| KIMHUYECKWNE HABIOOEHNS | CASE REPORTS |

hitps://doi.org/10.35754,/0234-5730-2020-65-1-52-60 @®)er o0 |

OCOBEHHOCTN UMMYHOTEMATOJIOTMYECKHNX
N TEMATOJIOTMYECKUX ITIOKA3ATEJEN KPOBU OHOPA C PEAKNM
GEHOTUIIOM -D-

Namanx U. M., Cokonosa M. H.', Xaitpynau P. M.2, Muneesa H. B.3, Xanman M.3!!

'TY3 Ynbsrosckas 0bnacTHas cTaups nepenvanms kposis, 432017, Ynssrosck, Pocens
2OIBOY BO «YnsiHosckmit rocynapcTsenHsit yHnsepewtet, 432017, YassHosck, Pocens
SOIBY «Pocewiickuit Hay HO-MCCNEROBATENLCKMI MHCTUATYT rematonoruu v Tpanceyauonorn OenepansHoro Meanko-b1onorieckoro areHTCTe,

191024, Cair-letepbypr, Poccus

B PE3IOME

BeepeHune. Hacrosiwee nccneposaHue nocesiweHo penkomy BapuaHty ¢peHotuna -D-. Bnepsbie perotnn -D- obHapyxmnm
R. Race, R. Sanger u J.G. Selwyn 8 1951 r. B Poccun dpenotun -D- 6bin Bnepebie o6HapyxeH Mopokoesim B 1985 r.
O6biyHo dpeHotHn -D- 0BbHAPYXMBAIOT NMPU AHANM3E MPUYMH MOCTTPAHCPY3IUOHHBIX OCIOXHEHUI UM FEMOSUTUYECKOM
6omne3Hn HOBOPOXAEHHBIX, TAK KAK Y TOKUX BOJbHbLIX BbISBASETCS BHICOKMIA TUTP QHTUTEN K OTCYTCTBYIOLWMUM OHTUIEHAM.
B HacToswem nccnepoBanmnn deHotmn -D- 6bin BhisBneH B knuHuuyeckoi nabopatopum Y3 «YnbsHoBckas obnacTtHas
CTQHUMSI NEPENMBAHMS KPOBMU» Yy NEPBUYHOrO AOHOPA KPOBM.

Llenb — M3yunth 0COBEHHOCTM MMMYHOrEMATONOTMYECKMX M TEMATONOMMYECKMX MOKA3ATENEN KPOBK [OHOPA C PEAKMM
derHoTtunom -D-.

Marepuansl u metoppl. Buisenenne peHotna -D- MMMyHOremMaTonorMieckumm METOAAMM MPOBOAMNOCH C MOMOLLbIO
OBTOMATMYECKMX aHanuaatopos. [ns noateepxaeHus ¢eHotuna -D- mcnonb3oBanock MonekynsipHoe TUMMPOBAHME
OHK. @opma sputpoumntor poHopa ¢ ¢eHotunom -D- oueHMBanach ¢ NMOMOLLBIO OTOMHO-CHMIIOBOrO MMKPOCKONMQ,
XAPAKTEPUCTUKM SPUTPOMAHOTO POCTKA M3YUYQAMUCH C MOMOLLBIO OBTOMATUYECKOTO reMATONOMMYECKOro AHANM3ATOPA.
Pesynbratbl. Perotun -D- 6bin BbISiIBNEH Y NepBHuHOro foHOpa Kposw. M3-3a kpaiHen peakoctu peHotuna -D- u Bcneacteme
OTCYTCTBMS 3ANPOrPAMMMPOBAHHOTO QITOPUTMA BANMAALMS PEe3yNbTATOB ABTOMATUYECKMMM AHANM3ATOPAMK MPOXOAMIa
HekoppekTHo. Pewalowee 3HaueHuwe wurpana BuayasnbHas oueHka reneebix |D-kapt nepconanom. leHotunmposaxue
noareepamno otcytctene cneundpuyHoctert C, ¢, E, e, C¥ rena RHCE. [emaTonornueckme nokasatenm AoHOpA HAXOAMIMUCh
B npegenax Bo3pactHor HopMbl. OueHKa M30OpaXeHMs LMTONOTMYECKOro MPenapaTta KPoBWM [OHOPA He BbSIBUMA
M3MEHEHUI POPMbI SPUTPOLIMTOB U UX PA3MEPQ.

3akntoyenune. [lepsuyHoe onpepenerne deHotMna -D- ¢ NoMoLLbio ABTOMATMYECKMX MMMYHOrEMATONOrMYECKMUX
QHONM3ATOPOB MOXET OCIOXHSTLCS HEBO3MOXHOCTbIO BANMAALMK PE3YNBTATOB, HEKOPPEKTHOM PABOTOM MX MPOrPAMMHOIO
obecreyeHus 1 HEOBXOAMMOCTbIO SKCNEPTHOM OLEHKM Npob KpoBu nepcoHanom. Paccmatpusaemsiit cnyyai ¢peHotuna
-D- He conpsixeH ¢ M3aMeHeHMIMKU POPMbI SPUTPOLIMTOB M FEMATONIOTMYECKMX MOKA3ATENEN KPOBU.

