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¢ JIMarHoCTMKa HaCJAeACTBEHHOro ceporuTo3a 06BIYHO OCHOBBIBAETCS Ha JAHHBIX KIMHUYECKOV KapTUHBI, CeMeli-
HOTO aHAaMHe3a 11 TaOOPaTOPHBIX [OKa3aTe/LsiX. B mepedeHs 1ab0paTOPHBIX TECTOB, IIOATBEPXKAAIONINX ANATHO3, BXOST:
TECT Ha OCMOTHMYECKYI0 PE3VICTEeHTHOCTDb 3PUTPOLNTOB, TECT Ha OIpefie/ieHre CKOPOCTH IU3MCA IPUTPOLUTOB, TeCT Ha
CBA3BIBaHIE KpacUTe/IA 903VH-5-MajeyMuyyia U T. I. Hy ofHMM 13 HOCTYITHBIX METONOB He yHaeTcsA NAeHTUPULIUPOBAaTh
BCe CIy4al Hac/lIeACTBEHHOTo ceponnTosa.

B craTbe 06CYyXAa0TCA IPOO/IEMBI JUATHOCTUKY BPOXK/EHHOI MUKPOC(EPOLNTAPHOI aHeMIH, TIOXPOOHO aHAIN-
3MPYIOTCA MHPOPMATUBHOCTD PA3IMNYHBIX METOIOB MCC/INOBAHNUI I X 3HAYCHIIE.

¢ KiroueBble coBa: reMonns; chepoLnT; TeMONMUTUYECKIE aHEMIY; HAC/IENCTBEHHBIN cepoLuTos; MeMOpaHa apu-
TPOLIUTOB; MEMOPAHOIIATHS; MEMOpaHHBIe OETKIL.
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¢ Diagnostics of hereditary spherocytosis is usually based on clinical picture, family history and laboratory tests. The
list of laboratory tests includes osmotic fragility test, a glycerol lysis test, an eosin-5-maleimide binding test and others.
None of the following methods identify all cases of hereditary spherocytosis.

The article discusses the problems of diagnosing congenital microspherocytic anemia and provides the detailed analysis
of informational value of various research methods and their significance.

¢ Keywords: hemolysis; spherorocyte; hemolytic anemia; hereditary spherocytosis; erythrocyte membrane; membra-
nopathy; membrane proteins.
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HacnencrBennsii  cdeporuros (HC, 1o  HbI 9pUTPOLIUTA, COMPOBOXK/AMIEECS] Pa3BUTHEM
MKB 10 — D58.0) — aro HacnefcTBeHHOe 3a00-  TeMOMTUYECKON aHEMUM PasINIHON CTeIleHU Ts-
NieBaHMe, CBA3aHHOE ¢ lehekToM OenkoB MeMOpa-  xectu [1]. 65
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Briepseie HC 6bin1 omucan B 1871 1. Genbruii-
ckumu Bpadamu C. Vanlair u J. Masius kak cayyaii
reMOJINTUYECKONl aHeMMM. Y HalMeHTa Habmo-
JAINCh JKENTyXa, BbIpa)KeHHas CIIEHOMeTand,
ocTpble OOV B BEPXHEN YaCTV >KMBOTA, aHEMUs
C Ha/IM41eM MeJIKUX KPacHBIX C(hepUYHBIX IT00YII,
KOTOpble OHM HasBanu «MUKpocheporuts» [2].
O. Minkowski acconumpoBan Hammume aHeMmUM
C ypoOMNMmMHypmel 1 CIIeHOMeTajell U Ipero-
JIOKWI, 9TO YCUJIEHHOE paspylleHMe 3PUTPOIN-
TOB 00BACHAETCS TOPAXKEHMEM Cee3eHKI. Takum
06pa3oM, IpU3HaHMe )KeITYXN KaK IIpoIiecca, CBs-
3aHHOTO C TeMOIUTUYECKOI aHeMIeEN, IPUIINChIBA-
o1 O. Minkowski [3]. B Hayane XX B. HeMelLIKMi1
Bpad A. Chauffard nesaBncumo ot O. Minkowski
OIMCa/l BPOXKAEHHYIO TeMOIUTUYIECKYI0 aHEMUIO
Y OTMETW/I CHVDKEHUE OCMOTUYECKON Pe3UCTEeHT-
HOCTY 3PUTPOLMTOB, a TAKXe Haaudue ypoou-
JMHYpUM U CIUleHoMeramvu [2]. B mepBom pmecs-
tunetun XX B. A. Chauffard gokasan cHmxeHne
OCMOTMYECKON PE3VCTEHTHOCTV SPUTPOLNUTOB
B TUIOTOHMYECKVX PacTBOpax XJIOpyfa HATpUA
y MAIVIEHTOB C BPOXK/IEHHOI! JKENTYXOI1, B TO Bpe-
M KaK Y 3/JOPOBBIX JIVI] TAKOTO SIBJIEHVS HE OTMe-
vajiocp. HabmioneHnss 060Mx aBTOPOB IpUBEN
K ToMy, 4to Brnocnenctsum HC 6bu1 Ha3BaH aHe-
mueit MunkoBckoro — [lloddapa [4].

[Tpn HC yMeHblIaeTcsi MOBEPXHOCTb IPUTPO-
IIVITA 110 OTHOIIEHNIO K €T0 00'beMy, 3TO IIPUBOLUT
K TOMY, YTO 9PUTPOLUT CTAHOBUTCA CHEPUIHBIM
U TepsieT CBOIO JedopmabenbHOCTD [5].

