cTBeHHbIX dopm MA. B pamkax pepmeHTONaTM y ABYX NMALMEHTOB AUATHO-
cTmpoBaH geduuut I-6-O4r n y ogHoro — gebuunt rnokozodocdaTmzome-
pa3sbl. My>cKkoli non ABnAncA npeobnagalolynm, OfHaKo TanaccemMms valle
Habntofanach y AeBoYeK B COOTHOLIEHMM 2:1.

AHanu3 nokasarenen nepudpepryeckon KpoBmu Ha NepBoM 3Tane Aua-
rHOCTVIKM MO3BONWJI YCTAaHOBWTb, YTO MeAUaHa YPOBHs remornobuHa (r/n)
B 06Lein rpynne HabnogeHus coctasuna 98 (87,6; 112). MNpwu 31tom y 60nb-
LWUIMHCTBA MALMEHTOB AMArHOCTMPOBaHA aHEMUA JIEFKOW CTeMNeHu TAXKEeCTU
(52,2%). YpoBeHb remornobrHa meHee 70 r/n (aHemMuA TAXKENOWN CTeneHN)
3apernctpupoBaH y 8,7% peteit. Mpu pa3Hbix BapuaHtax A meanara Hb Ba-
pbupoBana: Npu HacneacTBeHHoM chepouuTose — 96,8 (88,3; 112) r/n, npu
Tanaccemuun — 102 (98,9; 104) r/n, npun pepmeHTonatm — 78 (61; 118) r/n n
npw aytoummyHHown A (AUTA) - 95,7 (85,5; 120,5) r/n. CTaTncTnyeckn 3Ha-
YMMBIX Pa3NnYmMin No MeamraHe MHULMANbHOIO YPOBHA reMornobrHa mexay
pa3HbiMU BapuaHTamu A He BbIABNEHO.

M3BecTHO, uTo N0 MOPHONOrMyYecKUM XxapakTepucTnkam MA oTHOCATCA K
HOPMOLITaPHbIM HOPMOXPOMHbIM aHEMUAM, KPOME TanacceMuu, ana KoTo-
PO TUNMYHBI MUKpOUMTO3 1 runoxpomus. HC 3auacTyto xapakTepusyetcs
MUKPOLIMTO30M. B TO e Bpema cneflyeT OTMETUTb, YUTO remMonn3 NPUBOAUT K
notepe $onaTtos., B CBA3M C YeM NOKa3aTeNn SpUTPOLIMTaPHbIX MHAEKCOB MO-
ryT yBenuumsaTbcA. [poBefeHHbIi HaMK aHann3 nokasaTenen 3puTpoLu-
TapHbIX MHAEKCOB ycTaHoBWS, uTo MeguaHa MCV (fl) npu HC coctaBuna 77,8
(72,9; 81,7), npu Tanaccemun - 56,3 (53,5; 57,7), npn depmeHTonatun — 89
(83,4; 94) nnpu AUTA - 81,2 (78,6; 83,5). CTaTUCTMYECKM 3HAUMMbIE Pa3Nnyma
JaHHOro noKasaTess ycTaHOB/IeHbl Npu cpaBHeHum B rpynnax HC n Tanacce-
Mum (z=4,57; p<0,0001); HC n pepmeHnTonaTnm (z=-2,21; p<0,03); HC n AUITA
(z=-2,30; p<0,02); Tanaccemun n depmeHtonatum (z=4,57; p<0,0001); Tanac-
cemum n AUTA (z=-4,17; p<0,0001). MegnaHbl nokasatena MCH (pg) pacnpe-
OenUnchb cnegyowmm 06pasom: Npy HaciefCcTBeHHOM coepounTose — 28,1
(25,9; 29,9), npu Tanaccemun — 19,3 (19,2; 19,8); npn pepmeHTonatnm — 30,2
(29,2; 33,7); npn AUTA - 28,9 (26,4; 31). HameHblure 3HaYeHnA NoKasaTe-
na MCH BbiABIeHbl MPU TanacceMuu, YTo NOATBEPKAAETCA CTAaTUCTUYECKN
3HaUMMbIMX PA3ANYMAMM MPU CPABHEHMM MefraHbl JAaHHOro nokasaTe-
na npu gpyrux Bapuantax MA: HC — z=4,60; p<0,0001; ¢pepmeHTOnaTn —
z=4,60; p<0,0001; AUTA - z=-3,79; p<0,0001. AHanornyHble N3MeHeHnsA
Habnoganncb Takke Npy aHanuse nokasatena MCHC (%), megnaHa KoTo-
poro npu Tanaccemmun coctasuna 33,4 (33,2; 36,0) n umena CTaTUCTUYECKN
3HauMMble pa3nnumnA Npu cpasHeHUK ¢ apyrumn rpynnamm: HC - 36,1 (34,9;
37,5); bepmeHTonatua — 36,9 (31,0; 40,4); AUTA — 34,3 (32,9; 36,1). B uenom
no rpynne A mopdonornyecknii xapaktep aHeMun 6bis1 HOPMOLMTAPHbIN
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HOPMOXPOMHbIIA, O YeM CBUAETENIbCTBOBAJIN MefiMaHbl SpUTPOLUTAPHbIX NH-
nekcos: MCV - 79,3 fl (72,7; 82,6); MCH - 28 pg (25,4; 30,1); MCHC - 35,1%
(33,4; 36,8). HaumeHbLlme 3HayeHna MCV n MCH 3adukcupoBaHbl npu Ta-
naccemuun. OgHaKo cregyeTr OTMETUTb, YTo nokasatenb MCV npu HC 6bin
[OCTOBEPHO HUXe, uem npu pepmeHTonatnm n AUMA. femonutnyeckme aHe-
MWW OTHOCAT K rurneppereHepaTopHbIM, O YeM CBUAETENbCTBYET BbICOKUN
YypOBeHb peTrKynouuToB. B Hawem HabnogeHun meamnaHa Ret (%) B obuiein
rpynne coctasuna 7,7 (4; 12). lNo KoHKpeTHbIM BapuaHTam: HC - 7,8 (5,4; 12);
Tanaccemus - 3,5 (1,6; 18,2); dbepmenHtonatusa - 10,3 (9,2; 17,6); AUTA - 4,8
(2; 13,4). CTaTUCTMYECKN 3HAYMMbIX Pas3NUUn MO MHULMANIBHOMY YPOBHIO
PEeTVKYNOLUTOB MeXAay pa3HbiMy BapuaHTamu [A He Habnoganoch.

