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Annomayusn

Kimnanueckoe HabsrozieHre 60IbHOM THIIOXPOMHOM aHEeMHeH, IToJIydaBIel IJTNTeIbHOe BPeMs IIperapaTsl XKeJie3a 110 OBOJLY KeJie30/1epUIUT-
HOM aHeMuHu. B cBsizu ¢ Hed(DPEKTUBHOCTHIO JIEUEHUs MPOBENEHO AIEKTPODOpPETHUECKOe UCCIeIOBAaHUE TeMOIJIOONHA U JAHArHOCTHPOBaHA
B-ranaccemus (manas dopma). [IpuBoAATCS KpaTKUe AaHHBIE O [3-TaJacceMUH U IMOAXO0/bI K TuddepeHIUaTbHOM JUATHOCTUKE [TPU TUIIOXPOM-

HBIX aHEMUAX.

Karoueewvte caoea: TUIIOXPOMHAs aHEMUSL, JKeJIe30/1eDUITUTHAS aHEMUsI, TEMOTJIOOMHOIIATHH, [3-TasiacceMust, 3JIeKTpo¢ope3 reMoryiobuHa.
Jlas yumupoeanus: JIsoperkuii JI.U., Acanos A.IO., ITanko K.C., TyaeBa M.I'. He Bce THIIOXpOMHBIE aHEMUH — Kejte30/iedunuTabe. Kiim-
HUYecKoe Habmonenue. Kinnanueckuit pa3bop B ob1ei Mmeguiute. 2021; 8: 42—46. DOI: 10.47407/kr2021.2.8.00099

Not every hypochromic anemia is an iron deficiency anemia. Case study

Leonid I. Dvoretsky, Alii Yu. Asanov, Kira S. Papko, Margarita G. Tuaeva

Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

dvoretski@mail.ru

Abstract

Case study of female patient with hypochromic anemia, who has been treated with iron preparations for iron deficiency anemia for a long time,
is reported. A hemoglobin electrophoresis test has been performed due to treatment failure, and p-thalassemia (thalassemia minor) has been di-
agnosed. The data on B-thalassemia and approaches to differential diagnosis of hypochromic anemias are summarized.
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1" WIIOXPOMHBIE AHEMHH, SABJIAIONIUECS OJHUM U3 dYa-
CTBIX T€MAaTOJIOTHYECKUX CHHJPOMOB B KJIMHHYECKOH
IIPaKTHKe, Yallle BCETO aCCOLMUPYIOTCA C JKe1e301epuIuT-
Hou anemueirt (JK/TA). OfHaKO B OCHOBE Pa3BUTHUS THUIIO-
XPOMHBIX aHEMUEH MOTYT JIeXKaTh JPyrUe IaTOreHeThYe-
CKHE€ MEXaHH3MBbI, He CBA3aHHBIE C JeQHUIUTOM Keje3a.
K HEM OTHOCATCS HapYIIeHNe BKJIIOYEHH JKejle3a B MoJIe-
KyJIy reMOIJIO0NHA (CHepoaxpecTHyecKre aHEMIH), ITepe-
pacupejiesieHre jkejie3a B KJIETKM MakpodarajibHON Ccu-
CTEMBI IIPYU BOCIAJINUTEJIBHBIX IIpoleccax (AHEMHH BOCIIA-
JIeHUs1), HapyllleHHe CHHTe3a Ielel rjao0MHa W €ero
CTPYKTYPHI (HacJIe/ICTBEHHbIE TeMOTJIOONHOTIATHH).

HecBoeBpeMeHHOe paclio3HaBaHUE 3THX COCTOSTHUN (He-
JIOCTaTOYHAs OCBEAOMJIEHHOCTh Bpauel, TPYJHOCTU JHar-
HOCTHKH, aTUIIMYHOCTD T€YEHHA U JP.) U OIINO0YHAA TPaK-
TOBKAa TMIOXpOMHOU anemuu kak JKJIA (mpeobGiamanue
Cpeay THIIOXPOMHBIX aHEMUI) ByiedeT 32 cOO0H Ha3Have-
Hue npenaparos xkesesa (IDK), HeaddeKkTHBHBIX U IPOTH-
BOIIOKA3aHHBIX JAHHON KaTErOPUU IAIFIEHTOB.