HC Hacrmegyercs o ayTOCOMHO-TOMUHAHTHO-
My iy B 75 % cnydaeB (MyTanuy B TeHaX, KOfU-

- o= v = we

Puc. 1. Masok nepudepudeckoil KpoBy IalJeHTa C Ha-
cnepcrBeHHBIM cheporurozom. Oxpacka mo PoMaHOBCKO-
My - Im3e (x 1000)

AR

Fig. 1. Peripheral blood smear of the patient with heredi-
tary spherocytosis. Staining according to Romanovsky-
Giemsa (x 1000)

Herald of North-Western State Medical University named after I.I. Mechnikov

PYIOLVX aHKMPMH, CHEKTPUH U O€/IOK IIOI0CHI 3).
AyTOCOMHO-peLeCCUBHO HaceflyeMble MYTaLlUy
B TeHe, KopupyouieM anbda-creKTpuH, mbo Oe-
JIOK TIOIOCHI 4.2 ¥ MyTallMy, BO3HMKIINE de novo,
cocTaBAT 25 % cny4daeB. bonbHbIE ¢ He JoMu-
HautHbIM HC mnpepcraBisfioT co6oit 60/mblIyio
npo6eMy Ipy TeHEeTUYeCKOM KOHCY/IbTUPOBa-
Huu [6].

Tsoxectp 3aboneBaHuUs ONpeNensAeTcss TeHe-
TUYECKM YHAC/IeOBAHHBIM TUIIOM IOBPEXJEHMA
MeMOpaHbl SPUTPOLNUTOB ¥ KOTMYECTBOM MUKPO-
cdeponnroB B KpoBu. Makpodaru ceneseHkn ce-
JIEKTMBHO 3aXBaTbIBAIOT MUKPOCHEPOLUTHI, 4TO
HIPUBOJUT K COKPAIIEHNIO PO O/DKUTETbHOCTI UX
>km3uu 1o 70-80 mueit. CrelleHb TSXKECTU reMOJIN-
32 y pasJIM4YHbIX MALVIEHTOB BapbUpyeT M MOXKET
OCTIOXXHUTbCs MHPeKIueit [1].

Snuaemmnororns MukpocgepoumTosa

HC BcTpevaercs BO BceX STHUYECKNX M PACOBbIX
rpynmax [7]. B Cesepnoit EBpone HC aBnseTcs ca-
MOJI paclpOCTPaHEHHOI NPUYMHON HACTIEeLCTBEH-
HOJI TeMOJIUTNYECKON aHEMUY M BCTPEYAETCA C Ya-
croroit 1 : 2500, B CIHIA — cyacroroit 1 : 5000 [8].
Yacrora BcTpeuaemoct HC cpenu adpukaHies
u xureneit IOro-BoctouHoit Asun 0co6eHHO HU3-
kasa [9]. Pacnpoctpanennocts HC B mpyrux mo-
OyIALMAX M3Y4eHa HeToCTaToYHo [7].

[TaToreHe3s

Ha OwmmnupHOM c/1oe LMTOIUIa3MaTI4ecKoil
MeMOpaHbl PACHONOXKeH OETKOBbIN CIOM IIUTO-
CKe/leTa 9PUTPOLNTA, NPeCTABIEHHBII B OCHOB-
HOM CIIEKTPUHOM, KOTOPBI CBfA3aH ¢ 6enkoM 4.1
u akTuHoM [10].

Mornekyna 6enka IOMOCHI 3 MMeeT TPU JO-
MeHa: N-TepMMHA/IbHBIN IOMeH, TUApOodOOHbIN
TpaHcMeMOpaHHBII foMeH u C-TepMUHaIbHBIN
noMmeH. B HopMe N-TepMuHambHbII JOMEH CBs3aH
¢ 6eKOM TO/MOCH 4.2 U TeMOIIOOMHOM; I'MAPO-
¢GoOHBIT TpaHCMEMOpPaHHBI TOMeH (GOopMupyeT
komiiekc ¢ RH-acconumpoBaHHbIMM Oenkamu;
C-TepMMHA/IbHBII JOMEH JMeeT Y4YacTOK JiIA
cBsi3piBaHMst Kap6oauruzapasser 1. Tnukodopun C
U IMKOGOpUH A TakXe acCOLMMPOBAHBI C Oel-
KOM TIOJIOCBI 3 M1 YYaCTBYIOT B CTAOM/IM3aLIM MeM-
OpaHbl.

Takum o6paszom, medpuunt wm AUCHYHKIVA
mo60ro U3 9TUX 0€IKOB IPUBOAUT K HAPYIIEHUIO
Mopdosornm spuTponnTa. DPUTPOLVT IIpeBpalia-
eTCsl B MUKPOCQEPOLUT, IPefCTaB/IANINIT CO60
PUTPOLUT HIAPO0OPa3HO HOPMBI, UMEIOIINIT Ma-
neHpKuit guametp (6,2-6,7 MKM), Ipu 3TOM 00b-
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eM MMKpocdepounTa 0CTaeTcs B Ipefesiax Hop-
Mol [11, 12].

B maske nepudepudeckoit KpoBu Mukpocgepo-
IUITHI IMEIOT BIJ] MEJIKMX K/IETOK 6e3 IIeHTPaIbHO-
ro npocsetrienus (puc. 1).

MukpochepounTsl 1M30MpaTEeTbHO 3aXBaThl-
BAIOTCA U PaspyLIAIOTCA CeNIe3eHKOM, YTO MIpaeT
K/TIOYEBYI0 PO/Ib B KIMHUYECKUX IPOSBICHMAX
aroro 3abonesanus [13].

