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1. MeToaoJi0orus

MeTo/bl, UCTIOJIb30BaHHbIE [IJ151 CO0pa/cesieKIUH J0Ka3aTEbCTR:
MIOMCK B 3JIEKTPOHHBIX 6a3ax JaHHbBIX.

OnucaHue METO/0B, UCTIOJIb30BAHHBIX [I/151 COOpa/cesieKIUU J0Ka3aTeAbCTB:

JloKa3aTeJbHOW 6a30U /i peKOMeHJAalUM SBJATCA NyOoJIMKalMM, BOLIeJlINe B
KoxpaliHoBckyto 6ub6sMoTeKky, 6a3bl gaHHbix EMBASE uw MEDLINE. 'my6una noucka
cocTaBJisijia 5 ser.

MeTo/bl, NCTI0/Ib30BAHHBbIE JJIS1 OLleHKH Ka4yeCTBa U CUJIbI J0Ka3aTesIbCTB:

e KoHceHcycC 3KkCcniepToB;

e OlleHKa 3HAYUMOCTH B COOTBETCTBUM C PpPEWTHHIOBOM cxeMod (cxema
npuiaraeTcs).

PeiiTuHroBas cxema /iJisl OlleHKU peKoMeHJalui (Tabuauna 1)

YpoBHH OnucaHue
J0Ka3aTeJIbCTB
1++ MeTa-aHanu3bl BBICOKOTO KayeCcTBa, CUCTeMaTH4iecKue 00630pbl

PaHZOMHU3UPOBAHHBIX KOHTpOJUpyeMblX HcciaepoBaHui (PKH), waum
PKHU c oueHb HU3KUM PUCKOM CUCTEMATHUUYECKUX OLIUOOK

1+ KayecTBeHHO npoBeJieHHble MeTa-aHa/IM3bl, CUCTeMaTU4YeCKUe, WUJIU
PKHU c HU3KMM PHUCKOM CUCTEMATHUYECKHUX OLIMOO0K

1- MeTa-aHanusbl, cucreMatuyeckue, uau PKU ¢ BBICOKMM pUCKOM
CUCTEMATHUYeCKHUX OLIMOOK

2++ BbicokOKauecTBeHHble CHUCTeMaTU4YeCKHe 0030pbl MCCIAeJ0BaHUMN
CJIy4ar-KOHTPOJIb WU KOTOPTHBIX VCCJIeJOBaHU M.

BbicokokauyecTBeHHble 00630pbl UCCAEJ0BAaHUU CAy4al-KOHTPOJIb WUJIH
KOTOPTHBIX HCCJeJOBAHUW C O4YeHb HU3KUM pUCKOM 3PPeKToB
CMelllMBaHUS WU CUCTeMaTUYeCKHUX OUIMOOK UCpeJJHEW BEPOSATHOCTBIO
NPUYMHHOU B3aMMOCBS3HU

2+ Xopowmwo 1npoBeJeHHble HCCAEL0BAaHUA  C/Iy4Yau-KOHTPOJb WJIH
KOTOpPTHbIE UCCJIeZJOBAaHUSA CO CPEJHUM PUCKOM 3P PEeKTOB CMeIINBaHUA
WJIM CUCTeMaTHYeCKUX OLIMOO0K U cpe/jHell BEPOSATHOCTBIO IPUYMHHOMN
B3aUMOCBA3U

2- UccnenoBaHus cydyal-KOHTPOJIb UM KOTOPTHbIE UCC/AEJOBaHUSA C
BbICOKUM PHUCKOM 3P(EeKTOB CMeIIMBaHUS WM CUCTEMaTHYeCKUX
OIIMOOK U cpe/iHel BePOSITHOCTbIO NPUYUHHOU

3 He aHanuTuyeckue wucciejoBaHUS (HampUMep: OMHCAHUS CJIy4aesB,
cepuil ciyyaen)
4 MHeHUe 3KCIIepTOB

MeTo/bl, HCNI0JIb30BAaHHBIE AJISI aHA/IM3A A0Ka3aTeJIbCTB:
e 00630pbI ONYOJIHMKOBAHHBIX MeTa-aHAJIU30B;
e CucteMaTHuyecKue 0630pbl C TAOJIUIIAMU L0KA3ATEAbCTB.

