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Cnmcok cokpameHniu
EMA - 303uH-5 manenmuna
MCHC — cpenHsst KOHIIEHTpalus reMOrJao0MHA B 3pUTPOLIUTAX
MCHCr - cpenusis KOHLEHTpaLUs FeMOrJI00rMHA B PETUKYJIOLUTAX
MCV - cpennuit 00beM 3pUTPOIIUTOB
MCVr — cpennunii 00beM peTUKYIOLUTOB
SDS-PAGE - snektpodopes 6e1KoB B MOJIMAKPUIAMUTHOM Telie
['A — remonuTHYeCKas aHeMHUSI

HC — nacnencrBennsiit cheporuros



Beenenue

Hacnencteennsiit cepountos (HC) - rereporennas rpynna 3a0oJieBaHUM,
MOpAXAOUIUX HAPUTPOUUTHL. WX o0umuMH dYepTamMu SIBISIOTCS CTPYKTYpPHBIE
nedeKkTbl MeMOpaH, KOTOpble MPHUBOAAT K YXYALIEHUIO Je(hOpMUPYEMOCTH
sputpountoB.  KinuHMueckue  MposiBICHUS ~ 3a00JieBaHUSI C  BBICOKOM
Baprua0eNbHOCTHIO 3aBUCIT OT MyTallMii T€HOB, KOJUPYIOUIUX MEMOpaHHbIC OCIIKH,
UX Pa3IUYHBIX (PYHKIIMOHAJIBHBIX TMOCIEACTBUNA M COOTBETCTBYIOIIETO CIIOCOOA
HacjegoBaHus. bose3Hs BriepBhie OblIa onrcana Bo BTopoi mojgoBune XIX Beka. B
1900 rogy Ockap MUHKOBCKUN OMYyOJMKOBAd CBOM HAOJIIOJACHUS O CEMEHHBIX
cinyyasix 3a0oneBanusi. HC OTHOCHTCSI K BPOKJICHHBIM T'€MOJUTUYECKUM aHEMUSIM
("A), Ha3BaHHBIM B Y€CTh HAOIIOJaeMbIX C(HEPOIUTOB B Ma3Ke KPOBH.

bonesnr Munkosckoro-llloddapa sBasiercs Haubosiee pacnpocTpaHEHHOU
HACJICJICTBEHHOW MeMOPaHOOYCIOBICHHON MeMOJIUTHYECKOM aHEMHUEH C 4acTOTON
BcTpeuaemoctu 1-5 Ha 10000 yenosek. HacnenoBaHnue yaiie sBiIsieTCsl ayTOCOMHO-
JOMUHAHTHBIM U TPOSIBIISIETCS] IpUMEpPHO B 75% cilydaeB, peako HaOII0aroTCs
CJIy4au CIIOHTAHHBIX MyTalluil ¥ ayTOCOMHO-PELIECCUBHOIO TUIIA HACIIETOBAHMUS.

Oc00eHHOCTH CTPOEHUSI IPUTPOLIUTOB

OputporutapHas MeMmOpaHa TMPEACTaBIAET COOOM CIIOXKHYIO CTPYKTYPY,
COCTOSIIYIO U3 OU(OCHONTUIUIHOTO CJIOS U BCTPOCHHBIX B HET0 OEJIKOB, a TakK)Ke Ha
BHYTPEHHEH  IOBEPXHOCTH MEMOpaHBl  pPacHOJIOKEH  OC€JIOK  CHEKTPHH,
bopMUPYIOIIMI OCHOBHON ITUTOCKENIET KJICTKH M B3aHMMOJCHCTBYIOMIETO C
[IUTOIUIA3MATHIECKUMU U MEMOpPAaHHBIMU TOMEeHaMU. AHUOHHBIE (OCHOIUTINIBI BO
BHYTPEHHEM JIMIIUJIHOM MOHOCIJIO€ B3aUMOJIEMCTBYIOT HAMPSIMYIO CO CKEJIETHBIMU
OellkaM¥ CTIEKTPHUHA, 3TH B3aUMOJICHCTBUS CTIOCOOHBI MOTYJIMPOBATH MEMOPAHHYIO
¢ynkiuio. Tlomumo Qocdonunuaos, spuTporuTapHas MeMOpaHa COIEPKHUT
OombIryto manens 0eakoB (0osee 50 TpaHcMeMOpaHHBIX U 10 CKENETHBIX), KOTOPHIE
B3aUMOJICHCTBYIOT JIPYT C APYrOM, U KOTOPbIE OTBEYAIOT 32 AHTUT'€HHbIE CBOWCTBA
OPUTPOIUTA, TPAHCTOPTHYIO (YHKIIMIO M MEXaHWUYECKHE CBOWCTBA MEMOpPaHBI

3PUTPOLIUTOB.



