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[IpencraBneno omrcanue cirydasi CEpIIOBHIHO-KIIETOYHON aHeMHH, BELSIBIIEHHOH y ctynenta PYIH.

['emornoOrHOMATHH BKITIOYEHBI B YMCIIO BaKHEHUIIIMX METUIIMHCKUX Tpodiem Bcee-
mupHOM Opranmzanuu 3apaBooxpanenus (BO3). OcobeHHO Bennmko 3HaYEHHE TeMo-
rJI0OMHOMNIATUH IS CTPaH >KapKoro KiMMara, MHOTHE U3 KOTOPBIX SBJISIOTCS CTpaHaMU
npuema cryneHtoB B PY/IH. B teuenue 30 et Ha kadeape rocnuraibHON Teparuu
COBMECTHO ¢ MIHCTUTYTOM OMOMENUITMHCKON XUMUH, mommkiinankoi Ne 25 PY JIH, ka-
(benpoii o0eit BpaueOHOI MPAaKTHUKH MTPOBOAMIOCH UCCIIEOBAaHHUE CTYICHTOB Ha TeMO-
TII0OMHOTIATHH.

O6cnenoBano 6omee 10 000 crynentoB. BeissBneno 500 il ¢ ceprioBHIHO-KIIE-
TOYHOH maronoruei. bonpmmHcTBO 00cnenoBaHHBIX NMena HbAS (cepnoBuaHO-KITe-
TOYHYIO0 aHOMAJIMIO); KPOME TOro ObLI0 oTMedeHo couyeTanue HbS ¢ npyrumu ano-
MaipHBIME Temoroonaamu (HbC, D, OArab), a takxke HbS ¢ tamacemueit. Crynen-
TBI C CEPIIOBU/IHO-KJICTOYHOW aHOMAJIMEH, 32 PEAKUM UCKITIOYEHHEM, ObLIN MPAKTHYECKU
3JI0POBBI; BCE HAXOAMIINUCH MO TMCIIaHCEPHBIM HabmoieHneM [4].

Opnako ciydail TOMO3MIOTHOH CEPIIOBUIHO-KIETOYHONM AHEMHUU Y B3POCIOrO
B Poccun Habmronancst Buepsble. /1e0 B TOM, 4TO OOBIYHO 3TH OOJIBHBIE YMHUPAIOT B JACT-
CKOM BoO3pacTe (B HEKOTOpbIX paiioHax Adpuku 50% nereil yMUparoT Ha MEPBOM TOIy
xu3Hn). Menee 10% moxkuBarot 10 B3pocioro coctosinus [1, 2, 3]. B cBsi3u ¢ atum
Halle HaOJII0JeHUE TPEICTaBIAET KINHUYECKUI HHTEepeC.

Crynent H.X.J., 1973 r. poxaenusi, u3 Tanzanuu. Co ci1oB MaTepu B TeUECHUE TO/1a
M0CJIe POXKICHUS TIOCTOSIHHO IIJIaKajl, OIyXalld CYCTaBbl PyK, HaO0Aaach JKelTyxa, aHe-
MusL. B mociemyroremM 9acTbie TOCIUTANN3ANNE B CBSI3U ¢ WH(DAPKTHEIMU ITHEBMOHHSIMH,
0osIMU B CycTaBax M KocTsX. JBaxipl Ooyen Masipuel B HeTsbkenoi dopme. lomydan
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00e300IMBaOIIMe CPECTBA, aHTUOMOTHKH, PEOTIONUIITIOKHH. B Bo3pacte 10 net Obu1 00-
CIIEIOBaH B TEMATOJIOTHIECKOM IIeHTpe B TaH3aHWU, € BIIEPBBIC YCTAHOBIIH IHATHO3
CEepIOBHIHO-KIIeTOUHOM anemuu. K Teparnmu nobasnena donuenas kuciora. [Ipogomkan
9acTo OOJIETh: MMOCTOSTHHO OECTIOKOMIIM OOJIH B CYCTaBax, KOCTSAX PYK W HOT, HaOJIto1amach
TeMHasi Mo4a (0COOCHHO B IepHo Noxkaei). [To Mepe BO3MOXKHOCTH BBISIBIICHA POJIOCIIOB-
Hasi. Y Marepu co cTopoHbI oTia Obuto 12 nmeteit. 10 u3 HUX ymepnu B Bo3pacte oT 1
1o 6 MecsieB. Y otna 6ompHOTO BRITBIICH HDS, cectpa otma He obcenoBana. B cembe o1-
1a Obw10 5 nmeteid. JIBe cectphl U OpaT He 00CIeIOBaHbI, CUUTAIOT ce0s 3M0pOBbIMU. OaUH
opart xuset B CILIA, nmeer HbAS, ero 6ecriokosiT 6011 B cyctaBax. Math umeet HbS.