Kniouessie cnosa: derotun -D-, cucrema Rh

KoHbnunkT MHTepecoBs: asTopsl 3a8BASI0T 06 OTCYTCTBMM KOHGMMKTA MHTEPECOB.

DUHAHCUPOBAHME: UCCNIEAOBAHME HE UMENO CMIOHCOPCKON NOAAEPXKKM.
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BN ABSTRACT

Background. This study is devoted to a rare variation of the -D- phenotype . The -D- phenotype was first discovered by R.
Race, R. Sanger and J.G. Selwyn in 1951. In Russia, the phenotype -D- was first discovered by V. Morokov in 1985. Typically,
the -D- phenotype is detected when physicians examine post-transfusion complications or hemolytic disease of the newborn,
since such patients demonstrate high antibody titres to absent antigens. In the present study, the -D- phenotype was detected
in a primary blood donor at the clinical laboratory of the Ulyanovsk Regional Blood Transfusion Station (Ulyanovsk, Russia).
Aim. To study specific features of immunohematological and hematological blood parameters in a donor with a rare variation
of the -D- phenotype.

Materials and methods. The detection of the -D- phenotype by immunohematological methods was carried out using auto-
matic analysers. Molecular DNA typing was used to confirm the -D- phenotype. The shape of erythrocytes of the donor with
the -D- phenotype was evaluated using an atomic force microscope. The characteristics of the erythroid lineage were studied
using an automatic hematological analyser.

Results. The -D- phenotype was detected in a primary blood donor. Due to the extreme rarity of the -D- phenotype and the
lack of programmed algorithms, the validation of the results by automatic analysers was incorrect. Of critical importance was
the visual assessment of gel ID cards by the medical staff. Genotyping confirmed the lack of C, ¢, E, e, C* specificities in the
RHCE gene. The hematological parameters of the donor were within the age norm. An assessment of the image of a cytolog-
ical blood preparation did not reveal changes in the shape of erythrocytes and their size.

Conclusions. The primary determination of the -D- phenotype using automatic immunohematological analysers can be com-
plicated by the impossibility of validating the results, the incorrect operation of the installed software and the need for expert
evaluation of blood samples by the staff. The presented case of the -D- phenotype was not associated with changes in the
shape of erythrocytes and blood hematological parameters.
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Beenenue

B Hacrosiuee Bpems yupesxaeHus iy 0Obl KpOBH Ha OC-
HOBAaHMM CYILIECTBYIOIIUX HOPMATUBHBIX [NOKYMEHTOB
IPOBOAST ONpEe/IeHNEe AHTUIE€HOB SPUTPOLUTOB, B TOM
uyucse u anturenos cucrembl Rh, y Bcex nonopos PO [1].
[Ipu ucnonbsosanuu obosnavenus dpenorun -D- numeror-
Csl B BUAY CJeEAyIOLMe TUIHPOBAHHBIE CHELUPUIHOCTH:
D+, C-, c-, E-, e. O6brano denorun -D- obnapysxusator
[pPHU BBISIBJIEHUN MPUYUH MOCTTPAHCQYSUOHHBIX OCJIONK-
HEHUHU WU FeMOJMTUYECKOU OOJIe3HU HOBOPOXK/I€HHBIX,
TaK KaK y TAKUX OOJIbHBIX BbISIBJISIETCS] BBICOKMI TUTP aH-
TUTEN K OTCyTcTBytomwmm antureHam [2]. B nmacrosimem
uccaenosanuu denorun -D- Obul BbIsIBIEH B KJAMHUYe-
ckoit 1aboparopun ['Y3 «Ynpsanosckas obnactHas cran-
L1l epeJMBAHMSI KPOBU» y MEPBUYHOrO AOHOPa KPOBH,
a B IOCJIELYIOLIEM Y €r0 POAHOro bpara.