OpuTporuTapHas MeMOpaHa — 3TO JUHAMHUYECKasi CTPYKTypa, MO3BOJISIOIIAs
KJIeTKe Ae(OpPMUPOBATHCS, UTO B KOHEUHOM CU€Te€ HEOOXOIUMO JJIsl TIepeceUeHuUs
COCYJIUCTOTO  pycjia, BBHIMOJHSASA CBOKO (DYHKIMIO JIOCTaBKU  KHUCIOPO/A.
CtpykTypHasi OpraHu3anus pa3JIudHbIX MEMOpaHHBIX KOMIIOHEHTOB OTBEYAET 3a
YHUKAJIbHBIE OCOOCHHOCTH OSKCTEHCUBHOW JedopMalvi UM MEXaHHYECKYIO
CTaOMJIBHOCTh MEMOpPaHbl, HEOOXOJIUMBIC JJIS BBITOJHEHUS (PU3HOIOTHUECKUX
¢yHkuuit B Teuenue noutu 120 auei.

N3menenHass MemOpaHHasi oOpraHuzaiusi Hu3-3a Pas3JIMuHbIX OEJTKOBBIX
ne(EeKTOB OTBETCTBEHHA 3a OOJBIIYIO TPYIIY SPUTPOIMTAPHBIX PaccTpoicTB. B
JOTIOJIHEHHE K WX (YHKIIMU B KA4eCTBE CTPYKTYPHBIX O€JIKOB, pa3IMYHbIC
MeMOpaHHbIe O€JIKU UTPAIOT JIPyrre BakKHbIC () YHKIIMOHATBHBIC POJIH, TAKUE KaK:

1. TpancnoptHas ¢yHkIus (TMEpEHOCYMK aHUOHOB, akBamopuHl -
nepeHocunk  Boanl, GLUTI - mnepeHocuuk T1a0Ko3bl U L-
neruapoackopOrHoBoi kucioThl, Kidd - nepenocunk moueBunbl, RhAG -
nepeHocurk raza CO2, pa3nuyHble KATUOHHBIE HACOCHI U TPAHCIIOPTEPHI);

2. Mounexynsl aaresun (ICAM-4, Lu/ BCAM, CD36, 04 u 1 uaTerpUHsb);

3. AnTurennple ¢GyHKOUU (AHTHTEHBI TPYIIBI KPOBH) W  KJIETOYHBIE
CUTHAJIbI, TaKHE KaK [2-apeHepruuecKuii perenTopshl.

JIBa OETKOBBIX KOMIUIEKCA CIY)KaT JJIs NMPUKPEIJICHUSI CKeJleTa MeMOpaHbl
CrieKTpuH / akTuH K (dochoaunuaHoMy OHCIIOW: aHKHPUHOBBIM KOMILUIEKC |
kommuiekc 4.1R. Tlotepss cBsA3eld MeXIy CKEJIETOM Ha OCHOBE CHEKTpUHA U
JUTUAHBIM OMCIIOEM MPHUBOJUT K TIOTEpE MEMOPAHHOW KOTE€3UU M K 00pa30BaHUIO
cheporuToB.