KAunnueckune MPOsSABA€HUA

Knnuanyeckas kapruna HC ouenp pasHoobpas-
Ha. 3aboneBaHMe MPOSBIsAETCS B JI000I Iepu-
Ofl )KVI3HU, Yallle 3TO IPOVUCXOANUT B JIETCTBE WIN
IOIPOCTKOBOM BO3pacTe IIOJ BIMAHUEM IIPOBO-
LVpyoMX (aKTOPOB, TaKUX KaK IepeHeceHHas
MHQpeKIVsA, IepeoxXIaXAeHNue, XUPypruueckoe
BMeIIIaTeNIbCTBO, OepeMeHHOCTD U T. 1. [13].

Ina HC xapakTepHO XpOHMYECKOe TedeHNe:
HepUOAbI PEMUCCUY CMEHAITCA IepuofjaMy Tre-
MomuTHdeckoro kpmsa. OTCrofa CKJIafibIBaeTCs
kaHn4Yeckas kapruaa HC — kmaccuyeckast «Tpu-
aJja» CUMIITOMOB: JKe/ITyXa, CIUIECHOMETaJIVIsl U aHe-
mus [14, 15]. Ilpu TsKenoM TedeHnn 3a060/1eBaHs
y HMAIMeHTOB C IeTCTBA POPMUPYIOTCA TUIINYIHbIC
mns HC BHenrHMe npusHaku: OamenHas gpopma de-
pera, CeIOBUAHBIN HOC, M3MEeHEeHMe PaCIIOIoxKe-
HUs 3y0O0B, BbICOKOe HEOO, MUKPOPTaIbM, KOTO-
pble He BCeria HaOIIOAITCS OTHOBPeMeHHO [16].

[ToBbllleHHass TeMIlepaTypa, OO0e3HEHHOCTD
Ce/le3eHKY IIPY Ma/bIIAlY Y ee YBeludeHye BO3-
HUKAOT Ha (OHe IMOCTOSIHHOrO remonusa [17].
YacTbIM OC/TOXKHEHMEM SB/IAETCSA >KeTYHOKaMeH-
Has 60J1e3HDb U3-3a 00pa3oBaHMA OVINPYOMHOBBIX
KaMHell B >KeTYHOM ITy3bIpe U B KeTYHBIX IIPO-
TOKax.

BoisaBrienne MmkpocdepouuTos, 601bLIIOTO
YJIC/Ia PeTUKYIOLNUTOB ¥ OMIVPYOVHEMIM 32 CYET
¢dpakunuy HempsMoro OmmMpy61MHa HAaBOAUT Ha
mbicnb 0 Hammure HC. IIpn otcyTeTBUM MMKpO-
cepoLUTOB U PETHKYIONNUTO3a B Iepudepnye-
CKOJl KPOBU HeNb3sl MOMHOCThIO McKmounuth HC
¢ 6eCCUMIITOMHBIM TedeHneM [5].

Y nexoropbix pereit ¢ HC B MiaseHuecTBe
[MaTHOCTUPYIOT TeMOJIUTUYECKyI0 0O0Je3Hb HO-
BOPOXKJICHHBIX, MM IIOKa3aHa (oToTepamys Kak
OCHOBHOI1 Metoj nedenusa [18, 19]. MianmeHuam,
crpagatomuM Tsokenoit popmoit HC, mpu Hammunm
aHeMMV B TeYeHMe IIePBBIX HECKOJIbKUX Hefenb
KVM3HY MOXKeT ITOTpeboBaThCs MepeuBaHye Kpo-
BIU. BONBIIMHCTBO TaKuX JeTell OCTATCSA TPaHC-
¢dysnonHo 3aBucuMbiMu [15, 20].

Yamge Bcero y IanyeHTOB C JIETKOI W/IN Cpef-
Heil crerneHbo TspKect HC HabmromaeTcss Kom-
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HEHCHPOBAHHBII I'eMON3 C JIETKO MINM YMEPEHHO
BBIp2)KEHHOI aHeMuell mnbo 6e3 Hee. [larueHThI
IPebABIAIOT JKaToObl Ha YCTAIOCTb, OBICTPYIO
YTOM/I1eMOCTb U 671efHOCTD [21]. 3TO MOTYT OBITH
HAIVeHThl KaK C JJOMUHAHTHBIMU, TaK U C pelec-
cuBabiMK popmamu HC. Tsokenmo 6oneromiye ma-
IIVIEHTBI CTAHOBATCS TPaHCPY3MOHHO 3aBUCYUMBI-
MU. Y HUX CYIIECTBYeT BBICOKMII PUCK Pa3BUTUSA
OCJIOXKHEHMII, CBSI3aHHBIX C Ilepe/IBaHeM KPOBU
VLU TIepeHachlllleH/eM OpraHu3Ma xene3oMm [22].

AabopartopHas AMarHoCTMKa
HaCAeACTBEHHOro cepounTosa

B xmaccudeckux c1ydasx MOCTaHOBKA AVaTHO3a
HC He BbI3bIBaeT cnoxxHOCTei. OHa OCHOBBIBAET-
Cs1 Ha KIMHUYECKON KapTuHe, JaHHBIX 1abopaTop-
HBIX U MHCTPYMEHTA/IbHBIX METOZIOB AVIaTHOCTUKM
U ceMefHOro aHaMHe3a. Heo6xoayMo MCKIIUnTbh
ApyTye IpUYMHbBI TeMONN3a, B YaCTHOCTY ayTOUM-
MYHHYIO FeMOTUTUYIECKYI0 aHEMIIO, AVICIPUTPOIIO-
atndeckyio anemyio tuma II (CDA II).