Bnepssbie penorun -D- obnapyskunm R. Race, R. Sanger
u J.G. Selwyn B 1951 r. [3]. B Poccun dpenorun -D- 6bra
Brepsbie obnapysxen B. A. Mopokosbim B 1985 r. u uccae-
nosan T. M. ITuckynoBsoii u coasr. [4] npu pasbope kanuu-
4eCKOro cJiydasi IPUBbIYHOIO HEeBbIHAIIMBAHUS GepemeH-
HOCTHU >KEHIMHBI, TAK)KE MPOXKUBABIIEH HA TEPPUTOPUUN
Ynpaunosckoit obaactu. s yrounenus dpenoruna 6su10
nposeaeHo mosekynsipHoe tunuposanve [JHK uccaeny-
€MOro JJOHOpa KPOBU M ero bamaimnx poacTBeHHUKOB.
Kpome ummyHoremarosornyeckoro BoisiBieHUs! (PEHOTH-
Ha M ero reHeTMYeCcKOro MOATBEP>KAEHUS ObLIN U3y YeHbl
HEKOTOPbIE IOKA3aTeIN KPOBU MCCJEAYEMBIX JHUL. Dbli
NpoBe/ieH 00N aHAIN3 KPOBH C MIOMOLLBIO aBTOMAaTHYe-
CKOroO remMaTOJIOTMYECKOro aHAJIN3aToOpa AJsl yTOYHEHUS
COCTOSIHMSI dpUTpoUHOro poctka. lus ouenku dpopmer
SPUTPOLMTOB B HACTOsLIEH paboTe ObUI MPUMEHEH aTOM-
HO-CMJIOBOM MMKPOCKOII, KOTOPhI paHee y»Ke MCIOJIb30-
BAJICS [AJIS1 UCCJIEOBAHUS KAYeCTBA SPUTPOLIMTOB JOHOP-
CKOH KpoBHM, 3aroTossieHHOI Ha 6aze ['Y3 «Ynbanosckas
obsiacTHas cTaHIUS MepeauBaHus Kposu» [5].

Ileas — usyuutp 0COGEHHOCTH UMMYHOreMaTOJIOrHYe-
CKMX M IeMaTOJIOTMYECKMX IOKasaTeseld KpPOBM AOHOpa
¢ peakum penorunom -D-.

Marepuaasr u meTompl

Wccnenosanue Boimosnteno B 'Y 3 «YabstnoBckast obsact-
Hasl CTAHLMS IEPETMBAHUS KPOBU» B COOTBETCTBHU C TPE-
6oBaHUAMU 3TUYECKUX HOPM U npuHuunos lexnapauuun
Xeabcuuku (1964 r.) co Bcemu nocaenymomummu usmeHe-
HUSIMU U [OTIOJIHEHUSIMM, & TaKyKe JAeHCTBYIOILEro 3aKo-
noparesnbcrsa PD. Bee nepeuunble nokymeHTanbHbIE 1aH-
HblE UCCJIeIOBAHHBIX 00pas3oB KPOBH Oblin 06e3IM4eHbl
B COOTBETCTBUU C TPeOOBaHUSMMU 1. 3 CT. 6 AeiicTByOLEro
@Depepanbuoro dakona PP 1562-P3 «O nepconanbHbix
TAaHHBIX».

1 MMMyHOreMaTOIOrM4ecKOro MCCJIE0BAHUST [JOHO-
pa KpoBU M ero GJau>kaflIMX POACTBEHHUKOB (MaTh, oTell,
6par) 6bl1 MpoBesieH cOOp YeThIpex 0OPa3lOB KPOBU B Ba-
KyyMHble Tpobupku Vacuette c K, OITA dbupmsbr Greiner-

Bio-One (ABctpus). Mccnenosanus Ha Hanm4me aHTUTEHOB
ABO u anturenos cucremst Rh (D, C, ¢, E, e) nposoaunucs
nsymst meronamu. Ilepseiit meTon — arrmoTuHanms spu-
TPOLUTOB B rejie Ha MMMYHOT€MATOJIOTMYECKOM aHaJIM-
sarope HEMOS SP komnanuu Bio Rad (CIIA). Beibop
meTona OblLT OOYCJIOBJIEH TEM, YTO MPUHLUII TEJIEBOrO Me-
TOJIA MTO3BOJISIET C BBICOKOM CTENEHBIO JOCTOBEPHOCTH TPAK-
TOBATh IOJLyYE€HHBII PE3yJIBTAT IPU BU3YaJbHOW OLIEHKE.
Bropoii meron — marnnTusanus 9pUTPOLUTOB HA ABTOMA-
TUBMPOBAHHOM HMMYHOI€MATOJIOTMYECKOM aHAJIM3aTOpe
OWALYS xomnanuun Diagast (Dpanuus). [Ipuanun me-
TOAA MATHUTHU3ALUM dPUTPOLMTOB OCHOBAH HA HCIOJIb3O-
BAHWUM MArHUTHBIX YACTUIL B IPOLECCE MOATMOTOBKU 0Opas-
LIOB KPOBM MJIsl UCCJENOBAaHUH, KOTOpble abcopoupyrorcst
Ha spurpoumTax. [lox meictBuem marHuTHOroO mous spu-
TPOLMTHI ¢ A0COPOMPOBAHHBIMM MAarHUTHBIMH 4aCTHLAMU
[ePEMELIAIOTCS B IHO JLyHKU U BCTYTIAIOT B PEAKIUIO C CY-
xum pearentom (arrmoruHanus) [6].