KinHuko-0noornyeckas 0Co00EHHOCTD

HC MosxeT ObITh BBISIBIICH B paHHEM JIETCTBE, JaKe B HEOHATATLHOM MEPUOJIC
WM BO BpeMsi OepemeHHocTH Tipu Tskenbix ¢popmax ['A. Tpuana nmpusnakos ['A -
OJIETHOCTD, KENTYITHOCTh KOXKHBIX MOKPOBOB W CIM3UCTBIX M CIUICHOMETAJHSI,
SABJISIIOTCSE OCHOBHBIMU TiposiBieHusMu U nipu HC. XKentyxa moxeT ObITh HanboJee
JUArHOCTUYECKA 3HAYMMOW Yy HOBOPOXKACHHBIX  (CIUIGHOMETrajausi 4acTo

OTCYTCTBYET) U MOKET IMOTPEOOBATH MEPEIUBAHUS IPUTPOLIUTAPHON MACCHI, YTOOBI



n30eXKaTh SAEPHOM KENTYXH, HO 4Yalle BCEro JIOCTaTOYHO (OTOTEpamuH s
ynanenuss u30biTka OwinpyOuna. Tsoxensie ¢opmsl 'A nmpu HC Bctpeuarorcs
penko. Y neTell paHHEro BO3pacTa W B3POCIHbIX Kiacchueckas Ttpuana ['A mMoxer
OTMEYATHCS C KAMHSAMMU JKEITYHOTO ITY3BIPS.

I'emonuTnueckne  KpU3UCBI ~ TOBTOPSIIOTCS ~ Yamle B KOHTEKCTE
MHTEPKYPPEHTHBIX MH(pEKIU. Peaxo BCTpeuyaroTcs anjacTUYeCKue KPHU3bl, UTO
MOKET NPUBECTH K 3HAYMTEIBHOMK CHM)KEHHMIO KOHIIEHTPAllMW T€MOIJIOOMHA |
TpeOyeT nepeiarBaHusl IPUTPOLMTAPHON Macchl. Peako BcTpeyaroTcsi ceplieyHo-
COCYJUCTBIE OCJIO)KHEHUSA, DKCTPaMEIyJUISIPHBIA TE€MOI033 WA BTOPUYHBIN
reMOXpOMaTo3.

VY mamueHTOB C Jierkoil ¢popMoit 3a0o0sieBaHMs, KOTOPbIE HE MOJBEPraKCh
CIUIEHPKTOMHUH, COCTOSIHHE XPOHUYECKOTO0 T€MOJIM3a MOXKET TaKK€ MPUBOJNUTH K
aKTHUBAallUU HKCTPAMENYJUISIPHOTO KpPOBETBOPEHUS C KIMHUYECKOW KapTUHOMU
BHYTPUTPYJIHBIX, TapaBepTeOpaTbHBIX OITyXOJIEH.

IToaTBep:KIeHUE TUATHO32 HACJEACTBEHHOr0 cdepouuTosa

TmarensHoe oOcneoBaHME Ma3ka KpPOBU C HaJIUYUEM c]eporuTapHbIX
APUTPOLIUTOB 00BIUHO MoaTBepkAaeT nuarHo3 HC. CemeliHblii aHaMHe3 1O MOBOAY
HC, criiieHsKTOMUY U XOJMEUCTIKTOMUN TaKKE MOKET ObITh OYEHB MOJIE3HBIM JIJIS
JUATHOCTUKH, TaK KaK CPepOoLUTAPHBIC IPUTPOIUTHI TAKXKE SBIAIOTCS MPU3HAKOM
onpenesieHHOW (POpMBI ayTOMMMYHHBIX T€MOJIMTHUECKUX aHeMui. KimnHuueckue

nposiBiaeHus HC cuiibHO BapbUPYIOTCS OT OUEHB JIETKOM 110 Tsixkenoit (Tadnuma 1).

Tabnuna 1. HacneacTBeHHBIN cPeporinTo3: KIMHUYECKUE (DOPMBI.

