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IIpoBenen ananu3 OmyOIMKOBAHHBIX JAHHBIX 10 BOIPOCY I'€HETHYCCKHUX (hAKTOPOB PAa3BUTHUS I'€MOIUTHYC-
CKHX aHeMuil (MeMOpaHonaTHii, sH3uMonaTuif). CIIMCOK BO3MOXHBIX MyTallHi IIPU ONpeeIeHHOI (hopMe aHeMHU
000011eH B BUie Tabmuil. JJaHO MOHATHE O CYLIHOCTH, CTPOCHUM U (yHKIIMM OCHOBHOW KJIETKM KPACHOM KPOBU —
spurpouure. [IpuBeneHa kinaccuUKALUs Pa3IMYHBIX TPYHI aHEMHH, IPHYNHBI HX BO3HUKHOBCHUS, BO3MOXKHBIC
CHMIITOMBI IIPOSIBIICHUSI 3a00I€BAHIS, IIPOTHO3 JUIS KU3HU. 3aTPOHYTHI aCHEKTHl JOHOPCTBA IpH (hepMenTonedu-

IIUTHBIX COCTOSIHUAX JOHOPOB U PEUUITMEHTOB.
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GENETIC ASPECTS HEREDITARY HAEMOLYTIC ANEMY (MEMBRANOPATY)
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Krasnoyarsk, e-mail: tatiana_sokolova@mail.ru

The analysis of the published data on a question of genetic factors of development of haemo lytic anemias
(Membranopatiya, enzimopatiya) is carried out. The list of possible mutations at a certain form of anemia is
generalized in the form of tables. The concept about essence, a structure and function of the main cell of red blood —an
erythrocyte is given. Classification of various groups of anemias, the reasons of their emergence, possible symptoms
of manifestation of a disease, a forecast for life is given. Aspects of donorship are mentioned at fermentodefitsitny

conditions of donors and recipients.
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OpUTPOLUTHI — BEICOKOCIICLUAIN3UPOBAH-
HBIC KJIETKH, KOTOpBIE IEPEHOCST KHUCIOPOL
OT JErKUX K TKaHSM U IMOKCUA yIiepoaa, o0-
pasylomuicss Ipu MeTadonu3Me, M3 TKaHeH
Kk anbBeosiam Ji€rkux. Tpancmopr O, u CO,
B OTUX KJIETKaX OCYIIECTBIISICT TE€MOIIOOWH,
coctasystontuit 95 % ux cyxoro ocrarka. Op-
TaHN3M B3POCIIOTO YEJIOBEKA CONCPKHUT OKOJIO
25-10"2 3pUTPOLUTOB, IPH 3TOM KX IbIC CyTKH
oOHOBIIAETCS IPUMEPHO 1 % 3TOT0 KOIMUEeCTBa
KJIETOK, T.€. B TEUYCHHUE OJHON CEKYHIBI B KPO-
BOTOK IOCTYMaeT OKOJIO 2 MIIH PUTPOLUTOB.
OpUTPOLHTHI 00Pa3yIOTCS 3 TOJIUIOTEHTHBIX
CTBOJIOBBIX KJIETOK KOCTHOTO MoO3ra. PazmHo-
JKCHUE U MPEBpallleHe HAYaIbHOW KIIETKH
IPUTPOUIHOIO psiia B YHUIIOTEHTHYIO CTU-
MYJHpPYeT POCTOBOM (hakTop MHTEpIEHKWH-3,
KOTpbIM  cuHTE3upyerca  T-mumdonuramu
1 KJIETKaMH KOCTHOTO MO3ra. 9TO HU3KOMOJIe-
KYJSIpHBIH O€JIOK TpymIibl IUTOKUHOB — PEry-
JSITOPOB POCTa U TUPPEPEHIUPOBKH KIIETOK.
Janpuedityro nponudepanuio u quddepeH-
[UPOBKY YHHUIIOTEHTHOW KIIETKH DPUTPOHI-
HOTO psiia PEryjiupyeT CHUHTE3UPYIOIIUICS
B [IOYKaX FOPMOH 3pUTPOIO3THH. B mpouecce
TG GEpEeHITUPOBKA Ha CTaIUH dPUTPOOIACTA
MIPOMCXOJST MHTCHCUBHBI CHHTE3 IeMOIVIO-
OuHa, KOHACHCAIMA XPOMAaTHHA, YMCHBIICHUE
pasmepa siapa u ero ynanenue. OOpasyromnuii-
CSl PETUKYJIONHUT elI€ COAEPKUT ITIOOMHOBYIO
MPHK u akTHBHO CHHTE3HpYyeT TeMOITIOOHH.

Hupkynupytoniye B KPOBH — PETHKYIIOIUTHI
JUINAIOTCS KJIETOYHBIX AJIEMEHTOB U B TEYe-
HUE JBYX CyTOK IMPEBPAILAIOTCS B 3PUTPOLIU-
Tel. TeM He MeHee, IPUTPOIUT MPEICTABISACT
co00H MeTabONMMUYECKH aKTHUBHYIO KIIETKY,
COCTOSIIIIYI0 M3 MEMOpPaHbl W IUTOILIa3MBbI.
HuTomna3zma cofepKUT TeMOTIOONH U O0ITb-
IIMHCTBO  TIIMKOJIUTHYECKUX  (PEepMEHTOB.
Bonbmas gacte mmoko3s! (89-97 %) yrunusu-
pyeTcs 10 MyTH IJIMKOJIN3a, B MPOIecce KOTOo-
poro nipoucxonut oopazoBanne ATD, HAI*H,
2,3 — JI®I'. HeGonpiioe KOIMYECTBO IIFOKO3bI
(3-11%) pacumeruisiercs mo neHro3odocdar-
HOMY TyTH, oOecreynBaroleMy o0pa3oBaHHe
HeobxonuMoit konneHTparuu HAJIdH.
CrBonoBast KJIE€TKa IIpeBpaIiaeTcs B dpH-
TPOLIUT 3a JBE HEAENH. DPUTPOIHUTHI UPKY-
JUpPYIOT B KpoBU Okoio 120 gHedl u moTom
paspymialorcss MakpodaramMu B IICYSHH, Ce-
ne3éHKe M KOCTHOM Mo3re. 3a BpeMs KHU3HHU
SPUTPOLUT TMOABEPTAETCS MHOTOYUCICHHBIM
(PU3MYECKUM U XUMUYECKUM BO3ICHUCTBUSIM —
THUIPOCTATHIECKOE M OCMOTHYECKOE JIaBICHNE
TP TIPOXOXKJICHUH Yepe3 KaluJuIIphl, pa3py-
IIATEIhHOE JeHICTBHE HEKOTOPBIX MeTaboIu-
TOB ¥ OKHCIIUTEIHHBIX areHTOB, aHATOTHYHBIX
MIEPEKHCH BOJIOPOJIa ¥ BIUSHUE TOKCHUYECKUX
MIPOIYKTOB, BO3HUKAIOIIUX IPHU 3a00JICBaHUU.
PezynpraToM Becex 3TUX BO3AEHCTBUM ABISIETCS
MeJ/IJICHHass MHAKTUBAIUsl (DEPMEHTOB, Hapy-
IeHNue 0OMEeHa BEIIEeCTB BHYTPH KICTKH, MEK-
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Iy SPUTPOLIUTOM U €ro OKpyxeHueM. M3mene-
HUE MeTaboIM3Ma IPUTPOLIUTA CKa3bIBACTCS HA
HN3MEHEHUH CTPYKTYPHBIX M (DYHKLIMOHAIBHBIX
CBOWCTB MeMOpaHbl, YTO, B KOHEYHOM CYETE,
MIPUBOJUT K CEKBECTPALIMN KIETKH.