Habmronaercs B momuknuauke PYJIH Ne 25. BonbHoii cnaboro ¢pu3nueckoro pasBu-
TS, pocT 168 cm, Bec 55 KT, y/UITMHEHHBIE BEPXHUE M HIKHUE KOHEYHOCTH, BBIAIOIIUECS
n06HBIe OYTpHI, 00YK00Opa3Hast rpyaHas KieTka. Ha xoske rpynu pacimpeHHas BEHO3HAS
ceth. ['paHumIlbl ceplia B mpeienax HopMbl. TOHBI cep/ilia HOpMaJIbHBIE, BHICTYIIHBACTCS
HEOOIBINON CHCTOIMYECKAH IIyM Ha BEpXYIIKe. B JIETKUX KecTkoe AbIXaHHe, XPHUIIOB HET.
IMeuens u cene3eHka He yBenudeHbl. [Ipoba Ha cepmOBUIHOCTE MONOXUTeNbHAS. [Ipy 1u-
arHOCTHKE Ha KapaHTHHE Ha IUICHKaX W3 aleTara HeJUIN03bl ObUT BeisiBIeH HbS (95%).
HbA otcytcrBoBa.

Bruto mpoBesieHO KONMMYeCTBEHHOE omnpeeneHue Maibix (pakuuu, HbF onpenensics
METOJIOM OIHOMHHYTHOM L1E0YHOI JeHarypauuu (o 3uxrepy) u coctasui 1,9% (Hopma).
HbA?2 onpenensicsi ¢ moMoIIbi0 37eKTpodopes3a Ha MIICHKaX U3 alleTaTa [eJUToJI03bI METO-
nom arornn, HbA2 cocrasui 3,1% (HopMa). B Mazkax KpoBH BBISIBIICH aHU30LUTO3, MHOTO
CEPIIOBHIHBIX U MUIICHEBUTHBIX SPUTPOIUTOB. [Ipy MHKyOauu KpoBH OOIBHOTO C OpIII-
JMAHTKPE3W OJ1ay BKIIFOUCHHUS B SPUTPOIUTHI HE BEIIBICHHI. [Ipy 0HOMOMEHTHOM oTIpe-
JETICHIH OCMOTHYECKON PE3UCTEHTHOCTH SPHUTPOLUTOB C IMoMoMIbi0 mpodupku ¢ 0,35%
NaCl 6bu10 BBISIBIIEHA 3HAYUTEIIFHOE €€ MOBBIIICHNE (CyTIepHATaHT OJICHO-PO30BBIH, OOJIb-
Ioit ocamok aputporuToB). IKI' — cHHycoBast apUTMUSL, BEPTHKAIBHOE MTOJI0KEHHE DIICKT-
PHYECKO OCH Cep/Ilia, He3HAYNTEIIFHOE HAPYIIICHUE BHYTPYIKEITYI0OYKOBOH IPOBOAUMOCTH.
Pentrenockonus rpyaHOI KIeTKA: AU(y3HOES YCHICHHE JIETOYHOTO PUCYHKA, TUICBPaITh-
HBIC MIBApTHI cpermHed momm crpaBa. Cepiie HOpMalbHBIX pa3MepoB. Y3U opraHoB
OpIOIIHOM TOJIOCTH: KOHTYPHI IIEUYCHHU POBHBIC, Pa3Mephl HOPMAIbHBIC — TIpaBast OIS
14,5 cm (N o 14 cm), neBas 6,2 cm (N 6,8 cm). JlnameTp BOpOTHON BEHBI HOPMAaJIHHBIH,
BHYTPUIICYCHOYHBIC IPOTOKU He pacinupeHbl. Cene3eHka He yBenndeHa. JKemunsiil my3siphb
C TIEPETSHKKOU, pa3Mep oObIYHBIH 5,8 cM x 2,6 cM, cTenka 0,3 cM, cofepkuMoe 0OBIIHOE.
JKemunsblii mpoTok He paciupet. Ilopkenynounas xene3a ¢ pOBHBIMU YETKUMU KOHTYpa-
MH, pa3Mepbl OObIUHBIE, CTPYKTYypa ofgHoponaHa. [IpaBas mouka: pasmepsl 10,0 x 4,2 cm,
napeaxuma 1,1 cm; neBas nmouka: pazmepst 10,7 x 5,0 cm; mapenxuma 1,5 cm. [logeunsriii
CHHYC B MOYKaX HECKOJBPKO YIUIOTHEH; YaIlleYKd U JIOXaHKa He pacuiupensl. Kamuei
1 OOBIYHBIX 00pa30BaHUI HET.