OnucaHue MeTO/0B, HCII0/Ib30BaHHBIX /I aHAJ/IN3a J0Ka3aTe/1bCTB:

[Ipy oTb6ope mnybiMKaLUHK, KaK MOTEeHLHMaJbHBbIX HCTOYHUKOB J[i0Ka3aTeJbCTB,
VCII0JIb30BAHHAA B KaXK[OM MCC/IeJOBaHUM MEeTOJOJIOTUA U3ydaeTcd AJIA TOro, YTOOBI
y6equTbCca B ee BAJUJHOCTHU. Pe3ysbTaT H3yyeHUs BJMAET Ha ypOBEeHb J0Ka3aTeJbCTB,
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NpUCBavBaeMbId My6JMKALIMY, YTO B CBOIO O4Yepe/ib BJAUsIET Ha CUJIY, BBITEKAIOUUX U3 Hee
peKoMeHJal UK.

MeTogosioruueckoe u3ydyeHue 06a3UPyeTCcsl Ha HECKOJbKUX KJ/IOUEBBIX BOIMPOCAX,
KOoTOpble CHOKYCHUpPOBaHbl HAa TeX OCOOEHHOCTSX JAu3alHa HWCCIeJ0BaHHS, KOTOpbie
OKa3bIBAIOT CYylIECTBEHHOE BJIMSIHME Ha BaJMU/JHOCTb pE3yJbTAaTOB U BBIBOJOB. IJTHU
KJIIOUEBbIe BOMPOChl MOTYT BapbUpPOBaThb B 3aBUCUMOCTH OT THUIIOB MCCAEJ0BAaHUH, U
NpUMeHsIEMbIX BOMPOCHHUKOB, MCIIOJIb3yeMbIX JJisi CTaHJApTH3al[MH IMpoljecca OLEHKHU
nyo6JarMKalui.

Ha mpornecce olleHKM HECOMHEHHO MOXKeT CKa3bIBaTbCS U CyO'bEKTHBHBIN (aKTOp.
Jlng MUHMMH3aLWM NOTEHIHAJbHBIX OIIMOOK KaXkJoe HCCAejOBaHHE OlLIEHHBAJIOCh
HEe3aBUCUMO, T.e. 10 MeHbIlIed Mepe JBYMSI HE3aBUCHMbIMHU 4JieHaMHU paboyell rpyIibl.
Kakue-n1160 pasivyus B OlleHKaxX OOCYXKJAJIMCh y»Ke BCeW IpyImnoll B IMOJHOM COCTaBe.
[Ipy HEBO3MOXKHOCTHU JIOCTHXKEHUSI KOHCEHCYCA, IPUBJIEKAJICS HE3aBUCUMBbIH KCIEPT.

Ta6/1uLbI AOKA3aTebCTB:
TaGJIMIbI I0KA3aTeNbCTB 3aM0JIHSAINCH YIeHaMU pabo4yel rpyInsbl.

MeTo/pbl, MCII0/Ib30BaHHbIE AJ1s1 GOPMYTUPOBAHUSA PEKOMEH AALUIA:
KOHCEHCYC 3KCIIEPTOB.

PeiiTUHroBas cxema JJisl OLleHKHU CHJIbI peKOMeHJanui (Taéauuna 2):

Cumiaa OnucaHue

A [lo MeHbIlIeEW Mepe, OAWH MeTa-aHa/Iu3, CUCTeEMaTU4YeCKUi 0630p, uau PKH,
OlleHEHHbIe, KaK 1++ , HANpsAMyl NPUMEHHUMbIEe K 1|eJIeBOU MONYJALUU U
JLEMOHCTPUPYIOLYE YCTOUYMBOCTb pe3yJIbTaTOB