Jlerkast opma | Cpennersikenas | Tsokenas popma | OueHp  Tskenas
dbopma dbopma
I"'emorno6ux Hopma >80 r/n 60-80 r/n <60 r/n
Perukynonutel | <6% 6-10% >10% >10%
bunpyOun 17.1-34.2 >34.2 34.2-51.3 >51.3 MMOJIB/MIT
MMOJIb/MJI MMOJIb/MJI MMOJIb/MJT
Ma3sok KpoBu Maro Ccdeporuros Cdeponutos Mukpocdeponuros
cheponnuToB Y IOWKHJIOIINTO3
Ocmotnueckas | HopmanbHas Huskasn Huskas Huskas
YCTOWYMBOCTh | WJIM HU3KAs
CBEXKEU KPOBHU
OcMmotunueckas | Huszkas Huskas Huskas Huskas
YCTOMYUBOCTh




nociie

MHKYyOanuu

Crnnenskromus | Penko Enunnynsle V nereii crapuie | Y nereit crapuie 2-
ciydyaun 5 ner 3 ner

Tpauchyzun 0-1 0-2 bonee 2 Perynsipusie

OM

SDS-PAGE Her Sp, Ank + Sp, | Sp, Ank + Sp, | Sp, Ank + Sp, band

(OenKoBBbIit band 3, protein | band 3 3

nedekr) 4.2

Hacnenosanue | AyrocomHo- AyTOCOMHO- AyTOCOMHO- AyTOCOMHO-

JOMHUHAHTHBIA | TOMUHAHTHBIM, | JOMUHAHTHBIA, | pPELIECCUBHBIN

CIIOHTaHHas CIIOHTaHHas
MyTanus MyTanus

Kak cnencteue, aHeMusi MOXKET BapbUPOBATHCS OT MOJHOTO €€ OTCYTCTBHUS J10
JIETKOW WJIM TSKEJIOW CTENEHU C KOJUYECTBOM PEeTHKYJonuTo30M. OOpamiaer Ha
ce0ss BHUMaHHE TO, 4TO TOoibko y 35% HoBopoxaeHHbix HC nHabmomaetcs
yBenueHue petukyaonuToB 6osee 10%. CdepounutapHbie 3pUTPOLUTHI SBISIIOTCS
pPEe3yIbTaTOM YMEHBIIICHHOTO OTHOIICHHUS IMOBEPXHOCTH K OOBEMY, B IEPBYIO
ouepe/b CBSI3aHHOTO C TMOTepel IUIomaau MeMOpaHbl, YTO U €CTh OCHOBHAs
xapaktepuctuka HC. Iloteps momanu mnosepxHoctu npu HC oOycnonena
HapyIIeHUEM BEPTUKAJIbHBIX CBsi3ed MeXAy (GOCHONUNUIHBIM OHCIOEM U
MEMOpaHHBIM ~ CKEJIETOM. YMEHBIIIEHHWE IUIOMIAd TOBEPXHOCTH  SIBISETCS
PU3HAKOM KaK PETHKYJOIUTOB, TaK U 3pelibiX apuTporutoB mpu HC.

Cpennuit  06bem sputpouutroB (MCV) ymenbinaercs BapuaOeIbHO C
HauOOJBIINM  TIOHIDKEHHEM  TIOKa3aTessli Tpu  TsoKedbix  dopmax — u3-3a
3HAYUTEIBHOTO CHWIKEHUS COJIEPKaHHs CIIEKTPUHA B MEMOpaHE JPUTPOIIUTOB.
Baxno otmeruth, uto MCV petukynouutroB (MCVr) Takxke yMeHbIIAeTCS B
3aBUCUMOCTHU OT TSXKECTH aHEMUU. JTOT IMOKA3ATElb SBIISIETCS BCIIOMOTAIOLIUM MIPU
mud depennmansHoi quarsoctuke HC ¢ ayTOMMMyHHO#M reMOTUTHYECKOW aHEMUH,
MPU KOTOPO BO3MOKHO TOSBIICHHUE J1e(DOPMUPOBAHHBIX IPUTPOITUTOB B KPOBH, HO
He HaOmomaetcs cHmkennss MCVr.

Eme onHolt BaxkHOW 0C0O0EHHOCTBIO dpuTporutoB mpu HC sBusercs
JEruApaTaius KIeTOK, KOTOpasi MPOSBISIETCS MPOLIEHTOM KJIETOK C MOBBIIIEHHON

IJIOTHOCTBIO BemecTBa, nposiisieTcss B KAK yBennueHueMm CpeHEro 3Ha4YeHUsd



KOHIICHTparuu remorioouna B sputporure (MCHC) >36 r/am  3penbix
SPUTPOIIUTOB, a Takxke pertukynoruToB (MCHCr).