Oo6mmmit 6enok 70 r/m, AnT 59 Exn, AcT 53 En, IId 77 En. IIpo6a Kym6ca oTpuia-
TeJbHAsL.

3a Bpems oOyderns B PY/IH y 601pHOTO MOBTOPSUTUCH MEPUOIBI YXYIMICHHS COCTO-
SIHUSI, OCOOEGHHO B XOJIOJJHOE BpeMs rofia. Y CHIIMBAINCH OOJH B cycTaBax (0oJblie B KO-
JICHHBIX W B MPaBOM Ta300eIpeHHOM). becrokona cuibHas ci1abocTh, 60 B TpyOuUa-
TBIX KOCTSAX KOHEYHOCTEH W rpyauHa. [1osSBIsIachk KENTYIIHOCTh CKIEp, TEMHAs MOdYa.
OcBoOOXIANCST OT 3aHATHH, JICIHIICS aMOYJIaTOPHO: BHYTPUBEHHO TeMO/IE3, TIOJIUTITIOKHH,
NPUHAMAN BaIBTAPEH, CHCTEMAaTHYSCKH MpUHUMAN (OJHMEBYIO KHCIOTYy. YpoBeHbp Hb
B KpOBH He omyckancs Huxe 60 /11, nepxkaics Ha uudpax 94 r/m, 98 r/mn.
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lNocniutanu3upoBaH OBUT TOJIBKO OWH Pa3 B TeMATOJIIOTHUECKOE OTACTICHUE OOJILHUIIBI
C.I1. borkuHa ¢ qMAarHO30M: CEPIIOBUIHO-KJIETOYHAS aHEMUsI, TpoMOoTHIecKuid kpu3. [le-
PEUYUCIICHHBIC BBIIIE KaJI00b! yCHTiCh. B ananmze kposu: Hb 83 1/71, sputporutsr 3,1 x
x 10'/11, petuxynomuter 16,5, neiik. 12,3 x 10%/m; 11 — 4%, C — 76%, M — 1%, J1 —
19%; tpombouuTel 241 X 10°/n. B ma3ke KPOBH aHU30IIUTO3, CEPIIOBHU/IHBIC MHUIIICHEBH/I-
HBIE 3pUTPOLUTHL. brumupyoun 34 MKMoIB/I (HENpsAMOit), MOUeBHHA 3,5 MKMOJB/I, Kpea-
taHMH 0,9 MKMOJIB/T. AHam3 Moun: yu. Bec 1005, nelik. 1—2 B mosie 3peHus, ypoOHITHH
MOJIOKUTENBHBIH.

Hopwmansnoe coneprkanue MabIx (hpakmuii reMoriioOnHa MO3BOIMIO HCKITIOYUTD CO-
yeranue HbS ¢ B-tanaccemueil. CpaBHUTEIBHO HETSDKEJIOE TEUEHUE CEPIIOBHUIHO-KIIE-
TOYHOW aHEMHH, OTCYTCTBUE MOBBIIIeHUA HbF Mo3BOMMIO MPEAnonokuTh coveTaHHe
HbSS ¢ rereposuroTHON (hopMOI a-TaacceMHH.