WU
rpynna /J0Ka3aTeJbCTB, BKJ/IWYawLasd pe3yJbTaTbhl MCCIEeLOBaHUH,
OlleHEHHble, KaK 1+, HaNpsIMyl MNpPHMEHUMble K LeJIeBOM NONyJALHAU U
JIEMOHCTPUPYIOLKE 001y YCTOMYUBOCTh Pe3y/AbTaTOB

B rpyInmna JjoKa3aTesbCTB, BKJIKYaKIlas pe3yJabTaThbl UCCJIEJOBAHUH,
OLeHEHHbIe, KaK 2++, HAlIPAMYIO IPUMEHUMBbIe K 1jeJIeBOX NONYJIALUU U
JIEMOHCTPUPYIOLIHE 001y YCTOMYUBOCTh Pe3y/IbTaTOB

WIn
3KCTPANoJIMPOBAHHbIE I0KA3aTEJbCTBA U3 UCCJIEJOBAHUMN, OLleHEHHbIX, KaK
1++ uau 1+

C rpynmna oKa3aTeJJbCTB, BKJIYAK0Ias pe3yJIbTaThl UCCIeJ0BAHUH,
OlleHEeHHbIE, KaK 2+, HAPSAMYIO IPUMeHUMbIe K 1[eJIeBOU MOMyJISIUU U
JIEMOHCTPUPYIOIHE OOLIYI0 YCTOWYUBOCTDb PE3YJIbTATOB;

WU

3KCTpaInoJIMPOBaHHbIE I0KA3aTEJbCTBA U3 UCCJIE0BAHUM, OLleHEHHbIX, KaK
2++

D Jl0OKa3aTeJIbCTBA YPOBHA 3 UJIH 4;
WU

3KCTpANOJMpPOBaHHbIE J0KA3aTe/bCTBA U3 UCC/IE/JOBAHUH, OIleHEHHBIX, KaK
2+

HWHauKaTopbl A06GpOoKayecTBeHHOM NpakTUkM (GoodPracticePoints- GPPs):
PekoMeHJyeMasi J00pOKauyeCcTBEHHAs: NPAKTHKA 0a3upyeTcss Ha KJIUHUYECKOM
ONbITE YIE€HOB paboyel rpynimbl o pa3paboTKe peKOMeHAaL .
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JKOHOMMYECKHH aHAJIU3:
AHa/M3 CTOMMOCTH He MPOBOJMJCA U NyOJUKALMUU 10 PpapMaKOIKOHOMHUKE He
aHAIM3UPOBAHCE.

MeToa Ba/inau3anv peKOMeHJaui:
- BHemHA4 sKcnepTHad OLleHKa;
- BHyTpeHHss sKcniepTHasi OlLl€HKa.

OnucaHue MeTO/Ja BaJIMAU3allM4 peKOMEeHAaLMi:

Hacrosaumpue pekoMeHJanu¥ B INpeJBapUTEJbHOU BepCHU ObLIM peleH3UpOBaHbI
He3aBUCUMBIMU 3KCIEepTAMH, KOTOPBIX MONPOCUJIN NMPOKOMMEHTUPOBATh INpex/Je BCEro
TO, HACKOJIbKO HWHTepIpeTalus J0Ka3aTeJbCTB, JIeXKALUX B OCHOBe pPeKOMeHJALUH
JOCTYIIHA JiJ11 IOHUMaHHU4.

[loslydeHbl KOMMEHTAapUM CO CTOPOHBI Bpadyeld NEePBUYHOrO 3BeHAa M Y4YACTKOBBIX
TepaneBTOB B OTHOLIEHUM JOXOAYMBOCTH H3JIOKEHUA DPEKOMeHJALUKW U KX OLleHKH
BaXKHOCTU PeKOMeH/lallMi, Kak pabo4yero HHCTPyMeHTa NOBCeJHEBHOM NPAKTHUKHU.

[IpenBapuTesibHas Bepcus Obla TakK >Xe HalpaBJieHA PeLleH3eHTYy, He MMeILeMy
MEeJULHUHCKOTO 00pa3oBaHMsA, [Jid T[OJy4eHUs KOMMEHTapueB, C TOYKHU 3peHHUd
NIepCIeKTHUB NalMeHTOB.