Jlns noareepskaenus: peHoruna GbIIO MPOBEIEHO MOJIe-
kynsipaoe tunuposanue JJHK [7]. Viccaenosanue nposo-
ausnocs B naboparopuu usoceposoruu OI'BY PocHUUT'T
DMBA Poccun. [lns ananusa ncnosbzoBaim JeHKOLUTAP-
nyto JIHK, koropyto Beigensnu c nomousio nabopa JJHK-
cop6-B (<Amnaunpaiim») us obpasiios KposH, oTobpaH-
HpIx B BakyymHuble npobupku Vacuette ¢ K.O/ATA dpupmer
Greiner-Bio-One (Ascrpus). Tunuposanue nposoauimn
¢ nomompio ananusaropa FluoVista. Monexynsapuas cu-
crema serexkumnu FluoVista ocnoBana Ha merone noaume-
pasnoit uennoit peakuuu (ITLIP) ¢ annens-cnenuduue-
ckumu npaiimepamu SSP u duyopecuentHoit nerexumeit
«I10 KOHEYHOM TOYKE » IIPOUBBOACTBA KOMIIaHUM Inno-train
Diagnostik GmbH (I'epmanus). derexunto dpayopecuen-
uum g0 u nocue nposenenust [P ocymecrsasian ¢ no-
momtbio Tepmonukiepa C1000 Touch komnanuu Bio Rad
(CILIA).

JIs1s1 OLleHKM COCTOSIHMSI 9PUTPOUAHOIO POCTKA MCCJIe-
ayembix saui ¢ denorunom -D- 6bu1 nposesen obwmii
aHaJIN3 KPOBHU C MOMOLIBIO ABTOMATUYE€CKOrO T€MaTOIOT -
geckoro anaausaropa Sysmex 10001 (SInonus). O6pasusr
KalMISIPHONA KPOBH, TOJLyY€HHBbIE ILyTEM MPOKOJA CKa-
pUPHUKATOPOM KOXKM AMCTAIbHON (baslaHIM MaJblia, OT-
6upanu B muxkponpobupku dupmer Sarstedt-Microvttte®
200 K3 E (I'epmanus). lanee mukponpobupku ycraHas-
JIMBAJV B ClleLUasIbHbIE PA3beMbl AaHAIN3ATOPA.
dbopmbr apuTpoLU-
TOB M MX padmMepa MNPOBOAWJIN C IOMOILIBI0 ATOMHO-CH-

Nccnenosanue [IOBEPXHOCTH
JIOBOro MHUKpOckona Ha 0ase saboparopun Hayuno-

MCCJIEI0BATENBCKOrO  TEXHOJOIMYECKOrO  MHCTUTYTA
OI'bBOY BO «YnbsHOBCKMIT rOoCyAapCTBEHHBIA yHUBEP-
curer» Munobpuayku P®. AtomHo-cunosoBast muk-
POCKONMSI — METOH, OCHOBAHHBIA HAa M3MEPEHUU IOJIO-
>KEHUS MMKPO30OH[A, [BMIXKYLIEroCsl MO TOBEPXHOCTH
obpasua, u obpaboTke 9TOM MHPOPMALMM C TTOMOLIBIO

cnenuabHOU KOMIIbIOTEPHOM MNPOrpammbl C MOCTPOEHU-
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em uzobpaskenus [8]. [lna uccnenosanus obpasios kposu
C OMOIIBIO ATOMHO-CHJIOBOI'O MUKPOCKOIA F'OTOBUJIIH LM~
TOJIOTMYECKUE MPENAPAThl: KAIUIIO KAMUJJISPHOA KPOBH,
HOJIYyYeHHY 10 Iy TeM IIPOKOJIa CKapU(UKATOPOM KOKH [AH-
cTasbHOM dasaHr M Naabla, HAHOCHJIM HA YUCTOE 00e3sK -
PEHHOE MPEeAMETHOE CTEKIIO M PABHOMEPHO PACIIPEAEI SN
Kpaem muactuxosoro mmnatens. [Ipenapar duxkcuposanu
METOJOM BBICYLIMBAHUS Ha Bo3ayxe B TedeHue 20 munyT
npu KOMHATHON Temneparype. BosmoskHoCTh ckaHMpO-
BaHUs C IOMOILBI0 ATOMHO-CUJIOBOTO MUKPOCKOINA ILIM-
TOJIOTMYECKUX TPenaparoB dpUTpPouuToB ¢ durcaimeit
METOJOM BBICYIIMBAHMSI HA OTKPBITOM BO3AYyX€ U IOJLY-
YeHUEM KOPPEKTHBIX Pe3yJIbTaTOB MPHUBOAUTCS B paboTe
M. Takeuchi u coasr. [9], npu aTom aBTopamu ormeuay,
4YTO BBICYLIMBAHHWE dPUTPOLUTOB MPAKTUYECKU HE HU3Me-
usio ux popmy. B nannoii pabore ucnonszosanu aTromHo-
cunosoit muxkpockon pupmel NT-MDT (Poccus), monenn
Solver P47-Pro. lns cospanus mnsobparkeHnii obpasios
NPUMEHSJIM PE3OHAHCHBINA METOJ| C FeHEPUPYEMOMN 4aCTO-
toit 300 kHz. Ckanupyemas naomanp obpasuos cocras-
asna 120 x 120 mxkm. C nomousro mporpammer NOVA
cTpousnu uzobparxkeHus nosepxHocTH npenaparos. [lanee
Ha KOMITBIOTEPHBIX MOJEJISIX CKAHMPOBAHHBIX IIPENapaToB
ouenusasu popmy spurpounTtos u ux pasmep [10].