O1HO¥ 13 peIKUX IPUYHH Pa3BUTHA I'HIIOXPOMHBIX aHe-
MUU ABJIAIOTCA TeMOIVIOONHOIIATHN — T€HETHYECKH TeTepo-
TeHHAsd U KJIMHUYECKH NoauMopdHas rpymnma Hacjen-
CTBEHHBIX HapyLIeHWH cHHTe3a IIobuHA. B Hacrosmiee
BpeMs, II0 KpaliHel Mepe, 300 MJIH 4esioBeK (wim Oosee
5% HacesIeHH IIJIAaHETHI) ABJIAIOTCA HOCUTEIIAMHY IIOTEHIIH-

aJIbHO IIATOJIOTMYECKUX TeHOB reMoryiobnHomaruid. Hau-
00Js1ee 3HAYNMOH B KJIMHUYECKOM U SIINJIEMHUOIOIHUYECKOM
OTHOIIEHUU MATOJIOTHEH CpeAu TeMOIVIOOWHONIATUN sB-
JISIeTCs TaJacCceMUsA — IPYIIa ayTOCOMHO-PEIECCHBHO Ha-
cyetlyeMbIX 0oJie3HeH, XapaKTepU3yIOUUXCcs HapylleHneM
CHHTe3a IOJIMIENTUAHBIX Ienel remorsobuna. Kaxknas
MOJIEKyJIa TeMOTJIO0MHA IIpe/icTaBiIsieT coO0M TeTpaMep U
obpasoBaHa JByMsA IapaMH TIeMOIJIOOMHOBBIX ILelei:
Q-TJI00MHOBBIX U B-IIOOWHOBBIX. CHHTE3 HTUX IleTlel KOHT-
posiupyeTrcs JBYyMsA KJacTEPAMH, PACIIOJIOKEHHBIX B
16 (xacrep a-reHoB) H 11 (k1actep f-reHOB) XpOMOCOMax
COOTBETCTBEHHO. B OCHOBe maToreHesa TajacCceMUU JIEKUT
nucbaane cyobeAMHUI JI00WHA, PUYEM CTENeHb ucha-
JIaHCa TPOIOPIHMOHANbHA TsKecTH Oosye3Hu. Hawubosee
pacnpocTpaHeHHBIMH (popMaMu ABIAIOTCA a- U -Tajyacce-
MUA.

a-Tanaccemus B OOJIBIIMHCTBE CJIyyaeB 00yCIOBIIEHA Jie-
Jienirie OJ{HOTO WJIU JIBYX T€HOB (B OJTHOU XpOMOCOME J[Ba
reHa a-TJI00MHA), peXke — HeJleJIeIUOHHOM MyTatiuei. Kiu-
HUYeCKas KapTHHA U TAXKECTh 3a00JIeBAHIA OIIPe/IeIAETCsA
YHCJIOM ITOPA’KEHHBIX I'€HOB.

B-Tanaccemusi, HAPOTUB, BOSHUKAET Yallle BCEro B pe-
3yJIbTaTe HeZIeJIEIUOHHBIX (TOUEYHBIX) MyTal[Ul, YTO IPH-
BOJIUT K CHIKEHUIO WIM IIOJTHOMY OTCYTCTBHIO CHHTE3a
[-nereii rimo6uHa (B 0Z{HOM XPOMOCOME PACIIOIOKEH O/UH

42 | KNUHUYECKUIA PA3BOP | No8 | 2021 | Clinical review for general practice | N8 | 2021 |