JlabopaTopHble  [JaHHBIE  XapaKTePU3YIOTCSA
HOPMOXPOMHOJ MUKpOC(hepOIUTapHOI aHeMuel
PasIMYHOl CTeleHu BblpakeHHoCTU. IIpm mpo-
CMOTpe OKpAalIeHHOTO Maska IepudepuiecKoir
KPOBMU 0OHAPYXMBAIOT MUKpOCceporuThl. VIHIEKC
ceprIHOCTH SpUTPOLNTOB CHIDKeH. Yalre Bcero
CTIOKHOCTM B MHTEpPIIpETALlMU Pe3yIbTaToOB BO3-
HUKAIOT IIPY aTUINYHBIX, BATOTEKYIINX, KOMIIEH-
cupoBaHHbIXx popmax HC, npu coueranunm HC
C ApyruMu 3a00/IeBaHUAMY, HAIPUMEP, C CUHAPO-
MoMm JKunbbepa [23-25], remonutuyeckoi aHe-
MIeil, BbI3BAaHHOI HEJOCTaTOYHOCTHIO (pepMeHTa
I/II0K030-6-pocdaraernaporenasst [25], u T. .

Ins mabopartoproit guarnoctuku HC mpume-
HAIOT CIeAYIOLIVie METOMIbIL:

1) KIMHUYECKUIT aHaMM3 KpoBU ¢ Mopdonornye-
CKOJI OLIEHKOM 3pUTPOLNTOB, PaC4eTOM SPUTPO-
IUTAPHBIX IIAPaMEeTPOB U IIOJICYETOM KOJIIYe-
CTBa PETUKY/IOLNTOB;

2) pacuer MOpbOMETPUYECKUX MAPAMETPOB 3PU-
TPOLINTOB;

3) GuoxmMM4ecKmit aHamM3 KpoBu (ompeperneHne
yPOBHs OMnupy61Ha B CBIBOPOTKE, MUHUMAIb-
HOM ¥ MAaKCUMAa/JbHOM OCMOTUYECKON pe3nu-
CTEHTHOCTY 3PUTPOLUNTOB, IJINI[EPUHOBBIN TECT
Ha OIlpefie/ieHne CKOPOCTU IM3Uca SPUTPOL-
TOB, 971eKTpodope3 MeMOPaHHBIX O€KOB);

4) TecT ¢ MCIO/MIb30BaHMEM QIYOPECIIeHTHOTO Kpa-
cuTesns 303uH-5-manenmuna (OMA-recr);

5) 9KTalUTOMETPUSI.

Knunuueckuii ananus xposu. Ilpy HC nourtn
y BCeX MAI[IeHTOB BBbIAB/IAIOT AaHEMUIO Pa3/INYHON
cTeneHM BbIpaXeHHOCTH. CpemHmit 06beM 3pu-
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tpountoB (MCV) ocraercs B mpefesiax HOPMBI.
Y 60NbIIMHCTBA MAI[MEHTOB BCIENCTBUE KIETOY-
HOJI JlerujpaTalyy oKas3areab CpefHell KOHIIeH-
Tpauyuu remornobuna B spurporure (MCHC)
noBbilieH (=345 1/m), MHAEKC MMPUHBI pacIipe-
meneHus spurpouurtos mo o6vemy (RDW) mo-
BbIlIeH (>14 %) [26]. IIpu m3ydeHMy pacyeTHBIX
JIaHHBIX, ITOJIYYEHHBIX IPY IIOMOIIM I'eMaTOIOTH-
YeCKUX aHaIM3aTOPOB, MOXXHO 3aIlOf03pUTh Ha-
mnune y manuenta HC [27, 28]. Hexoropsle aBTo-
PbI MCCIIEIOBA/IM YyBCTBUTE/IBHOCTD ITOKa3aTeriei
MCHC n RDW [29], a TakXe pacCYMTaHHBIX Ha
ux ocHoBe cootHourennit Hb/MCHC, Hb/RDW
u MCHC/RDW [30]. YyBcTBUTEIBHOCTb ¥ CIIe-
UPUYHOCTD 3THX ITAPaMeTPOB y aBTOPOB Pas/u-
JaOTCA.

HekoTopsble aBTOMaTI4YeCKye TeMaTONIOTMYecKye
aHa/IM3aTOPBI U3MEPSIOT KOHLIEHTPALIIO TeMOIJIO-
OMHa B OT/Ie/IbHBIX IPUTPOLIUTAX. YBeTNUeHIE YIC-
J1a TUIOTHBIX JJeTMAPATPOBAHHBIX KJIETOK ITIO3BOJIS-
eT ueHTUUIPOBaTh Beex nanyentos ¢ HC 6e3
[IPOBEeHNsI TOTIOTHUTENbHBIX Ta00PaTOPHBIX KC-
C/IemoBaHmil, 0COOEHHO KOT/Ia M3BECTHO, YTO OfIVH
I3 YIEHOB ceMbl yoke 6oeH [27]. Takue aHanmsa-
TOPBbI He HOCTYNHBI OO/BIINHCTBY /1a00paTOpUiL,
II03TOMY JJO CVX ITOP Ji/Is BBLAB/IEHVSI MUKpOchepo-
UTOB B nepudeprnyeckoil KpoBu Hambosee 4acTo
IPUMEHSIOT MUKPOCKOINMIO OKPAIIeHHOTO MasKa.