Peayabprars:

HepBOHaanbHaH AMMATHOCTHUKA aHTHFeHHOﬁ CprKTypr
3PHTPOHHTOB HPOBOI[I/IHaCB C IIOMOIIBIO I/IMMyHOFeMaTO—
JIO'MYEeCKMX METOO0B. Ha PI/ICyHKe l HPeHCTaBHeH HPOTO-
KOJI MCCJIe[IOBAHUS, TOLYUYEHHBIH C MOMOILbIO aBTOMATH-
3MPOBAHHOIO MMMYHOI€MAaTOJOrMYeCKOro aHaJIu3aTopa
QWALYS, Ha KoTOpOM MO>KHO yBUAETH, 4TO B 0bpasuax
KpoBu npobanaa u ero opara (obpasust C u D) orcyr-
creytor anturensl C, ¢, E, e u K. Ilpu srom ananusa-
TOp NMpU BaJUALUU TPOBeAeHHOro (PeHOTUMUPOBAHUS
KPOBI/I /:[OHOpa C OTCyTCTByIOLuI/IMI/I AHTUT€HaMM1 CHucCTe-

* (puc. ).

AnnapaT KOPPEKTHO MHTEPIIPETUPOBAJI (beHOTI/IHI)I mare-

mbt Rh B rpade «Pesynbrar» BeiBoput

pI/I " oTua, COI[ep)KaIJ_H/Ie AHTUTI'€HbI CUCTEMBbI Rh (06p3.3]_lb1
A u B). IlpeanonoxuTeabHo 9TO MPOU3OLIIO U3-3a TOTO,
4YyTO BCJaeaCTBHE MCKJIIOUYUTEJTbHON pe/:l;I(OCTI/I (beHOTI/IHa.
-D- B nporpammuoe oGecrieuenue He GbLT 3aJ0KEH aJaro-
pI/ITM I/IHTepHpeTaHI/II/I HOIIO6HOFO peByJ'II:TaTa. HPI/I HpO-
BE€ACHUM MCCJIegJoBaHUsd C HMCIIOJIb30OBAHHMEM I/IMleHOI‘e-
marosornyeckoro anaausaropa Hemos SP obnapysunn
HOXO)f(yIO HpO6JI€My BaJU A peSyIIbTa.TOB. (DeHOTI/IHbI
npobanna u ero Opara ObLIM pacLEHEeHbl MPOrpamMmOiN
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Tabnauua 1. AHTrreHs spUTpounTos NPo6aHAA U ero POACTBEHHMKOB
Table 1. Red blood cells antigens of the proband and his relatives

Uccnepyembie ob6pasubr:

AHTHUreHbl S3PUTPOLUTOB!

Test samples: Red blood cells antigens:

{OFT(Zu, ) OaB (I) D+ C+ c- E- e+ K-

afher,

?//\\/]OT; | Oas (I) D+ C=c+ E- e+ K-
ofher,

I{';)pczfag)p. O (I) D+ C- c- E-e- K-
roban

el el

KaK olIMboYHbIe, U TPOTOKOJ 3aPUKCUPOBATh HE YAAJIOCh.
Hna nemoncrpanun denoruna obpasua Kposu npobanaa
NpUBOAMJIOCH M3obpaskenue resesoit [D-kapTel kommna-
nuu Bio Rad (puc. 2). Pesyabrarsl, nonyuennsie npu uc-
cJIel0BAHUM 0OPA3IOB KPOBU C HOMOLLbIO UMMy HOI'€MaTOo-
JIOTMYECKMX METO/IOB, IIPECTaBJIeHbl B Tabuuie 1.