0630p n KnuHnyecknii cnyyait / Review and Clinical Case

reH -miobuHa). CyIecTByeT /iBa BapuaHTa [3-TalacCeMUH —
GospImias Tanaccemusi (Haubosiee Tskenas popma 3abosie-
BaHW), BOBHUKAOIAs [IPU HAIMYUK MyTal[uii B 060UX aJi-
JieJisix reHa [-ryiobuHa u Masiasi 3-tajgacceMus (JIETKO Mpo-
TEKaIoIas U He TpeOylolas JeueHus), CBA3aHHAsA C MyTa-
el B OfHOM U3 ajutesiell reHa B-riobuna. CoBpeMeHHOe
Ha3BaHUe 0O0JIE3HB IOJIyYnsIa B 1933 T. U NPOUCXOJUT OT
rpeueckux cy1oB thalassa (Mope) u haima (kpoBb) B cBsI3H ¢
TeM, 4TO 3a60J1eBaHNEe 0COOEHHO YacTO PErUCTPUPOBAIOCH
B ctpanax CpenusemHomMopbs (I'perus u Urtanus). Haubo-
Jiee pacIipocTpaHeHa [-TajacceMus B perMOHaX HH/IeMUY-
HBIX [0 MaJIsApuu, BbI3BaHHOU Plasmodium falciparum,
BKuTI09as Cpein3eMHOMODbE, ceBePHYIO AQPUKY, PETHOHBI
bimknero Bocroka, Uuamio, IOro-Bocrounyio Asuio u
10KHbIe paiioHbl Kutasi. Beicokre 4acToThl [3-TajacceMun
peructpupyiorcs B JlarectaHe U B OBIBIIUX PeCIyOJIMKAx
CCCP (Aszepbaiijizkan, YsbekucraH, Tajpkukucran). Ya-
CTOTa HOCWTEJIEH [-TajacceMUM B 3THX O0JIACTSIX Baph-
upyer ot 1 10 20%. Ilo oneHKaM, B MUpe HACUUTHIBAETCS
270 MJIH HOCUTEJIEH aHOMaJIBHBIX ITeMOIVIOOWHOB U TaJIac-
CeMHH, U3 KOTOPHIX 80 MJIH fABJIAIOTCSA HOCUTEIAMU [-Ta-
JacceMuu. ExxerosiHo poxmaercs oT 300 ThIC. 710 400 TEIC.
JleTel ¢ cepbe3HBbIM HapyIlIeHHeM reMoryiobuna (23 ThiC. C
GosbIoN (-TajacceMuei) U 10 90% 3TUX POJIOB IPOHCXO-
JIAT B CTPAHAX C HUBKUM UJIU CPETHUM YPOBHEM /10X0/1a [1].
Murpanus HaceJeHUs U CMelIaHHble Opaku Mexay pas-
JIMYHBIMH 3THUYECKUMU I'PYIIIaMHU IPUBEJIU K BO3HUKHO-
BEHUIO TAJIACCEMUH ITIOYTH BO BCEX CTPAHAX MUPA, BKJIIOYAs
CesepHyto EBpomy, rie TajacceMusl paHee OTCyTCTBOBAJIA.
ITo coBpeMeHHBIM OIleHKaM, OKOJIO 1,5% MHPOBOTO HaceJIe-
uusa (oT 80 10 9O MJIH YeJIOBEK) SIBJIAIOTCA HOCHUTEJISIMU
B-tamaccemun. O6mas exxeroiHas 3a601eBaeMoCTb B-Tajac-
ceMuell ¢ HaJIMYUEM CHMIITOMOB COCTaBJIAET 1/100 00O BO
BCEM MUpe U 1/10 000 YeJI0BeK B crpaHax EBpocorosa [2].

PacnipocTpaHeHHOCTh aHEMUM, CBSA3AHHBIX C Tajacce-
MHed B HEKOTOPBIX PerHoHax IpeBbimraer dactoTy JKJIA.
Tak, B omHOU u3 npoBuHIuil CeBepHoro TamnaHza cpenu
THIIOXPOMHBIX aHEMUU COOTHOIIIEHUE JArHOCTHPOBAHHBIX
JKIOA, tanaccemuii u coueranus 2KJ/IA ¢ TajmacceMuei co-
cTaBiswIo 10,2%, 53,8% u 30,8%, a B APyTro¥ MPOBUHINH —
7,7%, 67,3% u 9,6% coorBercTBeHHO [3]. IIpu 06ceoBa-
HUHU KuTesled QIINIIINHCKON CTOIUIbI MaHWIbI C HaIH-
YreM aHEMUHU YCTaHOBJIEHO, uTO JKJ[A u remorsiobuHOmIa-
THW, B TOM YHCJIE TaJIacCeMHs, AUATHOCTUPOBAINCH B
37,6% u 27,8% ciydaes, B TO BpeMs KakK y 34,7% JIUI] BbI-
SIBJISJIUCH JIPYTHE IPUYMHBI aHEMUU. Y OOJIBHBIX C TaJyIacce-
MUEeH 0TMeYasach YMEPEHHO BbIpaXKEHHAsA aHEMUS C HOP-
MaJIbHBIM WJIH IIOBBIIIEHHBIM COZEPKAHUEM CBIBOPOTOY-
HOTO kese3a [4].