B memOpaHe SpUTpOLUTOB OOHApYKUBaA-
IOT OKOJIO 15 OCHOBHBIX MEMOpPaHHBIX OEJIKOB
C MOJIEKYJIsIpHOUM Maccoir oT 15 mo 250 x/I.
CriexktpuH, TTuKo(opruH 1 6ENTOK MoJI0CH 3 co-
CTaBIAIOT OKoJo 60% wmaccel MeMOpaHHBIX
OenxoB. B mia3smarndeckoit mMemOpane spu-
TPOLMTOB TNPHUCYTCTBYET TOJBKO HHTEIrpalib-
HBIH TIMKONPOTeHH rukopopuH. Ha Hapyx-
HOW TIOBEPXHOCTH MeMOpaHbl MPUCOEIUHEHO
okoio 20 omurocaxapuaHbBIX IIENeH 3a cYeT
N-koHneBoit uactu Oenka. Omurocaxapuibl
SABJIAIOTCA I'J'II/IKO(i)OpI/IHa — AHTUI'CHHBIMH JOC-
TepMUHAHTaMH CHUCTeMBI Tpynn KpoBu ABO.

Knaccugpukayun nacnedcmeennpix anemuit

1. MemOpaHonaTuu

a) benkoBo3aBucuMbie MeMOpaHOIATHH:

e Mukpocheponuros (6one3nr MUHKOB-
ckoro — [Hloddapa)

® JJUTUIITOIUTO3

® CTOMATOIUTO3

0) Jlunuoosasucumeie  mMembpanonamuu
(AxaHTONIHTO3)

2. DH3UMONATUH

a) ledumur [JII0K030-6-

¢docharnernaporenassi (I'-6-OUI)

0) ledbuuur nupyBaTKUHA3Bl. TEKCOKHUHA-
3bl, Tekco3odocdar-uzomepasnl, pochodpy-
KHCIIOTOKHHA3bI,  Tpuo3odocdarrzomepassl,
(hochormurepaTkHA3LI

B) CHCTEMBI [ITyTa{HOHA

1) [ emoenobunonamuu

a) KauecTBeHHBIC TeMOTIIOOMHOMATHH, Xa-
paKTepHu3yIoIUecs] HapylUIeHHeM MEePBHYHON
CTPYKTYPBI LIeTieH 1oOnHa

1) CepnioBuHO-KJIETOUHAs aHEMHUsI (TeMo-
moOuHO3 S).

2) I'emorno6unosz C

0) KonmmuecTBeHHBIE, XapaKTepHU3YOIIHE-
sl HApyIIICHHEM CHHTE3a OJTHOU 3 IIereil rio-
OuHa (TajacceMun).

a) Anbga-TazacceMust

0) bera-Tanaccemus

CeroaHsi Halle BHUMAHUE 32CTYKUBAIOT
TaK Ha3bIBaeMble MeEMOpPaHONATHH.

MemOpanonaTuu

K memOpaHOmartusiM OTHOCSIT T€MOJIUTH-
YEeCKHE aHEMUH, IPUIMHON KOTOPBIX SIBIISCTCS
TFeHETHYECKUH e(eKT OeNKOBOM MM JIMIHI-
HOHM COCTaBISIIOLICH IUTOILUIa3M MeMOpaHbl
DPUTPOLIUTOB.

K OenxoBo3aBucHMOil MeMOpaHOTIATHH
OTHOCHTCSI HACIIEJICTBEHHAass MHUKpocdeponn-

tapHas anemmss MwunkoBckoro — Illoddapa.
3aboneBanue onucano Munkosckum B 1900 r.,
Choulard B 1907 1. B ocHOBe 3a0oneBanwus Jie-
KUT ACPEKT TeHOB, KOAMPYIOIUX MeMOpaH-
Hble OCJIKM KJIETOYHOM OCHOBBI 3PUTPOLUTOB.
Hacnenyercss 1o  ayToCOMHO-IOMHHaHTHO-
My Ttumy. Yacrora 3a0oneBaHUSI COCTaBISICT
2:10000 HOBOPOXKICHHBIX.

OputponmThl Tpu Ooe3HM MHHKOBCKO-
ro—Iloddapa comepkar aHoMabHBIE (HOPMBI
CIIEKTPUHA W aHKUPWHA, OEJKOB, NIPUHUMAIO-
IMX y4YacTHE B MOJJICP)KaHUU HOPMAIbHOMN
JBOSIKOBOTHYTOH (popmbl 3puTpoLuToB. Crek-
TPUH — mnepudepuueckuii MeMOpaHHBIN Oe-
JIOK, CBSI3aHHBIN C IIUTOILIA3MaTUYECKOM IIO-
BEPXHOCTBIO JIMITUIHOTO OWCIIOS MEMOpaHbI.
OH mpencTaBIseT coO0W UIMHHYIO, TOHKYIO,
ruOKy0 (GuOpHITy W ABISETCS OCHOBHBIM
0eITKoM MeMOpaHBI APUTPOITUTOB, COCTOSIIIIM
u3 2137 amuHokucioT. CIEKTpUH COCTOUT U3
O- 1 B-NMOJMIENTUAHBIX Lenel, UMEIOLINX 10~
MEHHOE CTPOCHHUE; O- U B-IIeru aumepa pac-
TIOJIOKEHBI  aHTHIAPAJIICIIbHO, TEePEKPYUCHBI
JIpyr C IpyrOM W HEKOBAJIEHTHO B3anMOeH-
CTBYIOT BO MHOTHX TOYKax. CIIEKTPUH MOXET
MPUKPEIUIATECA K MEMOpaHe M C ITOMOIIBIO
Oermka aHKUpWHA. DTOT KPYIHBIA OENoK co-
€IMHACTCS C B-IIeThI0 CIIEKTPUHA U IIUTOIIIa3-
MaTUYECKUM JOMEHOM HHTErPalIbHOTO Oenka
MeMOpaHbI — OeJika Mojockl 3. AHKUPUH (UK-
CHpYeT CHEeKTPUH Ha MEeMOpaHe M yMEHBIIACT
ckopocth nudy3un Oenka IMojochl 3 B JIK-
ITHJTHOM CcJ10€, COCTOUT 13 1880 aMUHOKHUCIIOT.
Takum oOpa3oM, Ha ITUTOIIA3MATHIECKON TI0-
BEPXHOCTH JIPUTPOIMTOB OOpa3yercs THOKas
SYencTass CTPYKTypa, KOoTopas obecriednBaeT
COXpaHeHHe UX POPMBI IPU TTPOXOKICHUH Ue-
pe3 y3KHe KaruIsIphL.

IeH o-menu crexTpuHa JIOKAJIW30BaH Ha
xpomocome 1 (JIokyc 1q21), B-uenm — Ha xpo-
Mocome 14 (Jlokyc 14q22-q23), a reH aHKUpU-
Ha -B oOmactu xpomocomsl 8 (Jlokyc 8p 11.2).
MyTanmy BTeHE O-IeNH CIEeKTPHHA U Mpo-
MOTOPHOM paiiOHEe Te€Ha aHKWpWHA TIPHBOIST
K BO3HUKHOBEHHUIO PEIKUX ayTOCOMHO-perec-
CUBHBIX BapuaHTOB c(epormros3a, a MyTaluu
B IeHe [-Llenu CIEeKTPHHA BBI3BIBAIOT PacIpo-
CTPAHEHHBIA ayTOCOMHO-JIOMUHAHTHBIA Bapu-
aHT cdeponurTosza rneproro Tuma. B pesynsrare
SPUTPOIMTHI JIMIIAIOTCS BO3MOXKHOCTH ylIep-
JKUBATh CBOIO OOBIYHYIO (DOpMY, TIPEBpAIIAfOT-
¢Sl B MUKPOC(EPOIIUTHI, TEPSIOT IIACTHYHOCTH,
CHoCOOHOCTH K JeOpMAaIIHH, YTO HApyIIaeT UX
NPOXOKJCHUE Yepe3 Y3Kue KaluULIphl U Yepes
CHHYCHI cene3eHKH. [ledekTHas memOpaHa spu-
TPOLIUTOB CTAHOBHUTCSI BBICOKOIIPOHUIIAEMOM
JUISl HIOHOB HATPUsI U BOJIBI, YJaJleHne W30bITKa
KOTOPBIX TpeOyeT OOJNBIINX JHEPTETHUCCKUX
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3arpar. JTO MPHUBOAWT K COKPAIICHUIO CPOKa
KJICTOK JKM3HH 10 12—14 mHel.