[Ipm Muxpockommy Maska Inepudepudeckoit
Kkposy y nanuentos ¢ HC o6HapyX1uBaoT MUKpO-
ceporuThl, KOTOpPBIE SBISIOTCS OTINIUTETBHON,
HO He JIMarHOCTWYEeCKO} 4YepToil JaHHOro 3a6o-
neBaHysA (puc. 2). VIX KOMM4ecTBO BapbuUpyeT OT

Puc. 2. Mopdonorus mukpochepounTtos B Mmaske nepude-
PUUECKOIT KPOBH TALVEHTA C HACTIEACTBEHHBIM Chepory-
to3oM. Oxpacka 1o Pomanosckomy — Imse (x 1000)
AR

Fig. 2. The morphology of microspherocytes in a periphe-
ral blood smear of the patient with hereditary spherocy-
tosis. Staining according to Romanovsky-Giemsa (x 1000)

Herald of North-Western State Medical University named after I.I. Mechnikov

eIVHNYHBIX [0 MHOTO4YMCIeHHbIX [13]. ¥ Heko-
TOPBIX OOJNBHBIX CO CIen(uUIecKoil aHOMaMel
MeMOpaHHbBIX 0€lKOB BBISB/ISIOT MIM30LUTHI (fie-
dexT 6eKa MOMOCH 3) WM aKaHTOLUTHI (ledexT
B-cnekrpnua). IIpn mpocmoTpe Maska mepude-
pUYeCKOil KPOBM Bpad OTMedyaeT Hanuuue aHu-
30LIMTO3a B IIOJYKOIMYECTBEHHOI opMe: B BUJie
6amnpHoOI crcteMbl (1+, 2+, 3+) MIM CIIOBECHOTO
omycaHuA (IeTKuIi, yMepeHHbIN YIU BbIpa>KeHHBIIN
AQHM30LUTO3 PUTPOLNTOB), YTO HEJOCTATOYHO JIIs
IIOCTAHOBKM AMarHo3a. [JaHHBII MeTOoH, OIMCAaHIs
HOCUT CyO'beKTVMBHBII XapaKTep U 3aBUCUT OT OIIbI-
Ta Bpaya M KayecTBa IPUTOTOBIeHMs Maska [31].
Heo6xonuMo y4uuTBIBaTh, YTO CYLIECTBYIOT
VI IpyTHe IIPUYMHBI TOSB/IEHNA MUKPOCHEpOLNTOB
B nepudepuvecKoi KpoBM, TaKye KaK ay TOMMMYH-
Has TeMOJIMTIYeCKas aHeMUsA, MUKpPOaHTMOIATH-
JyecKas TeMOIUTUYeCKas aHeMMs, peaKLMs Ha Iie-
penMBaHye KPOBMY, 0KOroBasi 00/1e3Hb, HEKOTOpPbIE
3a00/eBaHMs TIeYeH, HaC/IeCTBEHHBII MMPOTION-
KWJIOLINTO3, KIOCTPUAMAIbHBIN CeICUC, OTpaBIe-
HYI€ 7JOM HEKOTOPBIX 3Meli, TayKoB 1 T. . [32].
Kak u3BecTHO, B IepHuOf TeMOIUTUIECKOTO
Kkpusa y 60npHbIXx HC KOMM4ecTBO peTMKyIonu-
TOB P€3KO BO3pacTaeT U MOXeT mocturarb 16 %,
a B IIEPMOABI peMUCCHM NPUOMIDKAeTCs K HOp-
MasIbHBIM 3HaueHMsM. [laHHble aHanu3a nepude-
pUYECKOIl KPOBM U KOIMYECTBO PETUKYIOLUTOB
MOTYT IO3BOMNTH 3anofo3puth guarnos HC, Ho
He TMOATBEPAUTH ero. B HacTosIlee BpeMsA BefieTCs
U3y4deHue PeTUKYIOLVTApHBIX TapaMeTpoB (cpep-
HIIT 06beM peTukynonutoB MRV, Hespenas petu-
kynountapHasa ¢pakuus IRF) y maunenros ¢ HC
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Puc. 3. PeTuKy/monuTel NanueHTa ¢ HaCIeLCTBEHHBIM c(e-
POLIMTO30M, OKpalleHHbIE CYINpaBUTATbHOM METONVKON

OpVIMAHTOBBIM KPe3WIOBBIM CHHUM (X 1000)
ANNSNSSNIS

Fig. 3. Reticulocytes of the patient with hereditary sphe-
rocytosis stained with a supravital technique of diamond
cresyl blue (x 1000)
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JUTSL VICTIONIb30BAHMA X B KaueCTBe CKPMHVHT-Me-
topma (puc. 3) [33].

Pacuem moppomempuueckux napamempos spu-
mpoyumos. Hanbonee nHpOpMaTUBHBIM METOLOM
omycaHuss Mopdoornuecky M3MeHeHHBIX (OpM
SPUTPOLUTOB ABJIAETCA KOMMYECTBEHHAA OIleHKa
MOPGONOTMYeCKNX IapaMeTPOB IPUTPOLUTOB:
cpepuumit auamerp spurpountos (CI3, wm D,
MKM), ToNmyHa 9purpountos (T, MKM) 1 MHAEKC
cpepranoctn (R y). OueHka oTux ImapameTpos
SPUTPOLUTOB KIACCUYECKUM MUKPOCKOINYECKUM
MEeTOJIOM IIpefCTaBIIAeT COO0I Ype3BbIYAIHO TPY-
JIOEMKYI0 IpOLeRypy, TpeOyoIlylo MU3MepeHNs
C IIOMOIIBIO OKY/IApa-MUKPOMETpa IapaMeTpoB
SPUTPOLUTOB B OKpAIEHHBIX IIpernapaTrax Kpo-
Bu [31]. [l cTaHapTU3anyy yCIOBUI M3MepeHMA
VICIIOZIB3YIOT aNIapaTHO-IIPOTPAMMHBIN KOMITIEKC
(AIIK), cocrosmmit M3 MMUKPOCKOIQ, IUPpPOBOI
IJBETHOJI KaMepBbl BBICOKOTO Pa3pelIeHs, KOMIIbIO-
Tepa ¢ mepupepuitHbBIMU YCTPOICTBAMM U IIPO-
rpaMMHOro obecredeHus ¢ Habopom meronuk. Ha
CeTORHAIIHNUI JeHb Tab0paTOpuy He OCHAIEHBI
nopo6noro Tuna AITK 1 naHHasA MeTOIMKa He UMe-
eT IIMPOKOTo IpuMeHeHus [34].