KimHMYecky pasyinyaloT TKeJIylo, IPOMEXKYTOUYHYO U
Manyio B-taynaccemuto. Tsoxenas ¢popma IpoTeKaeT B BU/IE
BeIpakeHHOU aHemuu (Hb<60 r/i), BeICOKOU mOTpeGHO-
CTHU B IIOCTOSIHHBIX reMoTpaHcdysusax. HeseueHsle win He-
aJIeKBaTHO JIeYeHHbIE OOJIbHBbIE OOBIYHO ITOTUOAIOT B IIEP-
BOM WJIM BTOPOM JIECSATUJIETUU KU3HU [5]. IIpomexyTou-
Hasa ¢opma 0OBIYHO TOMO3UTOTHA. YPOBEHb I'eMOIIo0nHA
MOJKeT KosiebaTbes B Ipeziesiax 60—100 I/JI, OJHAKO KJIH-
HUYecKas KapTHHA BechbMa BapuabespbHa. Ilpu aToM Ha-

OJroziaeTcss yMEpeHHAs WIH TsKeslass MUKPOLUTApHAsA T'H-
IIOXPOMHAS aHEMUSA C IPU3HAKAMHU IeMoJin3a. Y HEKOTO-
PBIX GOJIBHBIX ¢ TOMO3UTOTHON (POPMOI OTCYTCTBYIOT IIPH-
3HAKHU TKEJIOH IIaTOJIOTUH, aHEMUS YMEPEHHO BbIpaKeHa,
4Tro He TpeOyeT IOCTOAHHBIX remMoTpaHcdysuii. Masas
[-TaslacceMus IpOSBIIAETCSA YMEPEHHO BBIPAXKEHHOU TUIIO-
XPOMHOH MUKPOITUTAPHOU aHeMUeH

ITockoIbKy OCHOBOH JiedeHHs OOJIBIIMHCTBA OOJIBHBIX
TasjlacceMuel ABJAeTcA TpaHC(Y3HMOHHASA Tepamusd, a IIO-
TpeOHOCTh B TpaHCPY3UAX SPUTPOLUTOB KOCBEHHO OTpa-
JKaeT TAXKeCTh 3a00JIeBaHUS, BBIZEJIAIOT TPAHCHY3UOHHO-
3aBHCHMYI0 U TpaHC()Y3HMOHHO-HE3aBUCHUMYIO Tajacce-
Muo. OZHAKO /1B 3THX COCTOSIHUSA MOTYT OBITH HEIOCTO-
SIHHBIMU U OTPAKAIOT TEKYIIlee COCTOsIHUE ManuenTa [6].

B xymHUYeCKOl IpakTuKe Haubojiee 9acTble TPYAHOCTH
Y OIIMOKU B JMATHOCTHUKE BO3HUKAIOT y OOJIBHBIX MaJIOH
[-TasacceMueli, IpOABIAIOIIEHCA YMEPEHHO BBIPAKEHHOMN
THIIOXPOMHOM aHeMUed NpU OTCYTCTBHH JPYTHX IPU3HA-
KOB 3abosieBaHusA. HempaBuibHas TPAKTOBKA NPUYUHBI
TUIIOXPOMHON aHeMWH U omwubouyHas auarHoctuka KA
BJIeueT 3a cOOOU HeolpaBJaHHbIE O0CIEIOBAHUS U Ha-
sHaueHne I, uro, kpome HeaHEKTUBHOCTH JieueHuUs,
MOJKET UMETh HeraTHBHBIE ITOCIIE/ICTBUA /I OOJIBHBIX Ta-
Jaccemuent [7].

B kauecTBe WJIIIOCTpAIUU OIMMOOYHOH JIMATHOCTHKU
KA y GospHOM B-TasacceMuell IPUBOAUM KJIMHUYECKOE
HaOJIIOIeHHeE.