Hanspal c coaBt. [5] cmeman BbIBOA, 4TO
OCHOBHBIM JIe()eKTOM, JISKAIUM B OCHOBE
KOMOWHHPOBAHHBIX CIIEKTPUH-aHKUPHH Jieu-

IIUTOB TSDKENBIX HACJIEACTBEHHBIX C(heporu-
T030B, sBisercs nedunut MPHK aHkupuHa,
YTO BelIET K COKpAIEHUIO CHHTEe3a aHKUPHHA,
U B CBOIO OuYepelb COKpAallaeT KOJIUYECTBO
CIICKTPHHA Ha MeMOpaHe.

Taoauma 1

Jedextsl 6enka 1 popMUPOBaHUE THTIA TEMOTUTHYSCKON MEMOpaHOIaTUN

Benoxk Jlokanu3anust Ha XpOMOCOMeE DEeHOTHI CUHJpPOMA
1 | o-Cnextpun 1p22-25 OnunronnTos |
2 | B-Crekrpun 14p23-24 Cdoeporutos 2
OnunronuTos 3
®daranpHas aHEMUS
AHKHPHH 8pll-21 Cdeporuros 1
3 | AHMOHOBBIH KaHaJ 17p21-25 AKaHTOIIUTO3
DIUnTonuTo3 4
CromaronuTos 4
[Toueunblit KaHAIBIIEBBIH aI103
YCTOWYMBOCTb K MAJIIPUI
4.1 |Ipoteun 4.1 1p22-25 DIIUNITOIUTO3 2
4.2 |Mpotenn 4.2
5 |AxTtuH Tpter-q22
6 |Imuuepon-anpaerun-3- P neru- | 12p13
JporeHasa
7 | TponomuosuH (He MbItieuHsbI) | 1q31-41 Cromarouuro3
8 | Cmextpun ambda 1 1g23.1 DIIUNTOIUTO3 2
Cdepornuros 3
[Tuponoiikuionuros

Kunnnka. OCHOBHBIMU CHMIITOMAMH 3a-
OosieBaHMSI SBISIFOTCS aHEMHMS, XKENTyXa, IO-
BBHIILICHHE B KPOBM HENPSMOTO OMIMpYyOHHA,
cruieHoMmeranusi. Hannune HENmoJIHOLEHHBIX
[IAPOBUIHBIX JPUTPOIMTOB MPUBOAMUT K CHU-
JKEHUI0 UX OCMOTHYECKOM CTOMKOCTH B pac-
tBopax NaCl (min 0,52-0,70, max 0,32-0,36).
[TepBbie cuMIITOMBI 3200JI€BaHUS BBISBISIOTCS
B JIETCKOM BO3pacTe, HepPelIKO Ha IIePBOM IOy
KHU3HH B BUJIC TEMOJIMTHYECKUX KPHU30B, C TO-
SIBIICHUEM KEJITYXH 32 CYET [TOBBIILICHHUS B KPO-
BU HEMpPSAMOro OumnupyOuHa, aHEeMHH, YBEJIHU-
YEeHHUsSl CEJIE3CHKU U MeueHu. B aToT mepuon
KOJIMYECTBO YPOOHIIMHA B MOYE U CTEPKOOMIIHU-
Ha B KaJji¢ MOBBIMAETCA. ITH (POpMBI Ierpama-
LMW SPUTPOILIMTOB U30MPATETHHO YIIABIMBAIOT-
Csl CEJIe3eHKOH W IOJBEpraloTcs B Hell Oolee
ObICTpOMY pa3pyleHuto. B mepuon remonu-
THYECKOTO KpH3a OTMEYaeTcs MOBBIIICHHOE
COZIep’KaHHUEe PETHUKYJIOLHUTOB, TOXO/IIEee HHO-
rma 10 50%. O0pa3zoBaHue CHEPOIUTOB CBSI-
3aHO C HACJICJICTBEHHO OOYCIIOBICHHBIM TI0-
BBIIICHUEM 3PHUTPOIUTO32 — HEJIOCTATOYHBIM
pa3BuTHeM (DEPMEHTHBIX CHCTEM DPUTPOIIHNTA,
B 4acTHOCTH (PocPodhpyKTOKMHAZHI, IHOIIA3HI
Y TPAHCKETOa3bl, YTO BBI3BIBAET OJIOK pacria-
Jla TIIIOKO3bI B NIMKONUTHYECKOH nenn Kpebca.
JmuTenbHOCTD )KU3HU C(hEepOLMTOB YKOpOUYEHa
HE TOJILKO B OpraHu3Me OOJILHOTO, HO U MOCTe

TIEpeTMBaHUS WX 30POBBIM JIMIIAM C HeyJla-
JICHHOHN cene3eHkor. TeueHue 0OIe3HU BOJI-
HOOOpa3Hoe. [emonuTHYEeCKUE KpH3BI dalle
BCC€TO BO3HUKAIOT MO BJIUAHHUEM PA3JIMIHBIX
npoBonupyonmx  hakropoB  (pusudeckoe
nepeHanpsokeHne, WHQEKIUs, OXJIaKICHUE
M JIp.), MOTYT COTIPOBOXKJIATHCS TOBBIIIEHUEM
temneparypbl. Onrcansl ciaydan (pOpMHpPOBa-
HUSl aIUIaCTHYECKUX KPH30B, COIMPOBOXKIAIO-
HIMXCSI CEPhE3HOM MaHIUTONeHUEeH, Ha (oHe
BUPYCHBIX HH(MEKIHUH, BBI3BAHHBIX BUPYCOM
Onmreiina-bapp, napsosupycom B19. Coue-
TaHHe BPOXKIECHHOTO CQepolnuTo3a U BUpYC-
HOM Harpy3ku MOKET IPUBECTH K arula3uu
mosra Cefalo MG, c coasr. [3].

Jleuenue. BripakeHHBIH 2(PQEKT OKa3bI-
BaeT CIUICHIKTOMUS. B MOMEHT Kkpm3a, compo-
BOXKIAFOIIETOCS 3HAYUTEIHHBIM CHUKEHUEM
TreMOIIOOMHA, PEKOMEHJYeTCsl TIepeMBaHUe
KPOBH.

HacnencTBeHHBIH  OBaJOUTO3 U OBAJO-
KJIETOUHasi aHEeMHUsl (TPYTMIIBI APUTPOIUTOB 10
CTETIeHN IKCIIEHTPHUYHOCTH)

JedexTs! 6eTkoB MEMOpaHbI SPUTPOITUTOB
MOTYT TIPUBOANTH U K APYTUM (POpMaM reMo-
JUTHYECKOW aHEMUW — HACJIEIACTBEHHOMY dII-
JUNTOIMTO3Y (OBAJIOIMTO3Y), CTOMATOIIMTO3Y,
MUPOTIOMKHUIIONUTO3Y. JTO PEIKO BCTpEdaro-
HIMecs: BApHaHTBl MEMOpaHOTIaTHi.

B ADVANCES IN CURRENT NATURAL SCIENCES  Nel0,2012 W



B MEJUIMWMHCKHUE HAYKN W 29

Tadauma 2

I'pymIITeI 3pUTPOIIUTOB TIO cTemneHu dKcieHTpruaHoCcTH (Kaccupekuit M.A., Anekcees [LA.)

I'pynmna dopma Koaddunuent sxcuenrpuanoctu (E) (Mkm)
| Kpyrnas E=0,47
1I Kpyrnosaras, oBanbHas E =10,47-0,62
111 DIUIANTHYECKAs E=0,62-0,74
v V3koammnTruecKast E>0,74

OBaJjionuTo3 — peakas anomanus. Yacto-
Ta ee, M0 CTATUCTHYECKUM JTAHHBIM COCTAaBIISA-
et ot 1:2500 no 1:3500. OBasOLINTO3 MOXKET
HaOMI0AaThCA U KaK CUMIITOMaTH4YecKast popma
IIPU psiZie MATOJIOTUYECKUX COCTOSHHUM, IIaB-
HBIM 00pa3oM NpHU Pa3IMYHBIX T'€MOJIUTHYC-
CKUX aHEeMHsIX (TalaCCeMHUH, CEPIIOBUAHOKIIE-
TOYHOM, MUKPOC(HEPOLUTAPHOH), & TAKKE TIPH
MEPHUITMO3HON aHeMuH. B mocnennem ciayuae
OBAJIOIINTO3 HOCUT BPEMEHHBIH, 00yCIIOBIICH-
HBIH XapakTep, ucues3asl B CBA3M C YCHELIHbIM
JICYCHUEM U HACTYIUIEHHMEM PEMHUCCHUHU.