AHanuns 6roxnuMmnyeckmx rnokasatenen KPoBy NO3BONNI YCTaHOBUTb, YTO
nabopaTtopHble NoKasaTenn o6MeHa Xene3a BO BCeX rpynnax HabnioaeHns
COOTBETCTBOBaNM HopMme (Tabn. 1). Hanbonbluve 3HaueHNsa nokasaresns Cbl-
BOPOTOYHOIO GeppUTUHA BbISBNIEHBI NPU GEPMEHTONATMSAX, YTO MOATBEPXK-
JaeTcA CTaTUCTUYECKN 3HAUYUMMBbIMU Pa3ANUYUAMY NPU CPaBHEHWUN MefMaHbl
[aHHOro nokasartens c gpyrumm Bapuantamm [A: HC (z=2,21; p<0,03); Tanac-
cemma (z=2,41; p<0,0001); AUTA (z=-2,81; p<0,0001).

Y BCcex NaLMeHTOB HE3aBUCKMMO OT TUMa reMon3a Haboaanocb CHXKe-
HMe YpOBHsA rantornobuHa. MosbiweHune ypoBHaA JIAT 3aduKcmpoBaHo y Bcex
naumneHToB Ha poHe reMonnTUYeckoro Kpmsa. lokasaTtenb meguanbl JIAT
npwn HacneacTBeHHOM chepounTose 1 pepMmeHTonaTUAX Obi Bbile, YeM B
apyrux rpynnax A, 4to CTaTUCTUYECKM MOATBEPKAEHO: 3HAUMMbIE pPa3nu-
uumA HabniopatoTca mexay HC n Tanaccemmeit (z=2,67; p<0,01); pepmeHTONa-
Ten 1 Tanaccemuen (z=2,67; p<0,01). YpoBeHb obLiero bunmpybuvHa B rpyn-
ne HabnogeHus konebanca ot 18 MkMonb/n go 95 Mkmonb/n. lunepbunmpy-
6uHeMus Bbilwe 50 MKMONb/N BbifiBNeHa y 27,5% nauneHToB. MeamvaHbl no-
KasaTesniA Nno ypoBHIo 6unmpybrHa npu pasnnyHbix BapmraHTax M He umenu
[OCTOBEPHbIX pa3nununii. Kak n3BecTHo, BCIeACTBME FreMOS3a B KPOBU YBe-
JINUMBAETCA KONMYECTBO CBOGOLHOTO (HEKOHBIOTMPOBAHHOMO) GUNNPY6MHa.
OfHaKo pe3Koro ero HapacTaHuA B njia3me He MPOMCXOANT, Tak Kak neyeHb
KOMMEHCATOPHO YBENIMUMBAET CKOPOCTb KOHbiorauum (1o 6 pas no cpaBHe-
HUIO C PU3MONOTNYECKO). DTO NPUBOAUT K HAPACTaHNIO KOHLLEHTPALMK CBA-
3aHHOTrO (KOHBIOrMPOBaHHOIO) GUANPYBUHA B >KENUM U XKENUHbIX NPOTOKAX,
€Oo3[atoTCA ycnoBuA Ansa o6pasoBaHNa bUNMPYONHOBBIX KaMHeN 1 pa3BUTUA
enuHokameHHol 6one3Hu (KKB). B Hawem HabnoaeHnmn y 8% naumeHToB ¢
HC anarHoctuposana XKb B Bo3pacTe go 10 ner.