KoMMeHTapuy, mnosiydeHHble OT 3KCIEPTOB, TIIATEJbHO CUCTEMATHU3UPOBAJINChH U
ob6cyx/1a/IMch npesce/aTesieM U YileHaMu paboyeil rpynnbl. Kaxabli NyHKT 06Ccy»xAascs,
Y BHOCHMBbIe B pe3yJibTaTe 3TOr0 U3MeHEeHHUsl B peKOMeH/Jallui perucTpupoBaance. Eciau
’)Ke M3MEHEeHHWS He BHOCWUJIMCh, TO PETrUCTPUPOBAIMCH INPUYMH OTKasa OT BHeCEHUs
V3MEeHEeHUH.

KoHcy/ibTanya ¥ 3KCiepTHas OLleHKa:

[IpeaBapuTesibHas BepcHs OblIaBbICTaBJIeHA /i1 LIUPOKOTO OOCYKJAEeHHS Ha cailTe
HOJI'O, pgna Toro, 4ToObl JiMLA, He y4acTBYWOIMEe B KOHIpecce HMMeJM BO3MOXHOCTb
NPUHSATH yYacTHe B 00CY>KAEHUU U COBEPILIEHCTBOBAaHUN PeKOMeHJalH .

[IpoeKT pekoMeHJalUK ObLJI peleH3UPOBAH TaK K€ He3aBUCHMbIMU 3KCIIEpTaMH,
KOTOPbIX MOMNPOCHUJM NPOKOMMEHTHUPOBATH, MpeXJe BCero, J0XOJYUBOCTb W TOUYHOCTb
MHTepHpeTaluu0Ka3aTeJbHON 6a3bl, Jexalleld B OCHOBE peKoMeH/Jalui.

Pa6oyas rpynna:

I OKOHYATe/NbHOW peJakUUU W KOHTPOJIS KadeCTBa PEKOMEHJAIMU ObLIH
IOBTOPHO NPOAHAJIM3UPOBAHbI YJeHAaMH paboyed TpyNmbl, KOTOpble MNPHUILIA K
3aKJ/II0YEHUI0, YTO BCE 3aMeYaHUs] U KOMMEHTApUH 3KCIEPTOB MPUHSATHI BO BHHMaHHUE,
PHUCK CUCTEeMaTUYeCKUX OIIHUGOK MPU pa3paboTKe peKOMEeH/Jallui CBeJleH K MUHUMYMY.

OcCHOBHBIE peKOMEeHAALMH:

Cuna pekoMeHpgauuu (A-D), ypoBHU A0Ka3aTenbCTB (1++, 1+, 1-, 2++, 2+, 2-, 3, 4) u
WHJUKATOPbl NO0OpPOKAayeCTBEHHOM MpaKTUKU - goodpracticepoints (GPPs] mpuBogsaTcsa
IIPU U3JI0KEHUHU TEKCTA peKOMeH/Jal U H.