Kak anomanust oBajouuTo3 B OOJIBLIMH-
CTBE CIIydyaeB MpPEICTaBIsieT coboil Geccum-
[ITOMHOE HOCHUTEILCTBO, HE JAIOIIEe KaKhX-
00 KIMHUYECKUX TMposiBieHuid. B wactu
ciydyaeB — B 12% (10 cTaTruCTUYECKUM J1aH-
HBIM) OBaJOIMTO3 COMPOBOXKIAETCA Pa3BUTH-
€M OBaJIOKIIETOYHON aHEMHH.

Torlontano ¢ coaBt. [11] npemmomoKuI,
YTO HACJICACTBECHHBIE OBAJIOLUTO3 MOXKHO pa3-
JeNUTh Ha YeThIpe Kareropuu: 1 — 6e3 KIMHU-
YECKOr'0 IeMoin3a; 2 — € ITeMOJIU30M, PEIKO
¢ aHeMueH; 3 — HacJeCTBEeHHas TeMOJIUTHYe-
CKasl 3JUTUTICOBHUIHASI aHeMUsT; 4 — ne(eKTHBIH
SPUTPOIIOA3 W HEMOJHasl pemMuccus Ha (oHe
crutendkTomun. [lpucyrcrue OBAJIOIINTOB
Il rpymimiel MOYKET OOHApYKMBAaTHCS B HE3HA-
YUTETFHOM KonmdecTBe — He Oomee 5-10%
n ys3aopoBeix Jun. Ilpm HaciaencTBeHHOM
oBaJIONMTO3e TMpeobnanaoT oBaigoruTsl 11
u IV rpymm.

[Ipu3Hak oBajoOLMTO3a HACJEAyeTcs TI0
JOMHHAHTHOMY THIYy HE3aBHCHMO OT TPYIIIIbI
KpOBH W ee pe3yc-puHaainexxHocTu. [Ipo-
JOJDKUTENBHOCTD JKU3HU OBAJIOLUTOB B Opra-
HU3ME 3I0pPOBOTO HOCHTENS U IPU INepeInBa-
HUH JIOHOPaM HE OTJIMYAeTCs OT HOPMaJIbHOM.
KocTtHOMO3rOBBEIE 3pUTPOONACTEI UMEIOT KPY-
Iyto GopMy, HOpMOOJIACTHI B KOHEUHOH (ase
HACBHIIEHHUS TeMOTIIOOMHOM M3MEHSIOT (hopMy
Ha OBaJIbHYIO.

B obcyxnennn MonekyssipHBIX OCHOB Hapy-
LIEHHS HACJIEAICTBEHHOCTH KJIETOUHBIX MEMOpaH
SPUTPOLIUTOB BBISBIEHO — OBAJIOLNTO3-1 CBsI3aH
C MyTalMsIMM B I'€HE, KOIUPYIOLIEM MeMOpaH-
HbII Oenok sputporutoB EPB41; oBaiornuTos-2
o0ycioBnen mytanuerr B rene SPTA1; osaso-
uuto3-3 o0ycnoeineH mytaiumeil B rene SPTB;
a oBasonuTo3-4 — mytanueii B rene SLC4AL.

Osanonurto3-1. I'en EPB41 ([{umocene-
muueckoe mecmononodicenue: 1p35.3; I'enom-
note koopounamel (GRCh37): 1:29,213,602 —
29446557 (om NCBI). Vicxonss w3 TeHOMHOTO
aHajmu3a nocienoBareibHocTH, Baklouti ¢ co-
aBT. [2] ycTaHOBUJI, 4YTO 22 3K30HA OXBaThl-
BatoT npumMepHo 200 KO COAEPKUMOTO Bcex
SPUTPOUHBIX U HEAPUTPOHUHBIX KOJUPYIO-
IUX  TIOCJIEI0BATEIILHOCTEH  YeI0BEYEeCKO-
ro Oenka reHa 4,1. OyHKINS TeHA: CO3MAHUE
Ocllka B IMIOCTPOCHUM KJIIETOYHONH MeMOpaHbI
KpPacHBIX KPOBSIHBIX KIIETOK. | €HHasl CTPYyKTY-
pa. Schofield A.E., ¢ coasr. [10] moka3zamnu, 4To
red EPB3 Becur Ha 18 k0 u cocrout u3 20 7k-
30H0B. k/IHK Bxitouaer 4906 HykI€0THIOB.

OBaJsionuTo3 2. AJbBTepHATHBHOEC Ha-
3Banue Pesyc mecBszanublii Tum. I'en SPTA1
(EL2)  (lumocenemuueckue  mecmonono-
arcenue: 1g23.1; I'enomnvle KOOPOUHAMbL
(GRCh37): 1:158,580,495 — 158 656 505 (om
NCBI). Kotula ¢ coaBr. [6] OTMETHII, YTO T€H
oxsarbiBaeT 80 KO wu Bkirouaer 52 9K30HOB
B JiMara3zoHe pa3mepoB oT 18 no 684 xonupy-
IOLUX MOCIEA0BATENBHOCTEMN.

Oynkiuu rena. Kotula ormeTnn, uto nern-
THJ] YaCTUYHO KOJUPYET CIIEKTPHH, [T03BOJISET
pasznenuTh anbda-u Oera-renud B 5 u 4 obma-
ctu. Anbda-n Oeta- 1enu, KOTOpble CITyThIBa-
IOTCSL JIPYT C IPYTOM, Y4acTBOBATh B JHMEp —
camoacconuanuu. OBaJonUTO3 MOXET BO3-
HUKHYTbH B PE3yJIbTaTe U3MEHCHHS OO0 B allb-
(ha-wim  Oeta-lieny, M3MEHEHUs B JIIOOOW W3
HUX MOXKET MPHUBECTU K OCTAOICHUIO AUMEp-
CaM0AaCCOIMAIINHU CTIEKTPUHA.

Oganorutos 3. Ceporuros 2. ['er SPTB
(EL3)  (Humocenemuuecxkue  mecmonono-
arcenue. 14g23.3; I'enomnasn KOOpOUHAamul
(GRCh37): 14:65,213,000-65289865 (om
NCBI). Winkelmann J.C., c coasr. [14]me-
pexpoiBaeT kionsl kJIHK nns Bceilt mocne-
JIOBAaTEJILHOCTH,  KOIUpYIONIeH  OeTa-criek-
TpuH. [TocienoBaTreabHOCTD KOJIUPYET
2137-amuHOKHUCHOT, Oenok 246 k/la, cocTos-
i u3 3 obnacTe.

OyHKIHA TeHa. Langdon R.G.,
Holman V.P. [7] cnenan BeIBOA, 4TO rpymnma 3
MIPEJICTaBIISAET COOOH OCHOBHOW TpaHCIOPTEp
[TFOKO3bI APUTPOIUTOB YenoBeka. [lomocka 3,
BEPOSITHO, SIBJISICTCS MHOTO(YHKITMOHATBHBIM
TPAHCIIOPTHBIM OEJIKOM, OTBETCTBEHHBIX 3a
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TPAHCIOPT DNIIOKO3bI, aHWOHOB U BOAbI. Cra-
perolue KJISTKH HaKaljuBalT aHTHIeH — Oe-
JIOK, KOTOpBIA IOMEYaeT WX Ui YIaJCHUS
CO CTOPOHBI MMMYHHOH CHCTEMBl. AHTUICH
CTapeHusl TeHEpUPYEeTCsl Jerpajalunio OeNKoB
rpynnsl 3. Kpome Toro, oH Takke ydacTBYeT
B YIQJICHUM SPUTPOLUTOB NPU TEMOJIUTHYE-
CKOW aHeMHWH W YCTPaHEHUS Masipus-uHQu-
IMPOBAaHHBIX 3pUTporTOB. bemok Ilomocka 3
KpPOME 3PUTPOLIUTOB HAXOIUTCS B PAa3JIMUHBIX
KJIETKaX M TKaHSIX, B TOM 4YHCIJIC B renarolu-
TaX, B KJIETKAaX IUIOCKOTO SMMTENNUS, B albBe-
OJSIPHBIX KJIETKaX JIETKHX, B JUMQOLUTAX,
B IIOYKaX, B HeHpoHax U puOpodnacrax. OH
TaK)Ke MPUCYTCTBYET B SJIEPHOM, KOMILJIEKca
[onb/KM 1 B MUTOXOHJIPHATIBHBIX MEMOpaHax.