Peaynbrarsl, mosyveHHBIE ¢ MOMOLIBIO MOJIEKYJ/ISIPHOTO
tunuposanua JIHK, noarsepaunun orcyrcrsue cnenm-
¢uunocreit C, ¢, E, e, C¥ rena RHCE y npobanna u ero
opara. I'en RHD npu atom B 0601X Cilydasix MpUCYTCTBO-
Baa. TunuposaHue poauTeseil MOJTHOCTHIO MOATBEPAMIO
(eHOTHUIBI, BBISABIEHHbIE MMMYHOI€MaTOJOIMYECKUMU
metogamu. K cosxanenuio, TexHUYeckass BO3MOYKHOCTD
MOMCKa BCEro pasHooOpasusi BEPOSTHBIX aJljesedl reHa
RHCE B pamkax 2TOro MCC/aeIOBaHUsI OTCYTCTBOBAJA.
Ha pucynke 3 npusenena ¢ororpadgus nporokosa mose-
kyasipuoro tunuposanus JJHK npobanna c nomousio na-
6opos ¢pupmer Inno-train Diagnostik GmbH (I'epmanmus).
Hcxops na Teopum cuensieHHOro ABy Xre HHOTO HACJIe10Ba-
HUS U yYUTHIBAs TO, YTO A€TU, BEPOSITHO, UMEIOT rarlyIOTHII
-D- B rOMO3HUTOTHOM COCTOSIHMM, MOYKHO IIPE/IIOJOKHUTD,
YTO POAMTENM MMEIT ramiotun -0- B reTeposuroTHOM
coctossnum [11]. 'enotun nccnemoBaHHBIX B HacTOSIIEH
paboTe ULl MO’KHO MPEACTABUTH CJEAYIOLIUM 0Opasom:
orew: CDe/-D- unu Cde/-D-; mats: cde/-D- vnnu cDe/-D-; npo-
6ann u ero 6par: -D-/-D-.

Jlns OLEeHKM COCTOSIHMSI SPUTPOMIHOIO POCTKa ObLIO
NpOBE/IEHO MCCJeloBaHUe 00pasloB KPOBU C MOMOILBIO
aBTOMAaTUYECKOTO  IeMaTOJOTMYECKOro  aHAJIM3aTopa.
Pesynbrarsl cTaHpapTHBIX reMaToOIOrMYeCKUX IOKA3aTe-
neii mpusenensl B Tabaune 2. Y uccaenyemsix aur ¢ de-
Hotunom -ID- He BBISIBJIEHO OTKJOHEHUM MoOKaszaTeseH,
XapaKTEePU3YOLINX COCTOSTHIE OPUTPOLIUTOB: KOJNYECTBO

Tabnuua 2. lemaTonornyeckme nokazatenu kpoem npobanaa 1 ero 6pata
Table 2. Hematological blood indicators of the proband and his brother

RBC HGB HCT MCHC RDW-SD (A) | RDW-CV (%)
(102/1) (g/1) (%) (g/1)
MNpob6anp 5,45 155 44 .4 81,5 28,4 349 390 13,4
(Proband)
Bpar 5,29 154 42,7 80,7 291 361 40,8 14,0
(Brother)
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SPUTPOLUTOB, KOHLEHTPALMs IeMOIOOMHA, FeMaTOKPUT,
cpeAHMiT 0ObemM BPUTPOLUTOB, Cpe/iHEe COAepIKaHue re-
MOFJIO6I/IHa B BpHTpouI/ITe " ero I(OHLl;eHTpaLII/IH, CTaH,ELapT—
HO€e OTKJIOHEHME U K02 PULIMEHT BapHALlMU pacIpe/eie-
HHUA HOHyJIHuI/II/I SPI/ITPOHI/ITOB I10 BE€JIMYMHE HAXOOUJINCDH
B IIpefieIaX BO3PACTHON HOPMBL. I/Iso6pa>{<eHH${ IIATOJJOT U~
4eCKMX MpenapaToB KpoBu npobanaa u ero bpara, nouy-

YEHHBIE C MOMOILBIO ATOMHO-CUJIOBOIO MUKPOCKOIA, MOJ-
TBEPAMJIM OTCYTCTBUE M3MeHeHMil (POPMBbI 3PUTPOLUTOB
n ux pasmepa (puc. 4 u 5). BospmmHCTBO 3pUTpPOLMTOB
MMEJIN JBOSIKOBOIHYTYI0 (POPMY M THIIMYHBIN [JISI 9TOrO
THna Kietok pasmep /-9 mxm. s cpaBHeHuns npuseneHo
KOHTPOJIbHOE N300paskeHre LIMTOIOrMYeCKOro Ipenapara
nonopa xposu ¢ penorunom D+ C+ c— E+ e- (puc. 6).