[TannenTs ¢ cemeitnbiM anamHe30M 10 HC u tunnunasiMu niposiBinenusamu HC
(reMonutHueckass anemusi ¢ BbIcOKMM ypoBHeM MCHC, BbICOKMM OpOLEHTOM
KJIETOK C MOBBIIIEHHOH MJIOTHOCTHIO > 4%, cepouuTapHbIMU KIETKaMU B Ma3Kax
KpoBH) HE TpeOyeT MOMOIHUTEIbHBIX METOJIOB JUArHOCTUKU U SIBIISIOTCS
JIOCTAaTOYHBIMH JIJIs1 MOCTaHOBKHU AuarHo3a HC.

B tex cnyuasx, xorga nuarno3 HC He odeBumeH (OTCYTCTBHE CEMEHHOTO
anamue3a HC, oTcyTcTBHE BBIPQ)KEHHBIX KJIMHUYECKUX MPOSBICHUHN, B TOM YUCIIC
HOpMaJIbHasi ~OCMOTHUYECKass YCTOWYMBOCTh TIPU  TMPOBEJCHUM TecTa W
HEBBIPAKEHHBIN TEPUITUT jKelie3a, KOTOPBIA MOXKET 3aMacKUpPOBaTh HE NMPUBOJIUTH
K YBEJIMUCHHUIO PETUKYJIOIUTOB), TPEOYETCS pacIIUPATh TUATHOCTHYECKYIO MMaHEh
U Tpuberatb K MOJICKYJSIPHO-TEHETUYECKUM METOJaM HCCIEOBAHUS TOCTe
UCKJTIOYEHUS IPYTUX BUIOM aHEMUH.

B kadectBe mnepBOW JHMHM JUAarHOCTHUKKA MOET BBICTYyNaTh TECT Ha
OCMOTHUYECKYIO YCTOMYMBOCTh. OJHAKO YyBCTBUTEIBHOCTH IAHHOTO TECTa JUIs
JTMAarHOCTUKU SBJISIETCS] HU3KOM (68% miist TecTa Ha cBexeu kpoBH, 61% nisa tecta
Ha jau3uc rimnepuHa u 91% musa tecra Pink). Iy 1MarHOCTUKY MOTEPH IUIOIIAIN
MOBEPXHOCTH HCIONB3YeTCA albTePHATUBHBIN TecT s auarHoctukun HC —
MapKHpPOBKa JPUTPOLMTOB C KpacureiaeM 503uH-5 manenmugom (EMA). EMA
KOBaJICHTHO CBSA3BIBACTCS C OelKaMu MeMOpaHbl SPUTPOIUTA, CIOCOOCH
oboHapyxuth HC ¢ uyBcTBUTENBEHOCTBIO 92,7% U1 cnienuduanoctsio 99,1%.

Monekynspasie  neekTbl,  OTBETCTBEHHbIe  3a  passutue  HC,
oOHapyxuBatoTcsi ¢ momombio SDS-PAGE »snexktpodopesa, MpoOBEISHHOTO Ha
APUTPOIUTAX U3 CBEXEH KpoBH. Pexomenayercs ucnonb3oBath SDS-PAGE:

1) xkorna knunndeckuii penorun ['A Oonee TsKembIi, YeM IpeacKa3aHo Mo
MOP(OJIOTUN FPUTPOITUTOB,

2) korga Mopdonorust SpUTPOIMUTOB SIBIsETCS Oojiee HapYIIEHHOH, yeM
MPEACKA3bIBAJIOCh O Ma3KaM POJAUTEIBCKON KPOBH, T/I€ OJMH U3 POJIUTEINICH, KaK

n3BecTHO, 6osien HC,



3) ecm AMArHO3 HESICEH;

4) B m1000M ciy4ae A0 CIUICHIKTOMHHU, 4YTOOBI HM30€XaTh OHMIMOOYHOTO
IUarHoza, OcCoO€HHO TNpu crTomaTouuTro3e. B 3ToM mocinegHeM ciydae
CIUIEH3KTOMHS MPUBEJIET K JIETAIbHOMY TPOMOO3y, U CTPOTO IPOTHUBOIIOKA3aH.