OBamoruro3 4.  Cromarormto3.  len
SLC4A1 (EL4) (l{umocenemuueckue mecmo-
nonooicenue: 17g21.31; I'enomnas Koopouna-
mot (GRCh37): 17:42,325,757-42345501 (om
NCBI). KogupyeT OeIoK, SIBISFOIUICS OCHOB-
HBIM KOMIIOHEHTOM MeMOpaHbl 3PUTPOLMTOB
nosiocku 3. Tlomocka 3 sABIs€TCS OCHOBHBIM
[JIMKOTIPOTENHOM MeMOpaHbl dpuTponuTa. OH
BBICTYIIAeT IOCPEIHUKOM OOMeHa XIIopHIa
u OukapboHaTta depe3 GochOIUUIHBI Onc-
JIOH M UrpaeT LEHTPAJIbHYIO POJb B OOMEHe
yriekucioro raza. 9to 6emok 93000-Da, co-
CTOMT M3 2 OTHENIbHBIX 00JacTei, KOTOpbIe
(YHKIMOHUPYIOT HE3aBUCUMO JIPYT OT JIpyTa.

Hacnencreennsie MIUPONONKHIIOIUTO3
(pyropoikilocytosis) nepBoHadabHO OBLT OIH-
caH Zarkowsky coaBrt. [15] B kauecTBE OT/IEIIb-
HOW T€MOJIUTUYECKON aHEMHUHU; XapaKTepHu3y-
€TCsl MUKPOC(EpOLMTO30M, TOMKUIOLHUTO30M,
1 HEOOBIYHBIM TEIUIOBOH YyBCTBUTEIBHOCTHIO
sputpouuToB. HacneacTBeHHBIH NHUPOMON-
KUJIOIUTO3 — TEMOJIMTHYECKAasl aHeMHsl, NpH
KOTOPOM 3pUTPOIMTHI TOKA3bIBAIOT YBETUYEH-
HYI0O YyBCTBHUTEIBHOCTh K BBI3BAaHHON BBICO-
KOH Temriepatypoit pparmenraiun. [Ipu mupo-
MTOMKWIIOIMTO3€E MPU3HAKH JICHATYparus OeiKa
Hayajach INpu Oosee HHU3KOM TeMIIepaType,
U cepeIMHa CTPYKTYpHOTro nepexoja Oblia re-
pemernieHa ot 49 rpaaycoB (Uil HOPMaJIbHBIX
3puTpounToB) K 44 rpagycam mo lLlenscuto.
OTOT TEIUIOBOW NMEpeXoJ 3aTPOHYN CIEKTPHH.
CraenaHo 3aKJIIOYEHUE, YTO M3MEHEHHS B MO-
JIeKyJie CHEeKTPHHA M3MEHSIOT (U3HMUECKUE
1 MOp(OJIOTHYECKHE CBOWCTBA MeMOpaHbI
SPUTPOIUTA TIPU NUPONOMKUIoIUTO3e. Tak
HACJIEJICTBEHHBIN MUPONONKUIONUTO3€ MOKET
ObITH BBI3BAaH MyTalMed B reHa ayib(a-crek-
TpuHa U OeTa-CIeKTPUHA.

Mornexynsapnas reneruka. Gallagher u co-
aBT. [4] moka3ayiu, YTO y OHOTO M3 IEPBBIX
poOaHI0B TPH MHUPOMOMKHIIONHUTO3E, O KO-
TOopbIX cooOmmn Zarkowsky Obuia 3ameHa

mpoiuHa Ha JeinuH B mosunuu 207 ambda-
criektpuHa nernw. Sahr K.E. ¢ coaBT. [9] mpu
MTUPOTIOWKHUIIONINTO3€E OTPENSIFIIA TOMO3HUTOT-
HOCTHU N0 MyTauuu B rene SPTB.

OBaJiokJIeTOYHAs aHeMHusi — cBoeoOpas-
Has TEMOJUTHYECKAsh aHEMUS, XapaKTEPHBIM
CUMIITOMOM KOTOPOW SIBJISICTCSI  BBIPQKEH-
HBII OBAJIOIUTO3 (DJUIATICOIIUTO3) IPUTPOIIU-
ToB. OBaJIONMTAPHASI AHEMUSl — BPOXKICH-
HOE COCTOSHHE, BCTpeyarolieecs B CeMbSIX
HOCHTEJIeH OBAJIOINTO3A.

W3BecTHBI cilyuan cOYeTaHUs! OBaJIOIUTO-
32 C HapylIeHUEeM MOPPUPUHOBOTO OOMEHA.
CeMeitHO-HACTIEICTBEHHBI XapaKkTep OBajo-
IIUTO3a, TIPOCIIEKEHHBIN B psijie cly4yaes, IIHU-
pOKMIl nHana3oH KIMHUYECKUX MPOSBICHUMN
— OT 6eCCUMITOMHON aHOMAJMH /10 TSHKEION
TEeMOJIUTUYECKON aHEeMHUH — TO3BOJISIOT pac-
cMaTrpuBarh 3Ty OOJIe3Hh KaK TeHOTHIIHYe-
CKyI0 aHOMAJHIO, TIPOSBISIONIYIOCS C pas-
JUYHOU HKCHPECCUBHOCTHIO, B 3aBUCUMOCTH
OT TeTepo- WJIM TOMO3UIOTHOTO COCTOSTHHUS.
[lonmararot, 4TO Yy JIMI, TE€TEPO3UTOTHHIX IO
MPU3HAKY OBAJIOLMTO3a, UMEET MECTO JINIIb
OeccMMIITOMHOE HOCHUTENBCTBO. | eMonmuTHye-
CKas aHeMHUS Pa3BUBAETCS TONBKO B CIIydasx
TOMO3HWTOTHOTO HOCHTEJIHCTBA, BEPOSTHOCTH
KOTOpOTro 4pe3BblvyaitHo pexaka (1:1000000).
CyliecTByeT W pyroe IpeanojoKeHnue, 4To
HaJU4Khe OBAJOIMTO3a, NIaXXe B PE3KO BBIPa-
JKEHHOH (romo3urotHoi?) dopme, emie He jie-
TepMuHUpYyeT anemud. [locaenHssi BO3HUKAET
JUIIb B TOM Cilyd4ae, KOTJAa OJHOBPEMEHHO
C OBaJIOLIMTO30M HMEETCS JPYTroi, TeHeTHde-
CKHI TeeKT, He OTpaKaroIIMiiCs Ha BHEITHEH
(hopMe PPUTPOIUTOB, HO OOYCIIOBIHMBAIOIIUI
pa3BuTHe TeMonu3a. B mome3y mocnemaHero
B3IJISIIa CBUJCTENBCTBYIOT CIIydau COUYETaH-
HOW TIaTOJIOTUH, B YaCTHOCTHU HaONFOaBINUK-
sl B Halllel KITMHUKE OOJNILHON C BPOXKIICHHBIM
OBAJIOIIUTO30M B COYETAHHUH C CHAEPOAXPECTH-
YeCKOM aHeMHeH, HapyIIeHHeM MOpPUPHHO-
BOTO OOMEHa ¥ TeMOCHIEPO30M TICUEHH.

B ormenpHBIX chmydasx, MPOTEKAIOIIAX
C yBenmueHueM ceneseHku (Bec g0 450 1), He
HCKJIIOYAETCsl POJIb BTOPUYHOM THIEpPCIICHUN
B OTBET Ha JUIUTEJIbHBIA (MHOTOJICTHUN) KOM-
[IEHCUPOBAHHBIN T€MOJIN3.