Boavuas A., 63 200a, obpamuaacs ¢ x¥arobamu Ha caa-
b6ocmb, 20n080KpYdceHUe. TIo 0aHHbIM aHaMHe3d, 8 803-
pacme 23 nem 80 epems bepemeHHOCMU 6nepebvle ObLA0
8bl181EHO CHWiCeHUe codepicaHus 2emo2nobura 0o 60
2/n, duasnocmuposana XK/[A u nasnauenvt IDK. ITocae
podos ommeueHO NoBbvlUleHUe NoKasamenel 2emoeno-
b6uHa, He docmuzaswux, 00HAKO, HOPMAAbHBIX BeAUYUH. B
daavHellwem 8 aHaausax nepugdepudeckoil Kposu nocmo-
SAHHO 8bl6ANACH SUNOXPOMHAS MUKPOUUMAPHAS aHe-
Mus, pedppakmeprasn k neveruro IDK. IIpu nepuoduuecku
nposoduswiuxcs 006c1e008AHUAX NPUHUHY AHEMUU Bbl-
A6UMb He yoasanoch, wmo Hapsady ¢ omeymemeuem 3@-
dexma om daumenvHoll eppomepanuu nobyoduro epa-
yeil nepecmompems ouazHo3 KA. BvLio npogedeHo
anexmpogdopemuueckoe uccaedosaHie 2emo2a00uUHa
(I'emamoaozuueckuii yenmp Munadpasa Poccuu), no dan-
HbIM KOMOPO020 6bl6AEHO nosbvluleHue yposHa HbA,
(cm. puc. 4) do 4,1% (Hopma 2,2—3,2%). [ToayuenHvle pe-
3yabmamul no3goaunu duasHocmuposams [-manacce-
Muwio. B donoanenue Kk aHamHe3dy YCmawoeaeHO, UIMO
Mamsb nayueHmxu maxdice cmpadana amemilell, npupooa
Komopou ocmanacy HescHoll. /[na sepuduxayuu dopmot
2emoznoburonamuu 0bl10 peKoMeHO08aHO nposedeHue
MONEKYAAPHO-2eHeMUYecK020 Uccaedo8aHus, om Komo-
Ppo2o 601bHAaA OMKA3anacy.

ObwsexmueHo: cocmosHue yoosaemsopumenvHoe. Koowc-
Hble NOKpo8bL ymepenHoll Oaednocmu. Ilepugepuueckue
AuUMPoY3bL He YyseauueHbl. KocmHo-mblueuHas cucmema
6e3 ocobenHocmetl. B neekux OblxaHue 8e3uKyAspHoe, Xpu-
noe Hem. Tonwt cepdya pummuunsie. Yacmoma cepdeuHnix
coxpawenuil — 78/mun. ApmepuanvHoe OasaeHue —
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Puc. 1. NMokasatenn sputpouutos (10x10'%/n) — 2013-2021 rr.
Fig. 1. Red blood cell counts (10x10'%/L), years 2013-2021.

Puc. 2. Mokasatenu remorno6uHa (r/n) - 2013-2021 rr.
Fig. 2. Hemoglobin levels (g/L), years 2013-2021.

Puc. 3. NokasaTenu cpegHero o6bema sputpouutos (MCV) n cpegHero
copepxaHua remorno6uHa B sputpouyute (MCH) - 2013-2021 rr.

Fig. 3. Mean corpuscular volume (MCV) and mean corpuscular hemoglobin
(MCH), years 2013-2021.

e MICH, NP

—— MCV, én

140/85 mm pm. cm. 2Kugom msexuil. I[TeueHs u ceneseHka He
yeeauveHbl.

O6wuil anaaus xkposu: Hb — 106 2/a, apumpouumswt —
4,34x10%2/n, cpednuit ob6vem spumpouuma (MCV) — 73
@, cpedHee codeprcaHue 2emo2A00uUHA 8 1 apumpouume
(MCH) — 24,3 ne, aeiikoyumvt — 3,6x10%/a, Helimpo-
dunvt (NEU) — 51,8%. IIpu uccaedosanuu nepudepuue-
CKOll Kposu 6blL10 00paweHo 8HUMAHUE HA CHUNMCEHUe
nokasamenei aeillxoyumos u abCcoANMHO20 Koauue-
cmea Heumpo@uaos, HmMo pe2ucmpuposanoch Ha Npo-
msiceHuu daumenvHo20 epemenu. Ha puc. 1—3 npeo-
cmaeeHvl nokasameau 2emo21006UHa, Ipumpoyumos,
MCV u MCH.