2. Onpe,quIeHne, INPUHOUIIBI AUATHOCTUKH Y B3POC/BbIX U AeTeMl.

HacnepcrBeHHbIN chepouuTo3 — Hac/leACTBEHHAs reMOJIMTUYeCKash aHeMUsl BCJeJCTBUe
JedekTa MeMOpaHbl 3PUTPOLMTOB, NPUBOAAILET0 K XapaKTEPHOMY U3MEHEHHUI0 GOpPMbI
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3pUTPOLUTOB (cPepoLUThl), KOTOpasi reTeporeHHa Mo CTENeHU TSHKECTU KJIMHUYECKUX
NpOsIBJIEHUH, nedpexTam MeMOpaHHbIX 6eJIKOB u TUIY
HacaepoBaHus.PacnpoctpanenHoctb 1:2000 - 1:5000 HaceneHus. BosbIIMHCTBO Jt0fAEeH,
VMEeWIIUX JaHHYI0 NaTOJOTHUI0, HMeeT CJabo WM YMEpPEHHO BbIPaXeHHbIA [eMOJIU3.
O6GbIYHO MMeeTCsl OTATOIIEHHbIM CeMeWHbIM aHaMHe3 W TUNMUYHAs KJIUMHUYecKas M
JlabopaTopHas KapTHUHA, MO3TOMYy JHUAarHo3 MOXKET ObIThb MOCTABJIEH YAaCTO JOCTATOYHO
Jierko, 6e3 JOMOoJIHUTEJbHBIX J1ab0paTOPHBIX UCCaeL0BaHUM. HeTunuyHele ciayyau MOTYT
NoTpeboBaTh UCC/AeJ0BaHUs O€JIKOB MeMOpPaHbl 3pUTPOLUTOB JJIsl TOTO, YTOOBI BBIIBUTh
npu4MHy JedekTa MeMOpaHbl, a B OTCYTCTBUE CEMEMHOrO0 aHaMHe3a MOJIEKYJISPHO-
reHeTUYeCKMW aHajJu3 MO03BOJIUT ONpeJle/IuTb TUN HacaefoBaHHUA. OCOGEHHO BaXKHO
WCKJIIDYHUTb CTOMATOLIMTO3, IPU KOTOPOM CIIJIEHIKTOMHUS SIBJSIETCS MPOTUBONIOKAa3aHUEM
13-3a pUCKa TPOMOOTUYECKUX OCJIO)KHEHUH.

IlaTopusuosiorus:

M3meHeHHass Mopdosioruss U 0o0Jiee KOPOTKash MPOAOKUTENbHOCTh >KU3HU
sputpouuToB npu HC cBsizaHa ¢ geduuuToM UaM JUCPYHKIHENH OJHOTO U3 3JEMEHTOB
[UTOCKeJIeTa 3PUTPOLUTa, OQYHKIHEH KOTOpbIX SBJSAETCA MojJepxaHue ¢opmbl,
YCTOMYMBOCTb K AedopMaliMid U 3JACTUYHOCTH 3puUTponuTa. LluTockeseT spuTponyTa
npeJicTaB/seT cOO0M OeJIKOBYIO CEeTb, HA OCHOBe CTeKTPHHA (cocTaBJjisseT okoJsio 65%
MOBEPXHOCTH 3PUTPOIMTA), PACIOJIOXKEHHYIO HA OUIMIIUHOM CJI0€ [IUTOMNIa3MaTUYeCKOU
MeMb6paHbl (puc.1). Kaxapiii MoHOMep cneKTpuHa (asibda U 6eTa) COCTOUT, I'JIaBHbIM
obpa3oM, u3 MNOBTOpsAIUXCA eAuHUL, (gauHOH 106 aMHHOKHUCJIOT), KOTOpble
CBOpPAYMUBaAOTCA B TPOMHYO cnupaiib. CoeiHEeHHbIE anbda/6eTa
reTepoJiMMepbIClIeKTpUHA GOPMUPYIOT JIMIOM K JIMIY PacHoJIOKeHHble TeTpaMephl, B TO
BpeMsl KaK JIpyrod KoHel| reTepojJMMepacneKTpUHA CBfI3aH C OeJiKoM moJiochkl 4.1 u
aKTHHOM. B BepTHUKa/ibHOE COe/JUHEHUE C JIBOMHBIM JIMIIU/HBIM CJI0EM BOBJIEKAETCS ABa
TpaHCMeMOpaHHbIX 6eJsika, 6esok moJsiockl 3 W raukocopud C. Benok mosiockl 3,
CYLECTBYIOUIMN KaK JUMep W TeTpajuMepinsitu B 3puUTpoLUTAX, UMeeT MHOTroobpa3sue
y4aCTKOB, COeIUHSANIUXCA C O6eskaMd. OH MOXeT B3aWMOJENWCTBOBATb C AaHKHUPUHOM,
KOTOpPbIA CBSI3bIBAeTCS C OeTa-cyO'beJUHHUIIEH cneKTpuHa. Kpome Toro s cBS3u C
6eJIKoM noJiockl 4.1 B ero N-KOHIIeBOH LIMTOIIJIa3MaTHU4YeCKOH 06J/1acTH 6eJIOK IMOJIOCHI 3
B3aHMMO/IEMCTBYeT C OeJKOM moJiochl 4.2, 4TO o6ecrneyuBaeT JIOMOJHHUTENbHYIO
CTabUJIBHOCTb LUTOCKeseTa. [inkochopuHC B3auMoOJieCTBYeT ¢ 6eJIKoM p55 U 6esikoM
noJiocbl 4.1, KOTOPBIA B CBOIO OYepe/ib CBAA3bIBAETCS C OeTa-CyO'beJiMHHUIEN CIEeKTPUHA.
Takum ob6pasoM, JedUUT Uau AUCHYHKIHUA JII0OOTO U39TUX MEMOPAHHBIX KOMIIOHEHTOB
B paMKax BepTHUKAJbHOTO COeJUHEHUS MOXeT OCJabUTb WM [AeCTabUJIU3UpPOBaATh
[UTOCKEJIET, YTO NPHUBEJET K HapylleHUI0 MOPPOJIOTUU IPUTPOLIUTA U 6oJiee KOPOTKOH
NPOJIO/KUTENBHOCTH €ro KHU3HHU.