Hpyroii Bun MemOpaHonaTuy 00yclIOBICH
MOSIBJICHHEM aHOMAJIBHBIX JUIUIOB B COCTa-
BE MEMOpaHBI DPUTPOIHUTOB. DTO TPHUBOIUT
K CBO€0Opa3HBIM MOP(]OIOTHIECKUM H3MEHe-
HUSIM B OPUTpOLUTAX. B Takux spurpommrax
TIOSIBIISIIOTCST  BBITITYMBAHUS MeMOpaHbI pas-
JUYHOTO pa3Mepa, PacIloOKEHHBIE Ha Pa3HBIX
PACCTOSIHUAX JPYT OT ApYyTa MO MOBEPXHOCTHU
KJICTKH, ¥ OHU CTAHOBSITCS TMOXOKUMHU Ha JIU-
CThsI TPABSHUCTOTO PACTCHMsI aKaHTa, MOATO-
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My WX Ha3bIBAIOT akaHToruTamMu. OHH UMEIOT
1 ApyToe Ha3BaHWE — MIMOPOBUIHBIE KIETKH.
Huskast  nmedopmupyemMocTs, TOHWKEHHAs
PE3UCTEHTHOCTh TAKUX DJPUTPOLUTOB K pas-
JUYHBIM BO3ACUCTBUAM (M3MEHEHUIO OCMOTHU-
YECKOTO JAaBJICHHS, TEMIIEPATypHBIM Koyeba-
HUSIM, MEXaHMUYECKUM (aKTopam) SBIISIOTCS
IIPUYHUHON UX MOBBIIIEHHOIO pacnajia u pa3Bu-
Tus aneMuu.llogoOHbIE N3MEHEHUS SPUTPOIIH-
TOB BCTPEYAIOTCS, B YACTHOCTH, Yy MAI[MEHTOB
C HACTICICTBEHHON a0eTaJUIIoNPOTEeHHEMHUEH.
HeoOxoauMo 3aMeTHTh, 94TO 3PUTPOIUTHI Ta-
KO (hOpMBI HE SIBISIFOTCSI CTPOTO CIHEIU(UY-
HBIMU JJI1 HACJCACTBEHHOTO AaKaHTOIIMTO3a,
OHU MOTYT BCTpEUaThCsl TAKKe MPU IUPPO3E
IMCUYCHU, B CBA3M C HAPYUICHUEM JIMIIOIIPOTC-
MHOBOTO OOMEHa, MpH aBUTaMuHO3e E, y muiy
C yJIaJIEHHOM CeJIe3eHKOM.

Kaunuka HaCJCeACTBCHHBIX
reMoJIMTHYECKHX aHeMMHii

Benyummu cUMIITOMaMu SIBJISIFOTCS JKeJI-
TyXa, yBEJIMYCHHE Celie3eHKH, chepormros
U YMEHBIIICHHE  JUaMeTpa  3PUTPOIUTOB,
a TakkKe BBICOKMH peTuKyaonuTo3. KiuHu-
Yyeckash KapTWHAa 3aBUCUT OT BBIPAKEHHOCTH
remonm3a. Kak mpaBuio, 3aboneBaHue 00-
Hapy)XUBaeTCsl B JIETCKOM WM FOHOIIECKOM
Bo3pacte. [leT pactyt cliaObIMHU, KOXHBIC
[IOKPOBBI Yy HUX JIMIMOHHO-XXEJITOr0 IIBETa.
UYame sxentyxa sBISICTCS HauOoJiee PaHHUM
CUMITOMOM 0e3 KaKuX-IH0O CyOBEKTHBHBIX
)kano0 OombHBIX. «OHH OoJiee >KEITYITHBI,
geMm 60mpHBED (LLloddap). Yporens Hempsmo-
ro OMMpyOMHA B TINIa3Me JIOCTHTAET BBHICOKUX
uudp (mo 34-100 mxmone/n — o Ban ge bep-
ry). Moya TeMHOTO IIBE€Ta 3a CUET MOBBIIIICHUS
ypoboununa. [lanenupyercs cene3eHka — mioT-
Has, 6e300ne3uennas. CrieHoMeralIns BO3HHU-
KaeT B pe3yyibTare «pabodyeit» rumneprpoduw,
10 MEpe Pa3BUTHUS KOTOPOU YBEITUIHBACTCS €€
TeMOJINTHYECKast CIIOCOOHOCTh, €€ Ha3hIBAIOT
«MOTHJION 3pUTPOIHTOB». lledeHbp Hepenko
TOXE yBelndeHa, 0OJIe3HEHHA TPY MaJIbIIalluu
30HA KEIYHOTO MY3BIPs, KEIUb IUICHOXPOM-
Hasl, yCTasl.

Hnst MukpocdepouTapHoii aHEeMUH Xa-
PaKTEpHBI CIIEAYIONINE U3MEHEHUs B nepude-
pudeckoit kpoBu. CopepxaHue remMorioOnHa
Y KOJTMYECTBO APUTPOIIUTOB CHIKEHBI, [IBETO-
BOM IOKa3aTenb B Ipejesiax HOpMbl. B mMa3ke
OoTMedJaeTcsi MHUKpocdeponnuTo3 — OoibIIoe
konmuaectBo (10 40 % BCeX SpUTPOIIMTOB) MEII-
KHX KPYIJIBIX 3PUTPOIUTOB 0€3 IEHTPaIbHOTO
IIPOCBETJICHUS, CBOWCTBEHHOTO HOPMaJIbHBIM
spuTporuTaM. B OTBEeT Ha paszpylieHue 3pu-
TPOIIMTOB B KOCTHOM MO3T€ CTUMYIUPYETCS
SPUTPOIIOA3 C BHIXOJOM B KPOBH OOIBIIOTO

KoJIMuecTBa peTukyaonntoB. Conepxanue pe-
THUKYJIOLUTOB 3aBUCHUT OT BBIPAXCHHOCTH U TIe-
puozaa 3aboneBanus U koneodnercs or §—10 mo
50-60% npu remonutudeckoM kpuse. Komm-
YeCTBO JICHKOIIMTOB M TPOMOOLIUTOB, KaK Mpa-
BUJIO, HOpMajbHOE. B mepuoa Kpu3oB MOXKET
HaOII0aThCs JIEUKOIUTO3.

Hduddepennpanbuas AMarHOCTHKA Ha-
CJIEJICTBEHHBIX TEMOJUTHUECKUX aHEMUH.

Jmarno3 HacieACTBEHHOTO MHKpochepo-
IIUTO3a B HEOCJIO)KHEHHBIX CIydasx He Tpe-
CTaBIISeT 3aTpyaHeHuid. M TeM He MeHee, Hau-
OoJibliIee YMCIIO TUarHOCTHUECKUX OMIMOOK M3
BCEX TEMOJHMTHUYECKUX aHEMHU MPUXOIMTCS,
[OKallyi, UMeHHO Ha Hero. lIpuumHa ommu-
0OK B 3HAUUTEIILHOW CTEIEHU O00YyCIOBICHA
pasHooOpazueM OCIOXKHEHHUI OO0JIe3HU, KOTO-
pBIe B psfie CIIy4aeB JOMHHHUPYIOT B CHMIITO-
MaTWKe, 3aTPYIHSAS TeM CaMbIM JHUArHOCTHKY
OCHOBHOTO Tiporiecca. Omnupasch Ha TaKue
o0mye Mpu3HaKd JAHHOTO 3a00JIeBaHMs, Kak
PETUKYIOIMTO3, HEmpsiMas TUNepOuIupy-
OuHeMus U npeoOnagaHue Cpenrd IPUTPOLU-
TOB MHUKPOC(HEPOIUTOB, MOKHO HCKIIIOYUThH
OCTpPBII U XPOHUYECKUI T€NaTUT, EPHULINO3-
HYIO aHEMUIO H T.1I.