Buoxumuueckuil aHaaus kposu: 2auxkuposamHwvlii Hb —
6,0%, rcenezo — 10,01 MKMOAL/A, Poauesasn Kucaoma —
25 He/mA.

Iocae noayuenus pesyabmamog o06caedo8aHus, 6bl-
fasuswe2o nosvleHue codepxcarus HDA,, Oviau omme-
Henvt IDK u pexomendosaH npuem Hoauesoil KucaAombl
(4 m2/cym 2 mec ¢ nepepbigoM 8 1 Mec) U AHMUOKCUOAH-
mos (Omeza-3 no 1 x/cym 1,5 mec 3 pasa 6 200).

O6cyxpeHue

C 0/1HOH CTOPOHBI, TPAKTOBKA TUIIOXPOMHOU MUKPOITH-
TapHOU aHeMUH y 60bHOU Kak K/IA mociry:Kujio ocHOBa-
Huem s HazHadeHus [[K. Ilpu sTtom otcyrcrBue s¢-
dekTa oT JIeueHNA Ha MPOTSKEHUH JIJIUTEJIHHOTO BpEMEHU
o0y>k/1a710 Bpadel JIKIIb K 3aMeHe oiHoro 110K Ha apyroii.
Mesxay TeEM OTCYTCTBHE Y OOJIBHOM OUYEBUIHBIX IIPUYNH
JKIIA (xpoHHmYeckue KpOBOIIOTEPU PA3IUUYHOUN JIOKAJIM3a-
WM, MEHOPParuy, HapyIIeHre BCACBIBAHUA U JIP.) HAPALY
¢ HeaddekTuBHOCThIO [T7K sIBJIsIeTCss OCHOBaHUMEM JIJIA Tie-
pecmotpa auarnosa JKIA. Heo6xoauMo MOMHUT I10JI0Ke-
HHe, CTaBlllee HEKUM KJIMHUYECKUM adOpU3MOM: «BCe
JKJIA ABIIAIOTCA TUIIOXPOMHBIMH, HO HE BCEe THIIOXPOMHEIE
anemuu siBystoTes JKJ[A». HBIMU cI0BaMH, ecid y 60J1b-
HOW ¢ mojto3penueM Ha »K/IA aHeMUsT OKa3bIBaeTCsi HOPMO-
XPOMHOU WJIM THIIEPXPOMHOM, TO AuarHo3 JK/IA masoBe-
posteH («Bce XK/IA ABIAIOTCS THIIOXPOMHBIMIE » ). C IpyTO#
CTOPOHBI, TP HAJIMYUH Y OOJTHHOU THIIOXPOMHOUN aHEMUU
B IepBYI0 ouepezap mnpesmnosaraercss KA (GOIBIIMHCTBO
THIOXPOMHBIX aHEMU), HO B TO K€ BpeMs He UCKJIYa-
eTcs W Jipyras Ipupojia aHeMul («He BCe THIIOXPOMHBIE
SIBJITIOTCS 2KeJie30/1eUIUTHBIMU » ). BOT mocyieHuE Bapu-
aHT, MO-BUAMMOMY, He II0/I03peBajicad HaOJII0/IaBIINMU
60JIbHYIO BpauaMu, U He 00CYK/IJIUCh JIPYTHe BO3MOKHBIE
BapUaHThl THIIOXPOMHOW aHeMWH (reMOrJI00MHOIATHH,
cu/iepoaxpecTUYecKre aHEMUY, AaHEMUU BOCIIAJIEHUS), TEM
6oJstee mpu orcyrcrBun 3ddexra or npumenenus [1K. Or-
cyTcTBUe Yy O0JIBHOM IPU3HAKOB BOCIIAJIEHUS HA MIPOTSIKe-
HUH JIJTUTEHHOTO HAGJIO/IEHUsI UCKIJIFOUAJIO CBSI3b aHEMUU
¢ HaJINYMEM BOCHAJIUTEJIFHOTO Tporecca (aHEMHUH BOCIIA-
sierus). IToaromy Hanbosiee 060CHOBAaHHBIM OBLIIO ITPEITO-
JIOKEHME O HAJIUYNUK y O0JIbHON 3a00J1€BAHUMA U3 TPYIIIEI
reMorJIOOMHONATUH — HACJIENCTBEHHOMN IIaTOJIOTHH, CBS-
3aHHOU C HApYIIIEHHEM CHHTe3a Ielel IJI00MHa, B YaCTHO-
cTH Masiol (pOpMOH [-TaslacceMuH, BhI3BIBAIOIIHE TPYIHO-
ctu quddepeHnuaTIbHON JuarHocTuku ¢ 2KJIA.