OnpepeneHrie 0OCMOTMYECKOWN PE3UCTEHTHOCTY SPUTPOLIMTOB OCTaeTCs
6a30BbIM MeTogom AnddepeHUmanbHON AnarHocTkm Bapuanta FA n oc-
HOBHbIM KpUTEpMEM AMArHOCTUKU HacneACcTBEHHOro chepoumTosa B LUK-
POKOW KnHMYecKkon npakTuke. NokasaTtenb meguaHbl MMHUManbHon OPD
[0 nHKy6aumm Bo Bcex rpynnax M cootseTcTBoBan Hopme (0,5-0,45%), ¢
focToBepHO 6onee BbICOKUM 3HavyeHuem npu HC (tabn. 2). HC xapakTtepu-
30BasICAA BblPa)Ke€HHbIM CHUPKEHUEM MUHUManbHo OP3 B MHKYOGUPOBaHHOM
kposwu 0,75 (0,75; 0,8) %, uero He HabnoAanocb Npu Apyrux BapuaHtax MA
(p<0,05).

ObpalyaeT Ha ceba BHUMaHMWE NoBblWeHe MakcumanbHo OP3 10 WH-
Ky6aumm npu AUTA ¢ TeHAEHLMEN K ee CHIKEHMIO Noc/e MHKy6aLmm obpas-
ua Kposu. Tak, MeraHa AAaHHOTO MoKasaTens CocTaBuna: o UHKybauun —
0,26 (0,25; 0,35) %, nocne nHKybaumm — 0,35 (0,27; 0,4) %. B uenom nocne
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JNlabopaTopHbI Npodub NpY pasNMyYHbIX BapMaHTax reMoIMTUYECKON aHEMIN Y AieTel

Ta6nuua 1

Buoxmmmnyeckne nokasartenu KpoBu Npu pas/inyHbIX BapMaHTax reMo/IMTUYECKOn aHeMuu y fetei

Table 1

Blood chemistry values in various types of hemolytic anemia in children

JlabopaTopHbiii
nokasarenb

06w 6unnpy6uH
(Mkmonb/n)

Me (25%; 75%)

Nnar (Ea/n)

Me (25%; 75%)
CblBOPOTOUHOE »Kene3o
(MKmonb/n)

Me (25%; 75%)
CbIBOPOTOUHBIN heppu-
TUH (MKr/n)

Me (25%; 75%)

H 7 AyTonmmyHHasA
acnepcTBeHHbIN
chepounTos Tanaccemusa (PepmeHTONaTN  reMonuTUYecKas
(n=37) (n=9) (n=3) aHemuA

N (n=20)
23(15,1;35) 32,8(24,6;34,7) | 34(21;38,1) 35.9(20,1: 59,8)
346 (290; 440) 256 (235;304) 407 (336; 736) 291 (266; 475)
14,1 (12,1;17,3) 16,7 (14; 19,1) 18 (17,4; 20) 13,8(10,9; 16,8)
120 (75,5; 185) 44,1(21,7;76,4) | 246 (220; 256) 65,4 (35,1; 122)

Ta6bnuua 2
OcMoTMYeCKanA Pe3NCTEHTHOCTb SPUTPOLMTOB NPU PasINYHbIX BapuaHTax reMonuTuyeckon aHemumn
y Aeten
Table 2
Osmotic resistance of erythrocytes in various types of hemolytic anemia in children
HacnepcreeHHbii AyTonmmyHHas
MokasaTtenb OP3 A Tanaccemna | @epmeHTONaTMM remoauTMYECKas
chepountos
aHemmA
Min % 0,5(0,5;0,6) 0,4(0,4;0,5) 0,45 (0,45;0,5) 0,45 (0,38;0,5)
Me (25%; 75%) 1= = M o W Yy 4 42, U, , ,36; 0,
Max % o nHky6auun
Me (25%; 75%) 04(0,35;04) 03(0,25;03) 0,3(0,3;0,4) 0,26 (0,25; 0,35)
Min % 0,75 (0,75; 0,8) 0,45 (0,4;0,55) | 0,55(0,55;0,65) 0,55(0,47;0,6)
Me (25%; 75%) | Mocne ' el 4 (A i 1227 U, s 47,0,
[ NHKy6aummn
Max 3% yoal 0,45 (0,35; 0,55) 0,3(0,3;0,34) | 0,25(0,25;0,45) 0,35(0,27;0,4)