Hccnedosanue ypoeHs Ounupybuxa 6 cvl6o-
pomke. Y OONbHBIX OTMEYAIOTCA MOBBIIICHNUE
YPOBHS HeNpsAMOro OvnmpyOuHa, IMIIOTanToryo-
Oyn1MHeMMus, CTeleHb BBIPAKEHHOCTU KOTOPBIX
3aBUCUT OT MHTEHCUBHOCTM reMonusa. B mepnon
reMOJIMTIYECKOTO Kpy3a KOHI[EHTpalys Ounmmpy-
OuHa B CBIBOPOTKE KPOBU YBEJIMYMBACTCA B 5 pas
u 60s1ee 10 CPaBHEHMIO C HOPMA/IbHBIMU 3HAYEHU -
SIMJ, A B TIEPVIOJ], PeMICCHIL VIV TIPY KOMITEHCHPO-
BaHHOM TeMO/Ii3e — IPUOIDKaeTCs K peepeHT-
HBIM 3HauyeHuAM [35].

Tecm Ha ocmomuveckyto pe3ucteHmHocms Ipu-
mpoyumos (OP3), oLleHNBAIOMINII TU3UC IPUTPO-
LNUTOB B YC/IIOBUAX in Vifro IIOJ, feMICTBYEM IMIIOTO-
HIYECKVX PacTBOPOB, MICIIO/Ib3YIOT B AMATHOCTHKE
HC xak 1ononHNTeIbHOE UCCIe0BaHe, TOMOTal0-
Ijee MOATBEPAUTD ANATHO3. B cBA3Y ¢ ymMeHbIIeHN-
€M COOTHOILEeHN IUIOMAY MeMOpaHbI SpUTPOII-
Ta 11 ero 06’beMa MUKPOCHEPOLUTHI He CIIOCOOHBI
BBIIEPXKMBATh IOCTYIICHVE BOABI B KJIETKY IIPU
BO3JIEJICTBMM Ha HUX TMIIOTOHMYECKVMM COJIEBBI-
MU pacTBOpPaMy, HO3TOMY IOJIBEPraloTCs TeMOJN-
3y OBICTpee HOPMa/IbHBIX SPUTPOLIUTOB B COMEBBIX
pacTBopax [36].

[TpumepHO y 25 % OO/NbHBIX HAC/IEACTBEHHBIM
cepormrosom OPD cBexell KpoBU OCTaeTCA
B TIpefierlax HOpMbL. IlaTonmormyeckme pesysbra-
1 OP3D MOryT ompepmenATbca IpU Pa3IMIHBIX
bU3MOMOTMYeCKNX U MATONOIMYECKUX COCTOSHM-
AX OpraHM3Ma, HAIpUMep, IOCIe XUPYPIUIeCKUX
BMEIIATe/IbCTB, Ha (POHE JIeUeHUSA HEKOTOPBIMU
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nperaparamy, npu OepeMeHHOCTHM U T. A. [8].
JlaHHBI TecT o6nmagaeT HUSKVIMM 9yBCTBUTEIBHO-
CTBIO ¥ CIIeM(PUYHOCTDIO, SAB/IACTCS OUYeHDb TPYHO-
€MKJIM, JUIUTE/IbHBIM B VICIIOJTHEHWH U He TTOIXOJUT
VISl VICTIONIb30BAHMA B JTA0OPATOPUAX B KadecTBe
PYTMHHOTO MCC/IeOBaHMA.