B nHacrosimiee BpeMst pyTHHHBIN CKPUHUHT Ha MYTaIldU MIPH yCTaHOBJICHHOM
JMarHo3e HEe PEKOMEHJI0OBaH, 0ojiee TOro, 3HAHUE MOJIEKYJSIPHOrO AedeKTa He
BIMSET Ha KIuHU4eckyto kaptTuHy HC 1 He HeceT HuKakoi 1osie3Hoi nHpopmaiuu.
[uTonornyeckoe MHUKPOCKOIMYECKOE HCCIEAOBAHME Ma3Ka KpOBHU SIBISIETCS
HaubOoJee BaxHbIM 1marom st auarnoctuku HC 1 Bcex HapyleHuid SpUTpOILUTOB.

JAuddepeHunanbHass IMATHOCTHKA

HuddepennnanbHy0 JUarHOCTUKY TUIIEPPETreHEePaTOPHON, HOPMOXPOMHOM
aHemuei co chepolurTaMi MOKHO TIPOBOJUTH C BPOXKACHHBIM U MPUOOPETEHHBIMU
HApYIICHUSMHU, TAKUMH KaK:

1. HacnenctBeHHBIN AITUNITOIMTO3: pe3yiIbTaThl 0a30BOM THArHOCTUKH
BeCbMa HJEHTHYHBI TeM, KoTopble oTHocsitcs kK HC, omgHako ocMoTuueckas
YCTOWYMBOCTh DJPUTPOIIMTOB OyAeT HU3Kas Mpu Oojiee TsKENbIX (popmax
3a0oneBanus. Pemarommm sBaseTcs MUKPOCKOMUYECKUN aHAIU3 Ma3ka KpoBHU. To
K€ OTHOCHUTCS M K CHEpPOLUTAPHOMY IIUIUNTOIUTO3Y, MPU KOTOPOM CQEPOIUTHI
HAXOSATCS PSIZIOM C AJUIANITOIIUTAMH.

2. HacnenctBennsii  mupomnoikuionuro3.  IlaTodusmonorundeckum
OCHOBAHHUEM SIBJISIETCSI TOMO3UTOTHOCTh AHOMAJIMM CIIEKTPUHA C MOJOXKHUTEIbHBIM
CEMEHHBIM aHAMHE30M HacCJIEICTBEHHOI O AunnTonuTo3a. IIporounas nuromerpus
(EMA) mnoka3biBaeT 3HAUYNTEIHHO CHIKECHHYIO CKOPOCTH CBSI3BIBAHUS KPACHTEIIS,

anajnornunyto HC. Pemaromee 3HadeHre nMeeT MOP(HOIOTHIECKOES HCCIICIOBAHUE



Ma3KOB KPOBH M, B OTIMYHME OT JIPYrMX MEMOPaHO3aBUCHMBIX 3a00JICBaHMI,

BBIpa)KEHHOE CHIKeHne 3HaueHud MCV.

3. HacnencrBennble neekTbl KaTHOHHON MPOHUIIAEMOCTH MEMOpaHBI

SPUTPOLUTOB: NU(epeHIalbHas TUarHoCTUKa rpeacTasiena B Tabmune 2:

Tabnuua 2. HacnenctBenHble 1eeKThl MPOHUIIAEMOCTH KATUOHOB Yepe3
MeMOpaHy 3pUTPOLUTOB.

CromMaronuTo3s ¢ Kpuoruaponuros | Cemeitnas Kcepomucros

KJIETOYHOM [ICEBJO-

runepruipaTanuen TUTIEPKATUEMUS
I'emomutuueckas | Ot ymepennoit 1o | Ot nerkoi 1o Her nmub6o Ot nerkoit
aHeMus TSKEII0N YMEPEHHOMN Jerkas iy}

YMEPEHHOMN
MCV (80 - 100 110-150 90-105 85-105 85-120
i)
MCHC (32 - 36 24-30 34-38 33-39 34-38
/1)
DPUTPOLUTHI 110-140 75-105 87-109 75-99
K+ u Na+
(95-110 mmol/L)
OcMoTunueckas Huskas Hopmanbhas IToBbIIEHA [ToBbiIeHa
YCTOWYUBOCTD a100 yMEpEeHHO
CHIDKEHA