6830021980201765

ﬂnalulca Ne (ABO-Rh ®eHoTHN)
AntiA  AntiB | AntiAB | AntiD1  AntiC | Antic | AntiE | Antie | AntiK | RHCtl | CellA1  CellB
1 2 3 4 5 6 7 8 9 10 11 12
A = I . [ . 4+ 4+ [ . é | 4+ T m | ; 4+ 4+
0 0 0 99 g9 0 0 2] 0 0 =] =]
B = - I _ _d+_ = | e - d+__ - | b= 44
0 ¢] 0 99 1] 89 o] 89 1] 0 89 o9
c [ . I P | 2 . 4 44
0 0 0 89 0 0 0 0 ] 0 =] 23
D . as I T = W =
] N _D - 0 99 i o 0 (1] o 5 0 ] - ) 93
E 5 i a?
F = : 22 ) B .__f. i ~
& = = - = = = > =
o — = g S = = : i
AntiA | AntiB Anti AB| Anti D1 | AntiC | Antic I AntiE | Antie | AntiK ‘RHCm;CeIIM CellB . 3
e I ; : I |
1 2 3 4 5 6 7 8 9 10 1M 122 \
: clolclole)
\ OQOOOOOOOQOO /)
BonbHoi s Pesynbrar PeareHThl LLiTtpuxkon, e Gpare
] npobei napT1u roAHOCTH
Patient Sampl Result Reagents Barcode .
ample Lot number | Storage time
A | 078 050608 078 050608 | 078 050608 | O+D+C+c-E-e+K- Mnawka N2 6830021980201765 802 e MMoan
B | 077 050608 077 050608 | 077 050608 | O+D+C-c-E-e+K- (Plate #)
C | 076 050608 076 050608 | 076 050608 XX XXXX X Magnelys 116270493158 627 rrr.MM.an
D | 075050608 075 050608 | 075 050608 XX XXXX X Bromeline 107210980392 /21 rrrmMM.ag
Hemalys Al S1 204309040418 43 rrr,MM.aa,
Hemalys B S1 224309040178 43 rrreMM.on

PHCYHOK 1. M306pO>K€HMe NPOTOKONA NCCneoBaHns O6p03LI,OB Kposun ﬂpO6CIH,D,O M ero poACcTBEHHNKOB, MOTYYEHHOTO C MOMOLLBIO ABTOMATUHECKOTO MMMYHOTEMATONOTMYECKOTO

aHanusaTopa

Figure 1. The protocol of the study of blood samples from the proband and his relatives using an automatic immunohematological analyser
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PucyHok 2. zo6paxetie reneson |D-kapts foHopa ¢ deHoTvnom geneumi
Figure 2. The gel ID-card of the donor with the deletion phenotype
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PucyHok 3. zo6paxerie npotokona monekynapHoro tvnuposaug [HK goropa ¢ perotvnom peneunit
Figure 3. Molecular DNA typing protocol of the donor with the deletion phenotype
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PucyHok 4. [1306paxeHiie uMTonorieckoro npenapaTa Kposm NpoOaHAa, NonyyYeH-
HOE C MOMOLLBIO ATOMHO-CHIIOBOTO MUKPOCKOMNA

Figure 4. An atomic force microscope image of a cytological blood preparation from
the proband

o

o n 40 €0 80 100
um

PucyHok 6. 1306paxerue uMTtonorieckoro Nnpenapara Kposu AOHOPA € GpeHOTU-
nom D+ C+ c- E+ e—, nony4eHHoe ¢ NOMOLLbIO ATOMHO-CUIOBOTO MUKPOCKONA

Figure 6. An atomic force microscope image of a cytological blood preparation from a
donor with the phenotype D+ C+ c- E+ e~

] 20 0 60 80 100
um

PucyHok 5. Vzo6paxeHne uptonoriyeckoro npenapata kposu 6pata npobaxaa,
MOMy4EHHOE C NMOMOLULBIO ATOMHO-CHIOBOTO MUKPOCKONA

Figure 5. An atomic force microscope image of a cytological blood preparation from
the proband'’s brother

Ob6cyxpaenne

B nacrosmeil paboTte npopeMOHCTPUPOBaHbBI OCOOEHHO-
ctu BeisBiieHus dpenoruna -D- ¢ nomorpio coBpemeHHOro
00OpyIOBAHMS M MHTEPIPETALMH TOJyYeHHbIX Pe3yJibTa-
TOB CHEMaJU3UPOBAHHBIM MPOrPAMMHBIM ODecreyeHreM.
Hecmorps Ha yKOMIIIEKTOBAHHOCTH COBPEMEHHBIX LIEHTPOB
KPOBM U JIe4eGHBIX yUPeskIeHUI COOTBETCTBYIOLIMMU aHa-
JIMBATOPAMHU, KBAJU(PHUKALMS U OITBIT IEPCOHAIIA MOTYT ChIT-
PATh PELIAOILYIO POJIb B IPUHSITUY PELIEHNI B HETUIIMYHBIX
curyauusx. B ciayuasx ommbok, BeisBisiembIx B paboTe aB-
TOMATMYECKOH annaparypbl MMMYHOT€MaTOJOTMYeCKUX J1a-
Goparopuii, HEO6XOMMO POU3BOUTD BU3YaJIbHYO OLEHKY
renesbix |D-kapr 1 ananma nonyueHHbIX pe3ys1bTaToB.