Inuyepurosviii mecm Ha onpedeneHue CKOPo-
cmu nuduca apumpoyumos. B 1974 r. E. Tordpun
n H. PobepTcoH mpemmoxmnan KonudeCcTBEeHHbII
METOJ] OLIEHKM OCMOTHUYECKON pPe3MCTEeHTHOCTU
PUTPOLUTOB NOJ AEJICTBYEM ITINIIEPUHOBOTO Oy-
depa. ITO OHOIPOOMPOYHBIIT TECT J/IsI OIpefie-
JIeHNA BpeMeHH, 3a KOTopoe mpoucxoput fo 50 %
remMosnu3a o6pasia Kposu B 6ydepHOI TUITIOTOHN-
YeCKOIl ININLePUHOBO-CONEeBON cMecu. [IpmHnunm
IeVICTBMA 3aK/II0YAeTCs B TOM, YTO I/IML[EPUH, Ha-
XOJAIMIMIACSA B TMIIOTOHNYECKOM OydepHOM core-
BOM PacTBOpE, YMEHbBIIAET CKOPOCTb BXOXKIEHMS
MOJIEKYJI BOZIBI B 9pUTPOUUTHL. O CKOPOCTY TeMo-
NM3a SPUTPOLUTOB CYHAT IO CHVDKEHMIO OITUYe-
CKOJI IVIOTHOCTY PeaKIMOHHOI cMecH. [I71s1 BBIIOI-
HEHU JAaHHOTO TeCTa He TpeOyeTcs CIeliaIbHOro
000pyHOBaHMsA, [JOCTATOYHO CIEKTPOPOTOMET-
pa, OCHAIEHHOTO JIMHeHO-IorapudMmuiecKum
camonucueM, mM60 KOTOpUMeTpa U CeKyH/IOMe-
pa. JlaHHYI0 MeTOAMKY MOXXHO IPMMEHATb KakK
y B3POCIIBIX, TAK ¥ Y HOBOPOXK/IEHHBIX, TaK KaK J/Is1
ee OCYILeCTB/IeHVI He0OX0oMM HeOOoIbIIoN 00beM
kpoBu (20 mxn) [37]. Kak n Tect Ha OP3, pan-
HOe VCC/IeJOBaHNe JJaeT BO3MOXKHOCTb OT/INYUTD
cepounThl OT HOPMa/bHBIX SPUTPOLUTOB, HO He
II03BOJISIET YCTAHOBUTH IPUUMHY ChepounTosa.
YKkopoueHue BpeMeHY IeMO/I3a SPUTPOLIUTOB, TaK
Ke Kak cHibKeHHast OP9, MokeT HaO/MIOAaThCs Ipu
pasnmMYIHbBIX HU3NOTOTUIECKUX U ATOIOTUIECKUX
COCTOSIHUSAX, TAaKMX KaK OHKOJIOrMYecKue 3abore-
BaHMs, XpOHMYeCKMe 3aboeBaHms IoOYeK, Oepe-
MEHHOCTb U T. 1. [8].

JI71s1 moCTaHOBKM JMarHO3a B HETUMIVYHO IIPO-
TeKaromux cnydaax HC ucnonbsyror KonmdecTBeH-
HOe OIIpefiesieHne MeMOPaHHBIX O€TKOB 9PUTPOLIN-
ToB 1pu nomouyt SDS-PAGE anekmpodgopesa no
Jlammnu. dnekrpodopes3 MOMOraeT BBIABUTH aHO-
Manuu aputpountoB B 70-80 % cnydyaes. Merop
JOCTYIIEH JIMIIb CIelVaTN3/POBaHHBIM Tab0opaTo-
pVAM, TaK KakK OH TpeOyeT BBICOKOI TOYHOCTH JVIC-
IIOJIHEHNS, @ MHTEPIIpeTalls Pe3y/lIbTaTOB MOXKET
BBI3BIBATb CIIOKHOCTH [5].

Tecm Ha ceéA3viéaHue Kpacumens 303UH-5-
maneumuda (Memood NPOMOUHOL UUMOMEMPUL)
Ha CerOf{HAIIHNUI IeHb SB/IAeTCsA Hanbosnee MHPOp-
MaTuBHBIM. OH OCHOBaH Ha OIleHKe MHTEHCUBHO-
cTV QII0OpecIeHINY, KOTOPYIO OIpee/siioT 110
KOJINYECTBY CBA3AHHBIX C KpacuUTeleM 303UH-5-
MaJIeMMMUIOM MeMOpaHHBIX OelKOB: Oeka IoyIo-
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col 3 u RH-accouunpoBanusix 6enkoB. [Jedumut
OesKa IMoI0CH 3 U CBA3aHHBIX C HUM MeMOpPaHHBIX
0e/IKOB IIPUMBOJAUT K YMEHBIIEHMIO (II0OpeCIieH-
LM, KaK IIpaBUIIO, 1o 65 % oT HOpMbl. HecmoTpsa
Ha TO 4TO JeeKT Oe/rKa MoMoChl 3 0OHAPYKUBAIOT
y 25 % GObHBIX HAC/IeACTBEHHBIM C(HepOLNTO30M,
yMeHblIeHNe QII0opeceHIny HabmogaeTcs Tak-
e B CJTyYasx ¢ AeUIMTOM aHKMPUHA U CIIEKTPH-
Ha 32 CYeT HapyIIeHMs Iepefady CUTHaIA depes
MeMOpaHy, 4TO B/IMsET Ha CBsI3bIBaHNUE J03MH-5-
ManenMuzia ¢ 6eKoM nonocsl 3. IMA-rect obna-
laeT JOCTATOYHBIMY CIIEIVIPIIHOCTDIO Y YyBCTBU-
TENbHOCTBIO B KaueCTBe IOIOTHITE/IbHOTO MeToa
puardoctuky HC (97 u 98 % COOTBETCTBEHHO).
JlaHHBINI TeCT He KOPPEeIMPYeT CO CTEIEHBI0 TH-
>kectu 3aboneBanus [38]. OnHaKoO MHTEHCUBHOCTD
CBEYEHNsI KPaCUTeNsl 903UH-5-Ma/leuMu/ia MOXKeT
OBITb CHVDKEHA M IIPY APYTUX 3a00/IeBaHMAX, KO-
TOpble CONPOBOXKJAIOTCA HaludyueM MOopgorIoru-
YeCKV VI3MEHEHHBIX 9PUTPOLNTOB, HAIPUMED IPH
CepIIOBYTHOKIETOYHON aHEMMM U T. [,