JI1g moTBEpKIEHUS 3TOTO MPENNOI0KEHUSI HE00X0AUMO 00CIIeI0BaHUE POIUTE-
Jel C KOJIMYECTBEHHBIM OIpEeNICHHEM MANIbIX (PpaKkIuu reMorioouHa, 4To He Mpe-
CTaBIISJIOCh BO3MOKHBIM. VIMeroTcst cooOuieHus1, 4To WHOT/Ia KOMOUHAIMS CEepIIOBH/I-
HO-KJIETOYHOW aHEeMHUH C a-TaJacCeMHUEH MPOTEKaeT Jierde, 4YeM MpPOCTO CEPHOBUIHO-
KJICTOYHAsI aHEMHSL.

bruto o6HapyxeHo, 4To OOJILHBIE C CEPIIOBUIHO-KIETOYHOW aHeMuen ¢ SImaiiku
umeroT Oosee nerkoe TeueHue 3aboseBanus, yem OonbHble B CILIA. Bonee nerkoe Te-
YEeHHE CEpPIOBUIHO-KICTOYHONW aHEMHH BCTPEYaeTCs M B APYTHX PETMOHAX, B YaCTHO-
ctu B apabckux crpanax (CaymoBckas Apasusi, Mpan) u B Unguu. bonee nerkas ¢popma
CEepIIOBUIHO-KIIETOYHON aHEMHUH CBSI3aHO ¢ Ooliee BBICOKUM cojepikanrieM HbF y 6ob-
HBIX U3 3THX CTpPaH.

CeprioBHAHO-KJIETOYHASI aHEMHS B HACTOsIIee Bpems He maieunBaercs. Ho kimu-
HUYECKHE TPOSIBIICHUS M OCJIOKHEHHSI MOJIAI0TCS Tepanuu. VICToNb3yoT TUTENbHBIN
MIPYUEM THPOKCUMOYEBUHBI, (DOJTMEBOM KHUCIIOTHI; O TIOKA3aHUSAM aHAIBI€THKH, THApa-
Talys, BHyTPUBEHHOE BBEIECHUE CEPHOKUCIION MarHe3wu, MepeuBaHue KpOBH, aHTH-
6uotrku. B konre 80-x ro/10B OblIa clenana MonbITKA JICUCHUS TPAHCIUIAaHTalluel KOCT-
HOTO MO3ra. Pe3ynbTaThl MPOTHBOPEUUBHI; TPAHCIUIAHTAIIMSL OCTACTCS CIIOKHON XUPYP-
THYECKON ¥ IMMYHOJIOTHYECKOH MPOOJIEMOA: TPOIIeIypa Ype3BbIYaifHO TOPOTOCTOSIIIAS
Y HE IPUMEHHMA B II100aJIbHOM MacITabe.

Bo3moxHO, mocieqHie TOCTHKEHUST MOJIEKYJIIPHOM OMOJIOTHH MPUOIHM3AT Me-
TOJIbI 3aMEHBI AHOMAaJILHBIX TeHOB B-rio0ymnuHa.
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For a period of thirty years, the Department of Internal Medicine (PFUR), in collaboration with the
Institute of Biochemistry of the Russian Academy of Medical Sciences, Polyclinic Ne 25 (RPFU), carried
out case studies of up to ten thousand students; 500 cases of HbAS were isolated and many more with dif-
ferent forms of sickle-cell pathologies were found. However, only one case of homozygous sickle-cell
(HbSS) pathology was discovered in a thirty-year old student from Tanzania. The uniqueness of this case
is the relatively mild course of the disease (normally patients die at childhood) and the reduced levels of
HbF which allows for the assumption of a combination of HbSS with the heterozygosis form of
a-thalassaemia (it has been proven that a combination of the two takes a milder course). Confirmation of
this assumption will require biochemical studies of the hemoglobin-fractions of case’s parents, which was
not carried out, understandably due to geographical barriers (parents are residing in Tanzania).