C mespio BBISIBJIEHUSA Y OOJIPHBIX THIIOXPOMHBIMH aHe-
MUSIMH TIPU3HAKOB [(-TalacCeMUU, OMPEESIIONIUX Jalb-
HeliIllee HaIIpaBJIeHNE JUAarHOCTUYECKOTO TIOVCKA, TIPEJIJIO-
JKEHO HCII0JIb30BaTh 5 JIaOOPATOPHBIX IMOKA3aTeeld — KO-
JINYECTBO BPUTPOIUTOB, CPENHUH OOBEM 3PUTPOIUTOB
(MCV), cpennee copiep;kaHue reMOTJIOONHA B SPUTPOITUTE
(MCH), cpenHssi KOHIIEHTPAIUsI FeMOrJIOONHA B SPUTPO-
murax (MCHC), oTHOCHTE/IbHASA IIMPHHA PaCIIPe/Ie/IeHHUs
SPUTPOIUTOB IO 00BEMY — HHZEKC PaCIpeeIeHUs SPUT-
pouutoB (RDW). YkazaHHBIE HOKa3aTeIU IpeAsiaraeTcs
HCIIOJIb30BaTh B MHOTOYHC/IEHHBIX (HOPMYJIaxX, UMEIOITUX
Pa3JIMYIHYIO YYBCTBUTEIHHOCTBIO, CIIEU(PUIHOCTD U IIPE/-
CKa3aTeJIbHYI0 IEHHOCTH (II0JIOKUTETFHYIO U OTPUIIATEN -
Hy0). Vcnosib3yloTcsi OHM B KadyecTBe JUATHOCTHYECKHUX
OPHUEHTHUPOB /I CKPUHUHTOBOU AuddepeHITnaTbHON TH-
araHoctuku JKJIA u maneix popm Tasmaccemuu [8, 9].
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Puc. 4. dnektpodopes remorno6uHa. HbA - 95,9%

(Hopma - 96,8-97,8%), HbA2 -4,1% (Hopma - 2,2-3,2%).

Fig. 4. Hemoglobin electrophoresis. HbA — 95.9% (normal HbA levels
96.8%-97.8%), HbA, - 4.1%.

HbA

HbAZ

A

HawuGosee 10CTOBEPHBIM B IMArHOCTHKE MaJIOH [-Tasac-
CEMUU B Psijie PETPOCIIEKTUBHBIX UCCJIEIOBAHUN MPU3HAH
unjieke 11T, OCHOBaHHBIM Ha pe3yJsibTaTaX OJIMHHA/IATH
opmys, KaxKABIA IOJIOXKUTETBHBIM pE3yIbTaT KOTOPBIX
onienuBaercs B 1 6ayur. Cymma 6asioB Bbilie 8 HIpHU UyB-
CTBUTEJIBHOCTH TecTa 85,71 U CHEIUuDUIHOCTH 97,50 MO-
JKET CBU/IETEJILCTBOBATH O IMATHO3€ MaJIOH [-TajiacceMuu
[9]. Uunexe I'puna u Kunra Takike HEIJIOXO 3apEKOMEH/I0-
BasI ce0s B HECKOJIBKMX HccremoBanmsax [8, 9]. Tem He me-
Hee Ppa3HAMAsCSI YyBCTBUTEJIBHOCTh U CHEIU(PUUHOCTH
3TUX (POPMYJT IPUBOJIUT K YACTHIM JIOKHOOTPHUIIATETbHBIM
pesysnbratam. Tak, B paccMaTpUBaeMOM HaMH KJIUHUYE-
cKkoM ciydae, uHzekc Mentzler (16,8) — [10], England u
Fraser (12,26) — [11], Ehsani (29,6) — [12] He nmoxasanu go-
CTOBEPHOTO Pe3yJIbTaTa, B TO BPEMs KaK MOJIyYeHHBIH pe-
3yspraT o ¢hopmyse Shine u Lal (1294) — [13] yzioBieTBo-
P IOCTaBJIeHHOMY AarHo3y. O/HAKO B Pa3BUBAIOIIMXCS
CTpaHax, T/l 3a4acTyi0 JlabopaTOpHbIE METOZbI JHATHO-
CTHKH MAaJIOJIOCTYIIHBI, HCIIOJIb30BAHNE JAHHON METOIUKU
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MOJXKET 3HAYUTEJIbHO YJIYUYIIUTHh BBIABIAEMOCTh MAaJIBIX
dopm 3aboseBanuA. BaskHO, UTO CKPUHUHT [-TasiacceMuit
¢ Ucnosib30BaHueM (OPMyYJI 3HAUUTEIBHO 0OoJiee IyBCTBH-
TeJIEH, YeM IPH a-TajiacceMusix [8].