Hamn6ornee To4HO ompesienTh CTeNeHb Hedop-
MabeIbHOCTY SPUTPOLIVITOB MOYKHO TPV ITOMOLIN
MeTofa IKMAayumomempuu, B OCHOBE KOTOPOTO
JIOKUT U3MepeHIe cTereHn gedopmarum spuTpo-
LJUITa 1107 IeVICTBMEM CVIJIbI TPEHsI, BO3HMKAIOIIel
IpY CABUTOBOM IOTOKe >kypkoctu. CyTh MeTona
COCTOUT B CIIEAYIOLIEM: MEXJY CTEHKaMM JIBYX
CTaKaHOB JKTAIIMTOMETpPa 3a/MMBAIOT CYCIIEH3UIO
sputponuToB. OfMH U3 9TUX CTAKAHOB OCTAETCA
HETOJBYDKHBIM, a8 BTOPOJI BpallaeTcs ¢ 3aJaHHOI
CKOPOCTBIO, ¥ BCTIEICTBYIE CO3MAIOLIETOCs TPEHNUs
sputponuTsl BbITATMBaIOTCA [39]. CycrneHsuio
IIPOCBEYMBAIOT JIA3€PHBIM ITYYKOM U HaOTIOfAI0T
KapTHHY paccesHNA CBeTa Ha spurpouurax [40].
STOT MeTOf, UCIONb3YIOT NIIb B CIENNATN3NPO-
BaHHBIX /1Ia00OpaTOPMAX, TaK KaK OH TPYAOEMOK
U JUIS TIPOBeNeHNs aHalu3a HeoOXOmuMO CIiemy-
asibHOe 000pyfiOBaHMe.

HecmoTpst Ha coBepLIEHCTBOBaHME pasInd-
HBIX METOJIOB OLIEHK) 3PUTPOLUTOB, TPYSHOCTU
B muarHoctuke HC mo-npexHemy coxpaHAIOTCA,
0 YeM CBUJIETE/IbCTBYET OOJIBIIOe KOMNYECTBO He-
JIaBHO MOSABVBILIVIXCS ITyOIVIKALIVII, IIOCBSIEHHBIX
paspaboTKe aJTOPUTMOB ¥ INOAXOMOB K BBISABIIE-
uuio HC [23].

3akAloueHue

HC crmy>xut camoit pacipocTpaHeHHOI PUYK-
HOI remonu3sa y nanuenTos B CesepHoll EBpome
n CHIA [8]. IIpn narentHom teuenunm HC BO3-
HUKAIOT TPYJHOCTM B JUArHOCTUKE, IOCKOJIbKY
pe3ynbTaThl MCCAENOBAHMII MOTYT HAaXOAMUTbCS
B IIpefie/laXx BO3PACTHOM HOPMBI OO IONMAfaTh

Herald of North-Western State Medical University named after I.I. Mechnikov

B VIHTEPBAJl MEXJY HOPMa/JIbHBIMU ¥ TUIIMYHBIMU
g HC snavennsamu. CylecTBylomue 1abopaTop-
Hble METOAbl He 00lafaloT HeoOXOAVMbBIMM YyB-
CTBUTENIBHOCTBIO U crennduyrocTpio. [To aToir
IpUYMHE OIHVM U3 IepCIeKTUBHbIX HallpaBIeHNI
B nsydennn HC ABnseTca uccnemoBaHyue HOBBIX
YYBCTBUTEIbHBIX U CIIEIM(PUIHBIX METOJOB U pas-
paboTKa KIVMHNKO-Tab0PAaTOPHOTO aITOPUTMA €0
puarHoCcTuku. [lo cux mop He ompefeneH OOt
NOAXOA K JUarHOCTMKE MUKPOC(heponnTo30B
U OTCYTCTBYIOT IPOTPaMMbl CKPMHMHIA, YTO 3a-
TPYAHSAET PAHHIOK AMATHOCTUKY U JIeYeHMe 3TON
KaTeropyuy NanyeHToB.

YBenmuyeHue JOMM TAIVEHTOB C MUKpocde-
poLMTO3aMy, HEJOCTATOYHOE 3HAKOMCTBO IIpPaK-
TUKYIOIIMX Bpadeil C JAHHON IPOOIeMOil, CTIOX-
HOCTY, BO3HMKawlye npu auddepeHnnaabHOMN
IVaTHOCTMKE, a TAKXKe OTCYTCTBYE PYKOBOZICTB 10
BoLaBieHnio HC o6ycnioBnimBaoT He06X0AMMOCTD
M3y4eHMs JAHHOI IPOO/IEeMBI C IIe/IbI0 pa3paboTKN
HOBBIX JIAOOPATOPHBIX ITOJXONOB K paHHEMY BbI-
ABJICHMIO IIAIIMIEHTOB C AaHOMAIUAMM OETKOBOTO
cocTaBa MeMOpaH 3pUTPOLNTOB.

Ha mam B3rmap, mns ¢GopMupoBaHUsA coBpe-
MeHHoro mnopxopa K pauarHoctuke HC Heo6xo-
OVIMO DEINTb pAR 3afad, B TOM YUC/Ie OLEHUTD
JYBCTBUTE/IBHOCTD M CIEIM(PIIHOCTD OCHOBHBIX
naboparopHbx MapkepoB HC, n3y4ntp BO3MOX-
HOCTY COBPEMEHHBIX CUCTEM JI/I BBIAB/ICHNA 3TOTO
3a00JIeBaHsI Ha 9Talle IePBUYHOTO CKPMHMHTA.

He BbI3BIBaeT coMHeHUII, 4YTO pas3paboTka
anroputMa auarHoctuku HC ¢ ucnonbsoBaHuem
HaboOpa COBpeMEHHBIX 1aOOPAaTOPHBIX MapKepoB
I03BOJINT OOOTaTUTh KaK TEOPETUYECKYI, TaK
U MIPAKTNYECKYI0 MEeAMIIVIHY.
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