Huddepenmmarus HACICICTBEHHOTO MHU-
Kpocdeporuro3a H MPHOOPETEHHBIX, B YacCT-
HOCTH  ayTOMMMYHHBIX, TE€MOJUTHYECKUX
AHEMUH TaKKe MOXKET MPEJICTaBUTHCS 3aTpyl-
HurenbHOW. IlocnenHue wuHOTAA COMPOBO-
HKAAIOTCST CPEPOLIUTO30M IPUTPOLIUTOB U CO-
OTBETCTBEHHO CHIDKEHHEM WX OCMOTHYECKOI
PE3UCTEeHTHOCTH. VICIONmb30BaHWE B TAKHUX
ciydasx MpsMoi peakmuu Kymbca (mmomoxku-
TenbHOU B 96—-100 % mpu mMMyHHON pupoe
reMOoJIM3a ¥ BBISBISIOINEH (DMKCHPOBaHHBIE
Ha SPUTPOLMTAX aHTHUTENA) MO3BOJSIET OOHa-
PYXXKHTB pa3iIHuue B 9THX COCTOsSHHSX. [lomo-
JKUTEIBbHBINA JIe4eOHbIH dPPEKT 0T MpUMeHe-
HUSI KOPTUKOCTEPOUIHBIX TOPMOHOB C PE3KUM
ocilabJieHNeM WMMYHHOTO T€MOJIM3a TakKkKe
MOYKET OKa3aThCs BAXKHBIM IIOJICTIOPHEM IS
WCKJTFOUEHHS HACJIEICTBEHHOTO MHKpOC(hepo-
IIUTO3a, HA KOTOPBIH 3TH TOPMOHBI HE OKa3bl-
BAIOT BIIMSIHUSL.

HacnenctBennas cemeiiHast runepOUIupy-
ounemus XKuiabpOepa, B 0CHOBE KOTOPOH JICKUT
TCHETUYECKU OOYCJIOBJICHHBIN JC(PUIMT B I1e-
YEHOUYHBIX KJIETKaX DIIOKYPOHOBOW TpaHcde-
pasel — (epMEeHTa, CTIOCOOCTBYIOMIETO TIepe-
XOIly «HETPSMOTO» OWIHpPYyOMHA B «IIPSIMOI»,
TaK)Ke MOXKET SBUTHCS UCTOYHHKOM 3aTpyaHe-
HUH B au¢depeHnnaIbHOM AUarHo3e Hacuel-
CTBEHHOTO MHKPOC(HEpOIuTo3a.

Crenyer nuiib TOMHUTB, 4TO TpU (QYHK-
UOHAJILHBIX TUNEPOUIHPYOMHEMHSIX HE Ha-
Omrofaercst HA c(hepoIMTO3a SPUTPOIIUTOB, HH
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BBICOKOTO DPETHUKYJOLMTO%d, HU YBEIHMUEHUS
COJZIepKaHuA CTEPKOOWINHA, HU IPYTUX CHUM-
IITOMOB TeMoiu3a. B HacTosiimee Bpems st
UICHTU(DUKAIIMKN  HACJIEJICTBEHHOTO MHUKPO-
c(heporuTo3a UCIONIB3YIOT METOJ KHCIOTHBIX
SPUTPOrPaMM, KOTOPBIC OTIMYAIOTCS PE3KUM
VUITMHCHUEM BPEMEHU TeMOJH3a M CMEIICHU-
€M MaKCUMyMa pacrajia dpUTPOIUTOB BIIEBO.
3HAYUTENBHYIO TOMOIIb B JUAarHOCTHKE 00-
JIe3HW MOKET OKa3aTh TeHETHYECKWW aHaju3,
CIIOCOOCTBYIOIINH BBISBICHUIO POACTBEHHHU-
KOB OOJIFHOTO TEMOJTUTHYECKOW aHEMHEH.

Teuenue 3abosieBaHUS OOBIYHO JITTUTEIb-
HOE, HOCUT BOJIHOOOPA3HBIN XapakTep, Mepu-
ONIbI YXYIIICHUS] — TEMOJIUTHUYCCKUE KPU3HI
CMEHSIOTCSI TIEPHOJAMH OTHOCHUTEIHHBIX pe-
MHCCHIA, KOTJIa pacIiaji SPUTPOITUTOB HE OYCHB
UHTEHCUBEH. IIONHBIX peMUCCUIl HUKOIJA HE
ObBaeT. OTHUM M3 HamOOIlee YaCThIX OCIIOXK-
HEHUI SBISIETCS BOSHUKHOBEHUE OUITHPYOHUHO-
BBIX KAMHEH B JKEIYHBIX MPOTOKAX H KEITIHOM
Iy3bIpe BCIEACTBUE TUNEPOMIUPYOHMHEMUU
U TIOBBIIICGHHOTO  COJACP)KAaHUS  MUTMEHTOB
B kenun. MHorga y atux OOJBHBIX pa3BUBa-
oTcs Tpoduyeckne 53BBI ToNeHH. J[0BOIBHO
PeAKHM, HO TSDKEIBIM OCIOKHEHHEM BpPOXK-
JEHHOTO MUKPOC(HEPOINTO3a SIBIISIOTCS apere-
HeparopHble Kpu3bl. [Ipy HUX He oTMedaeTcs
YCHIJICHUS TeMOJIH3a, a TPOUCXOAUT BHE3AITHAS
OCTAHOBKa MHMEJIONO03a; PETUKYIOLUTHl HE
OIIPENICIISIFOTCSI, OTMEYACTCS JICHKO- U TPOMOO-
[IUTOTICHMSI, HApacTaeT aHeMUs, YPOBEHb Te-
MOTJIO0MHA Pe3Ko manaet. B oTmudme ot remo-
JUTHIECKOTO KpU3a CoMepKaHne OMmImpyOnHa
B CHIBOPOTKE YMEHBIIIAETCS.

[Ipy OTCYTCTBMU BBIpRKEHHOW aHEMHUHU
OOJNBHBIE  COXPAHSIOT  TPYAOCIOCOOHOCTH
B TEUEHHWE MHOTUX JeT. MHorma mnpuctymbl
MOYCYHON KOJIMKU U HE3a)KUBAIOIINEC SI3BBHI
TOJICHU OCJIOKHSIOT TEUYCHHE 3a00JICBaHUS.
IIpy MenMKO-TeHEeTUYEeCKOW  KOHCYJbTalUuu
CEMbH, B KOTOPOW OIWH W3 CyNpyroOB CTpa-
JAeT STUM HEIyTroM, HEOOXOAWMa OCTOPOXK-
HOCTHh B IIPOTHO3€ IO OTHOIICHHIO K MOTOM-
ctBy. CllelyeT UMeTh B BH]LY, YTO BEPOSITHOCTb
BO3HUKHOBEHHsI 0OOJIE3HU Y JIETEH HECKOIBKO
Hmxe 50% wu 9To JaHHOE 3a00JICBaHHE H3JIe-
YUBACTCS CIUICHIKTOMHUEH. B Momo0HbBIX ciy-
gasx HEYMECTHBI HU UPE3MEPHBIA ONMTHUMU3M,
HU M3JIMIIHEE CTYIICHWE Kpacok, u0o cynpda
Oymymiero pebeHKa W BOTPOCHI IICIIOCTHOCTH
CEMBH — MOMEHTHI, TPeOyIoIue IeTOBUTOTO
Y BMECTE C TeM JISTMKATHOTO TOAXO0/1a.

Jleuenne

HauGonee 3¢ ¢GexkTuBHBI METO/ JIeUeHUs
HACJIEJICTBEHHOTO MHUKPOC(HEpOLnTO3a — CIijie-
HOKTOMHSI, TaK KaK OCHOBHBIM MECTOM pa3py-

IICHHS DPUTPOIUTOB MPH ITOM 3a00IIeBaHUHN
SABISieTCS cene3eHka. llocne CIUIeHIKTOMUHN
HACTYIaeT TIOJIHOE W CTOMKOE KIMHUYECKOe
BBI3JIOPOBJICHUE — IIPEKPAIIASTCs MallOKpO-
BHE, UCUE3AI0T UJIM 3HAYUTENIBHO CHHUXKAIOTCS
OMIMpyOMHEMHS, KEITyXa U APYrHe BHEIIHUE
nposiBiieHus: Oone3neit. CHIDKAeTCsl CTEICHBb
cheponunTosa, HCUE3alOT HamOoiee MEIKUe
ctheporutel.  [IpomomKUTETHPHOCTD  KU3IHU
SPUTPOIUTOB CTAHOBUTCS OOIIBIIIE.