OtBeT Ha Xopoumi [Tmoxoit He Tpebyetcs [Tnoxoit
CIUIEHAIKTOMHUIO

A) HacnenctBeHHBI CTOMATOLMTO3: OMNATh k€, Ma3Kh KpPOBH HMEIOT
peliaroliiee 3Ha4YeHUe B Cly4ae 3TOro OYeHb pesikoro 3adoieBanusi. CIIEHIKTOMUS
4acTo HeA(D(PEKTUBHA U 3aTPYAHEHA C TOBBIIIEHHBIM PUCKOM TPOMOOIMOOIMYECKUX
OCJIOXKHEHUW. XpaHeHue o0pa3lloB KPOBU Yy MAIMEHTOB C HACJIEIACTBEHHBIM
CTOMATOITUTO30M B TeueHue 2 4acoB Mpu 4°C OOBIYHO MPHUBOJIUT K YBEIUYCHHIO
ceIBOpoTOYHOTO Kamus u ysenmuueHuto MCV, torna kak MCHC nHopMmanmu3zyeTcs.

b) HacnencrBeHHbIit TaKXXK€  Ha3bIBaCMBINA

KceponuTo3  (paHee

ACTUAPATUPOBAHHBIM HaCJICACTBCHHBIM CTOMaTOHI/ITOSOM). KonunuectBo



MATOJOTHYECKHUX KJIETOK KPOBU B OOJBIIMHCTBE CIIy4aeB HE3aMETHO, CTOMATOIIUTHI
U OXUHOUUTH penku. OcMOTHYECKas YCTOWYHMBOCTH CJIETKa TMOBBIIICHA.
Crenskromusi Hed(pPEeKTUBHA M MPOTUBOMOKA3aHa H3-3a TMOBBIIMIEHHOTO PHUCKa
TPOMOOIMOOTMYECKUX OCIIOKHEHUM.

Taxxe HE00X0UMO MPOBOAUTH AU (PEepeHInaTbHYIO IUATHOCTUKY C TAKUKHU
NPUOOPETEHHBIMU COCTOSTHUSIMH, KaK:

- AyTOMMMYHHAasi T€MOJIMTHYECKas aHeMHs, 0COOCHHO peakue (OpPMBI C
oTpunareabHbIM TecToM KymbOca;

- MukpoaHruonaTu4eckasi TeMOJMTHIECKasl aHEMHS,

- 'emonuTHYECKO-ypeMUYECKUN CUHIPOM;

- 'unodocdaremus;

- 'emonm3 TokcHyeckoi nau HHPEKITMOHHOHN 3THOJIOTHH.

Tepanus HacJieACTBEHHOT0 cpeponuTo3a

He cymectByer cnenuduyeckoir tepanmuu HC. HaubGonee sddextrBHA
NaTOreHEeTUYeCKass Tepamnusl - CIUIEHIKTOMHUS. XOJEIUCTIKTOMHUS TOKa3aHa IpH
KEITYHOKAMEHHOMN OOJIE3HHU.

CruieHPKTOMUSL 9acTO CIOCOOCTBYET YCTPAHEHHIO aHEMUU U PETrPecCUu
MOBBIIEHHBIX Onoxumudeckux mnapameTpoB ['A. CmiieHdPKTOMHS B OCHOBHOM
MoKa3aHa B JIETCKOM BO3pacTe, HO, €CIM BO3MOXKHO, HE DPEKOMEHIyeTcs ee
NpoOBEIEHNE JI0 IIKOJABHOrO Bo3pacta. CIJIEHAKTOMHS — TakkKe JOJDKHA
paccMaTpuBaThCsl Yy  B3pOCIHBIX C  CHUMITOMAaTHYECKUM  3a00JIEBaHUEM.
CIIeHIKTOMUS  SIBISIETCS BapUMaHTOM JUIsL B3POCIBIX C AKCTpaMeqyJUISIPHBIM
KpoBeTBOpeHHeM. OcTaeTcst OTKPBITHIM BOIIPOC, OTCTYMHAET JIU 3KCTpaMe Iy UIIpHBIN
reMoI1033 nocie 3toro. Eciu reMonus coxpaHsieTcs mocie CIVIEHIKTOMHHM, JTUarHo3
HE0OXO0IMMO TIEPECMOTPETH.