YuureiBas pepxocts BoisiBaeHus penoruna -D-, npen-
CTaBJISLIIOCh UHTEPECHBIM IIPOAHAIU3UPOBATH ITUOJOTHIO
ero BosHukHoBeHus. [lo manusim R. Race u R. Sanger
[12], y 6onbmmncTBa BoisiBAeHHBIX UL ¢ penoTunom -D-
poauTenu cocrosiu B poactse. [lpu mogpobuom cbope
aHaMHe3ay pOAUTeJel MpobaH/1a BbISIBIEHO, YTO UX OJIU3-
KHe POACTBEHHUKM MPO’KMBAIOT HA TEPPUTOPUU HEOOJIb-
IIOr0 HACEJIEHHOTO IyHKTa YJIbSHOBCKOH 00J1aCTH, B KO-
TOPOM OHU MO3HAKOMUJIMCH U CO3/au cembio. [ [punnmas
BO BHUMaHUe TOT (PaKT, 4TO TPaJULIMOHHO NPeACTABUTENN
HALIMOHAJIBHOCTH, K KOTOPOIi NMpuUHaaje>kar oba poaure-
Jisl, BCTYNAIOT B Opak MpPeANOYTUTENBHO C MPEeACTABUTE-
JISIMU TOH K€ HALIMOHAJBHOCTH, IIPEAIIONOKEHNE O AATb-
HEM POACTBE POAMTENEN MCCJIELYEMBIX JIML MOJHOCTHIO
HCKIIOYUTH HEBO3MOYKHO. OTO MOYKET OOBSICHSITh HAJTUUHUE
y oboux poauTeseil peakoro ranioruna -D-.
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Awnrurennt cucrembl Rh sBnstorcs crpykrypHbiMU ya-
CTSAIMU MeMOpaHbl 9PUTPOLMTOB U NPUHUMAIOT y4acTHe
B OOMEHHBIX INPOLECCAaX, & UX MOJHOE OTCYTCTBHE, TaK
HasbIBaeMbIi peHoTnn Rhnun, COIPOBOXKAAETCSI N3MEHE-
Huem (OPMbI BPUTPOLUTOB U CKJIOHHOCTBIO K I'€MOJIU3Y
[13]. TIposenennsle uccaenoBanmus 06pasOB KPOBU C M0O-
MOUIBI0 aBTOMATUYECKOr0 reMaToJIONMYeCcKOro aHau3a-
TOpa M aTOMHO-CUJIOBOIO MHMKPOCKONA HE BBISBUJIU W3-
MEeHEHUI dPUTPOUHOTO POCTKA U (POPMBI IPUTPOIIUTOB.
OrcyrerBue narosornn MembpaHbl SpUTPOLUTOB B pac-
CMaTpUBAaEMOM CJLydae, BEPOSITHO, CBSI3AHO C HAJUYUEM
apyrux cnenuduanocteii cucremsr Rh.

Hanuuue penxoro denoruna -D- conpososkpaercs
OMAaCHOCTBIO BHIPAOOTKM BBICOKOI'O TUTPA aHTUIPUTPOLIU-
TapHBIX AJJIOAHTUTEN K OTCyTCTBYIomum anturenam C, ¢,
E, e, C¥ npu tpancdysun nonopckux spurpountos [14].
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| KNIMHUYECKWE HABJTKOOEHMS | CASE REPORTS |

B cBsizu ¢ saTMM gss MCKIOYEHMSI MOTEHLUAJBLHOM MM-
MyHU3AIUN UCCJIEAYEMBIM JTUIIAM ObLIIO pEeKOMEH0BAHO
ITpoBefieHe POy Phl &Y TOAOHOPCTBA C MOCJIeLY IOITNM
3aMOpPa’KUBAHUEM DPUTPOLUTOB. DTOT METOJ IO3BOJISIET
XPaHUTH SPUTPOLUTEI B TeUeHHE HECKOJBKHUX JIET U OCy-
IECTBJISITH ayTOTpaHCCl)ySI/I}O B Cloyd4ae BO3HUKHOBEHUS
MOKa3aHUU.

Takum obpasom, mepBuYHOe omnpeneseHue (beHOTI/IHa
-D- ¢ nomompo aBTOMATUYECKMX HMMYHOIE€MAaTOJIO-
TMYEeCKUX aHaJN3aTOPOB MOXET OCJIOXKHSIThCS HEBO3-
MO>XHOCTBIO BAJIMJAIMHU Pe3yJIbTaTOB, HEKOPPEKTHOMW
pa60Tof/’I UX MPOrPaMMHOIO obecmneyeHust U1 HeoOXOaU-
MOCTBIO 9KCHEPTHOM OLEHKU np06 KPOBU NEpPCOHAJIOM.
Paccmarpusaemsiii cayuait penoruna -D- ne conpsixen
c uameHeHussMU GOPMbI IPUTPOLIUTOB U I'eMaTOJOTHYe-
CKMX IMOKa3aTejled KpOBU.
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