Me (25%; 75%)

500

MHKybGaLun nokasatesb MeAvaHbl MUHMManbHo OP3 noBbicunica npu
BCex BapuaHTax A c JocToBepHO 6osiee BbICOKUM 3HAUeHeM Npy Hacnea-
CcTBEHHOM cdpepouutose - 0,75 (0,75; 0,8) %. OTMEUEHO CHUXKEHUE Meana-
Hbl MaKCMMaJIbHON OCMOTUYECKOW Pe3NCTEHTHOCTU Npu GepmeHTonaTuaX:
[0 WHKy6aummn - 0,3 (0,3; 0,4) % m 0,25 (0,25; 0,45) % — nocne UHKy6GaLun
(p<0,0001), 4TO CBNAETENLCTBYET O MOBBILLEHUN OCMOTUYECKON PE3NCTEHT-
HOCTUN 3pUTPOLINTOB MOC/E NHKYbaLmmn Npu remonm3se, 06ycnoBneHHOM fe-
bGUUMTOM BHYTPMIPUTPOLITAPHBIX GEPMEHTOB.

Takum o6pas3om, B CTpykType A y pdeTel npeBanvpoBanu Hacnep-
CTBeHHbIN chepoumnTos (53,6%) N ayTOMMMYHHas reMonutTnyeckas aHemMms
(29%). Opyrvie BapvaHTbl, TakMe Kak Tanaccemvsa n depmeHTonaTus, aua-
FHOCTMPOBANUCH 3HAUUTENbHO pexxe (18,4% 1 6,1% cOOTBETCTBEHHO). B 06-
Wwen rpynne HabnopeHus npeobnafany Manbuymku B COOTHOWeHuM 2:1.
Mpw nHmumnansHon anarHoctuke FA B TA umena nerkyio cteneHb TAXecTu,
HOPMOLITapPHbIA HOPMOXPOMHbBIA U TUNeppereHepaTopHbIA  XapaKTep.
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OpurvHanbHble UccnefoBaHna. HayuHble nybnvkaLmm “

Tanaccemua conpoBoxganacb JOCTOBEPHO 6onee HN3KUMK NoKasaTenamm
SpuUTpoUmTapHbIX NHAeKcoB. Mpu HC BbifBNeHa TeHAEHUMA K MUKPOLUTO3Y
npy HopMasbHbIX 3HaueHnAx MCH n MCHC. JlabopaTopHsbiii npodunb no
JaHHbIM GMOXUMMYECKOro aHasM3a KpOBY XapaKTepr30Bascs yMepeHHON
runepbunmpybrHemuen, nosblweHuem JIAI, cHUXeHMEM YPOBHA ranTorno-
6uHa 1 HopMmodepemueir. Mpn depmeHTONaTMAX NabopaTOpPHbLINA Npodusb
otnnyanca 6onee BblpaXeHHbIM NoOBblleHeM ypoBHA JIAT 1 cbiBOpoTOu-
Horo depputuHa. Ana HacneacTBeHHOro chepoLmTo3a TUMNYHO CHUXKEHNE
MyHUManbHoi OP3 B MHKy6rpoBaHHoI Kposu. DepmeHTonaTUK XapaKkTe-
pU130BaNnCb MNOBbILLEHNEM MAKCUMaIbHOWM OCMOTUYECKOW Pe3UNCTEHTHOCTU
3puTpounToB nocne uHKybauun. Ona AUIA BbIABNEHO CHMXKEHUE MaKcu-
manbHon OP3 nocne nHky6aumun. Ana Tanaccemun n3meHenma OP3 go v no-
cne NHKY6aummn He XxapakTepHbl, O YeM CBUAETENbCTBYIOT MOSTyUYEHHbIE pe-
3ynbTaTbl. TakKum 06pasom, Mpu NePBUYHON AnarHOCTUKe [A BaXKHO yumnTbl-
BaTb NOKa3aTenun 3pUTpoLnTapHbIX MHAEKCOB. MNpun 3Tom onpepeneHne OPD
[0 UHKy6auum 1 nocne nHKy6aumy obpasua KpoBu octaeTcs 6a3oBbiM Me-
ToAOM nabopatopHoi anarHocTMkn HC 1 MmoxeT 6bITb MHGOPMATUBHO Npw
anddepeHumanbHol anarHocTMke GepmeHTonaTUin 1 ayToummyHHow FA.
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