B cBasu ¢ orcyrcrBueMm adderra ot IDK y manmeHTKH
OBLIO IIPOBEZIEHO AIIEKTPOPOPETUYECKOE UCCIIE/IOBAHIE I'e-
MOIVIOOHMHA, IIPH KOTOPOM BBISBJIEHO IOBBIIIEHUE COJIEP-
xannd HbA, (4,1%) — (puc. 4), 4To ABjAeTCA IPU3HAKOM
B-tamaccemuun. C y4eToM KJIMHUYECKOTO TeueHUs 3aboJie-
BaHUA (YMepEHHO BhIPa’KeHHAsA aHEMHUS, OTCYTCTBHE BBIpa-
JKEHHBIX KJIMHUKO-JIa00PAaTOPHBIX IPU3HAKOB I'eMOJIN3a U
HeOOXOAMMOCTH 9KCey3UH Kejle3a) JaHHBIN BapUaHT [3-Ta-
JlacceMUH IIPABOMEPHO CUUTATh KaK JIeTKyio ¢dopmy. Bepu-
(ukanya NpUIHHBI THIIOXPOMHON aHEMUU U HUCKJIIOYEHHE
KA nossosmio ormenuts 11K, npuMeHeHne KOTOPHIX B
TeYeHHUe JUINTEIBHOTO BPEMEHH Y IAHHOM MaleHTKH cJie-
ZIyeT CYUTATh HEOIIPAB/IAHHBIM. B 10/100HBIX cIydasax npu-
meHeHue IDK y 60JIbHBIX HEZJUAaTHOCTUPOBAHHOU (-Tasac-
ceMuH, oIIMO0YHO pacreHuBaeMou kak JK/IA, MmoxeT npu-
BOJIUTH K N30BITOYHOMY HAKOIUJIEHHIO JKeJle3a B OpraHax U
TKaHAX (BTOPUYHBIH reMOCHJIEPO3), UTO ABJIAETCA OJHUM
Y3 IPOSBJIEHUH TajacceMHUH M TpeOyeT OObIYHO MeJIHKa-
MeHTO3HOU 9Kcdysuu kesesa (mpernapar Jecdeprokrcua-
MuH). OHAKO IPHU3HAKOB IIEPETPY3KU Kejae30M (HOp-
MaJIbHbIEe II0Ka3aTeJId CHIBOPOTOYHOIO Keje3a u deppu-
TUHA) Y 00CY?>KZ]a€MO MAaIllUeHTKU He BBISIBJIEHO.

Takum o0pa3oM, /[aHHOe KJIMHHYECKOoe HabironeHne
CBHU/IETEJIBCTBYET O TOM, YTO, HECMOTPS Ha BEAYILIYIO POJIb
J)kese3ofeuUIUTA IPU TUIIOXPOMHOHM aHeMHuu, HeoOXo-
JIIMO B IIPOIeCcCe JUATHOCTHYECKOTO [IOUCKA Y IaHHOH Ka-
TErOpHUU MAINEHTOB, a Takke Ipu HeaddekrusHOcTH 1K
HCKJIIOYATD PyTHe IPUYUHBI aHEMUH, B YACTHOCTH JIETKHE
dbopwmeI B-ramaccemun.
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