IlokazaHneM K CIIIIEHIKTOMHUM SIBIISTFOTCS IPH
MHUKpOC(epormTo3e YacThle TeMOIUTHYSCKUE
KpU3bl, TOCTOSIHHAS! WITH BO3HUKAIOIIAS KPHU3aMH
AHEMHSI, BBICOKasl TUTIEpOMIMpyOuHeMusl (axe
NPU OTCYTCTBUM aHEMHHM), Pa3BUTHE >KEITYHO-
KaMEHHOH OOJIe3HN C SIBJICHUSIMU TICUCHOYHOM
KOJIMKH, 33/Iep’KKa YMCTBEHHOTO | (hH3HUIECKO-
TO pa3BUTHS JeTei. DU3HOMOTHYECKH HanOoee
1eNIecO00pa3HO  MPOW3BOANTH  CIICHIKTOMHIO
B Bo3pacrte nocie 10-11 ner. [Ipu Hannunun xam-
HEl B IKETYHOM Iy3bIPE€ BOIMPOC MOXET OBITH
peLieH B IOJb3y COYETAHHOIO OINEPaTUBHOTO
JIEYEHUs — XOJICIIUCTIKTOMHUHU U CIIEHIKTOMHH.
IIpoBeneHue xe OMHOM XOJIEUCTIKTOMUU Y T10-
JIOOHBIX OOJILHBIX MHUKPOCHEPOIMTO30M 0e3
CIUICHOIKTOMHH JIUIIIEHO BCSKOTO CMBICIIA U TaK-
THUYECKH HEOTIPABIaHHO. Y MHOTHX K€ OOJBHBIX
JlaKe TIPH CHITBHBIX OOJISAX B ITPaBOM ozipedephe
KaMHel B )KEITYHOM ITy3bIpe He OOHApyKHMBAIOT,
Yy HUX TIOCJIE CIUIEHIKTOMUH XOJIELMCTIKTOMUS
OKa3bIBAET HEHY>KHOM.

B ciuywasx OepeMEHHOCTH Y >KEHIIHH,
CTPa/IAlONIMX HACIEJCTBEHHBIM MHKpochepo-
IIUTO30M, TPH KOMIIEHCHPOBAHHOM TE€MOJIH3E
Y OTCYTCTBUU BBIPRKEHHOW aHEMHH MOXKHO
COXpaHUTh OEpPEeMEHHOCTh, HE Tpuleras mpu
3TOM K KeCapeBy CEUYCHHUIO.

[IepenuBanue 5pUTPOLIUTHON MACChI JOTK-
HO MPOBOJIUTHCS CTPOTO MO KU3HEHHBIM IOKa-
3aHUSAM — JIMIIb BO BPeMs TSKEJIBIX TeMOJIUTH-
YECKUX U alIACTUYECKUX KPHU30B, a TaKXKe MPH
peskoii crenenn aneMuu. KoHcepBaTuBHas Te-
pamusi HacJlIeICTBEHHOTO cdeponnTo3a Hedd-
¢dextuBHa. JIUIe TP IMMYHHOM KOMITOHEHTE
reMoJIh3a IOJIE3HO MPUMEHEHHE HEOOIBIINX
J103 KOPTUKOCTEPOUAHBIX TOPMOHOB. [Ipornos
OTHOCUTENBHO OnarompusareH. MHorue 00Jib-
HBI€ JJO)KMBAIOT J0 CTAPOCTH.

HacseacTBeHHBI €cTOMATOLUTO3 — JI0-
MUHAHTHO Haclieayemas aHoMmaius (popmMbl
SPUTPOLNTOB, WHOTIA OCIOKHAIOMIAsCS BHY-
TPUKJIETOYHBIM TeMmonm3oM. Cama 1o cebe
aHoManus rnporekaeT 6eccumnTomHo. [larore-
HE3 TeMOJMTHYECKOTO CHHAPOMA aHAJIOTMYeH
TAKOBOMY IIPU HACJIEACTBEHHOM C(EpOLUTO3E.
Brigenstor 3 BappaHTa CTOMaTOLUTO3A.

CromanmTo3 1. I'en EPB72, nokanuzamus
9q33.2. Myranus reHa ctomaruHa (BHYTpEH-
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HHAN Oellok MeMOpaHsbl dpuTporuTa). KimmHu-
YECKU BBIPAXKAETCsl FEMOJIUTUUECKOM aHEMHUEH,
cromaronuTo3oM. JlaboparopHo: yKopoueHHE
BPEMEHU LUPKYISIIUU SPUTPOLUTOB, UX YBE-
JUYCHHAsT OCMOTHYECKAasi PE3UCTCHTHOCTD,
YBEIMYCHUE COJCP’KAHUA BHYTPHUKICTOUHOTO
COZIEPKaHUSI HIOHOB HATPHSL.

Cromanuro3 II. Kiuanuecku: remouu-
THYECKass aHEeMHs, CTOMAIlUTO3, XOJCIIUTHU-
a3, mepuoandeckas >xentyxa. JlaboparopHo:
YMEHBIICHHAs] OCMOTUYECKAsl PE3UCTEHTHOCTh
SPUTPOLUTOB, YBEINYECHUE BHYTPUKICTOUHOTO
HaTpUsl.

Miller D.R. [8] onucan ciywait u3 ucTo-
puu OONBIION CEMbHU IIBEUIIAPCKOTO-HEMEII-
KOTO TIPOWCXOXKJCHHS, B KOTOpOW 3 cubca
OKa3aJiCh TOMO3WUTOTHBIMH " 50 mpyrmx —
reTepo3uroTHeIMU. Bee crpajganu  cromaro-
OMATO30M. Y TOMO3WTOT HaOIIOmamach TreMo-
JUTUYECKAasT aHEMHUsl, CHMIKEHHE OCMOTUYE-
CKOH XPYIKOCTH, MOBBIIICHUE KOHLIEHTPAIIUU
HaTpusi OBUIO OTMEUYECHO yBEIMYCHUE TEMITOB
HaTPUEBOro Hacoca. [ eTepo3uroTsl He UMETU
AHEMHUH, HO CTPAJaJIU KEeIUYHO-KaMEHHOW 00-
JIE3HbI0 U MEPUOAMYECKON kenTyxoil. Dop-
MHUpPOBaHME KaMHEH OTIMYAET CTOMAarTo-
nuto3 Il or apyrmx ¢opm cTomaromuTo3a
C TEMOJIUTUYECKON aHEMUEH.

CToMaTonuTo3  XOJOIOYYBTCBUTEIBHBIMH.
Knunudecku: remonutuyeckas aHeMusi, CTOMa-
Tonuto3. JlabopaTopHo: ycuieHHe ayToremo-
TU3a ¥ YBEJIWYCHUE OCMOTHYECKOM PE3UCTECHT-
HOCTH sputponutoB mpu 5T C, XOI0I0BOI
FEMOJIU3, MPEIOTBPAIAEMbI  YMEHBILIEHUEM
pH, wiu yBennuenuem conepxxkanusi ATO.

OO0mas KIIMHUYeCKast KapTHHA TeMOJIUTH-
YECKOTO CHHJpOMa (CTOMATOIMTO3a) Xapak-
TEPU3YETCsI JKEATYXOMH, PETUKYIOLIUTO30M,
YBEJIIMYCHUEM CeJie3eHKU. B Omoxumum spu-
POIIUTOB OTMEYACTCSI BRICOKHE KOHIICHTPALIUU
HaTpUs U CHIKeHue ypoBHS kaius. Crienudu-
gecKasi 0COOCHHOCTh DPUTPOIUTOB TIPU ITOM
3a00JIeBaHNM — JBE CBOEOOpa3HBIC COCIHU-
HSIOIITUECS 10 KPasiM KIIETKU JIMHUH B 00JIACTH
LIEHTPAJIbHOTO TPOCBETIICHUS SPUTPOLIUTA.
Onu npupart emy GopMmy pra, OTCIOIA U Ha-
3BaHUE aHOMAJIUH.

Jleuenue. IIpyu BBIpa)KEHHOM I'€MOJIMTHYE-
CKOM CHHJIPOME — CIJICHIKTOMHS.
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