[TokazaHus K CIUICHIKTOMUU CIIEAYIOIHE:

- TshKenas (oopMa B BO3pacTe He paHee 3 JeT;

- cpenHeTspkenas popma B Bo3pacte 6-12 ner;



- Jerkas (opMa — MNpU HAIUYMM KaMHEW B JKETYHOM My3bIpe MpHU
OJTHOMOMEHTHOM BBINIOJHEHUH CIUJICHAKTOMUU U XOJEHUUCTIKTOMUU B JIHOOOM
BO3pacTe crapiie 6 JIeT;

- IPY BBICOKOM OMIIMPYOUHEMUHU U PETUKYJIOIIUTO3E MPU HOPMAIBHOM YPOBHE
remMorjio0MHa B Bo3pacte crapumie 6 et (aid NpeJoTBpPALEHUs pa3BUTHS
YKETYHOKAMEHHOM O0JIe3HN).

Puck ocioxxeHuil CIJIEHAKTOMHM 3aKII0YAETCS B MOCECTBUSIX ONEpallUN: B
TEUEHUE BCEU KU3HM YBEIMYMBACTCS YaCTOTa TSKEIbIX WHEOEKIHUM, OCOOCHHO
00yCJIOBJICHHBIX IMTHEBMOKOKKOBOM (uiopoit co cmeptHocThio 0,1 - 0,4%. Puck
yYMEHBIIIAeTCSl MyTEM YaCTUYHOM, a He MOJHOM cruieHdkToMuu. CyOToTasbHas
CIUICHAKTOMHUSI pekoMeHayercs mnamueHTam ¢ HC. V manueHToB ¢ TsHKENIBIM
BapUaHTOM 3a00JICBAaHUS MOXKET COXPAHSITHCSI aHEMHUECKUN CUHIPOM, OCOOCHHO B
cirydae 0oJiee CIIOXKHBIX JIePEKTOB CIEKTPHHA. J[0 U TOCIie CTUIEHIKTOMUU JOJIKHBI
COOIOaThCS PEKOMEHJAIMU OTHOCUTEIBHO TPHUBUBOK: IMEpea IMPOBEICHHUEM
CIUICHITOMUU BCE€ MALMEHTHI IOJDKHBI OBITh BaKIIMHUPOBAHBI B MOJHOM 00bEME B
COOTBETCTBUM ¢ HalmoHanbHBIM KalleHAapeM IMPUBHBOK, a TaKXKE IPOTHUB
ITHEBMOKOKKOBOM, MEHUHIOKOKKOBOW U reModuyibHON Tunt B nndexmii.

ConyTcTByIOIIME OCJIOXKHEHUSA  (alJIaCTUYECKUH  KpW3, XOJIecTa3 H
KEITYHOKaMEHHas O0Je3Hb, TSKENash aHeMHs, TeMOCHUJEPO3) JieyaTcsl COTJIACHO
OOIIIMM TIPUHITUIIAM COTJIACHO PEKOMEHAAIMAM U He TPeOyIOT COOIOICHHS KaKHUX-
00 MOTIOTHUTENIHHBIX ACTICKTOB.

3akirouenue

B crpykrype remonutuueckux anemuii HC 3aHnmaeT 3HauMMoe MeECTO.
[IporHo3 >KuW3HU SBISETCA TMEPEMEHHBIM M 3aBHCHUT OT TSKECTU 3a00JeBaHUA U
MOOBIX CBSI3aHHBIX C HHM OCIIOXHEHUH. B OonbIIMHCTBE Clly4aeB TOCIe
MPOBEJCHUS OINEpald KayeCTBO KU3HHM MAIMEHTOB 3HAYUTEIBHO YJIy4YIlAeTCs.
Heob6xonumo TmatenbHO MpoBOAUTH UG (hepeHITnaIbHY 0 TUarHOCTUKY C APYTHMH
dbopmamu ['A, 4TOOBI YETKO OMPENENUTHCS C TAKTUKOM M M30eKaTh HEHYKHOM

oTiepaIium.
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