Tekymelt paboyeil TUNOTE30M SABJSETCA TO, YTO COTJIACOBAHHbIE [ABHKEHUS
OWJIMIIKMJHOTO CJIOS U IUTOCKeJeTa OeJKOB B BePTUKAJbHOM M TOPHU30HTAJIBHOM
HaNpaBJIEHUSX PEryJUPYIT KaK CHOCOOHOCTb K JedopMalMu TaK M 3JaCTUYHOCTh
MeMOpaHbl IPUTPOIMTA B IUPKYIAIMU. HejlaBHO GbL UAeHTUDUIIMPOBAH, B JIONOJHEHUE
K U3BECTHOMY KOMILJIEKCY TeTpaMep 6eJsiKa MoJI0Chl 3 + aHKUPHH, KOMILJIEKC 6eJTKa M0JI0ChI
3 +aAAyUUH + CIEKTPUH.
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Red Cell Cytoskeleton

Vertical interaction in HS
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Pucynok 1. CxeMa nuTocksieTa MeMOpaHbl 3puTponuTa. CTpesKod ykazaHO HapylleHUe
BEPTHKAJbHOTO B3aUMO/JeMCTBUS NIPY HAaCAeACTBEHHOU cheponuTose.

HepocTtaTouyHOCTh WM AUCPYHKLUS OJHOTO MU GoJiee OE/IKOB BEPTHUKAJIbHOTO
nuTockeseTa (6esKOB noJockl 3, 4.2, aHKMpPUHA, ajibda- UK 6eTa-CleKTpUHA) NIPUBOJUT
K 0CJab/JieHHI0 BePTUKaJIbHOTO B3aUMOJEWCTBHS W OTPbIBY OWJIMIMUJHOTO CJIOS OT
LUTOCKesieTa. BblpakeHHOe yMeHblleHMe MeMOpaHHbIX 0eJIKOB MNPUBOAUT K
reMoJinTH4eckor aHeMud. [lo JaHHBIM 3yiekTpodopesa 6eJIKOB MeMOPaHbl 3PUTPOLLUTOB
npu HC, kak npaBuJio, IPUCYTCTBYET AePULUT OJHOTO UM HECKOJIbKUX OEJIKOB.

B mnepuose HOBOPOXJIEHHOCTH, KOrJla SPUTPOLUTHI COJepKaT 6o0Jiblloe
konnuectBo HbFckinaapiBaloTcs ycioBust A1 60Jiblled HECTAaOMJIIBHOCTHU MeMOpaHbI
sputponurtoB npu HC, T.k. HbF He cnocobeH cBs3bIBaTh CB0OOOJHbIE 2,3-
audocoorauneparsl (2,3-APT), a 2,3-JPI' oka3bIBalOT AeCTaOUIU3UPYIOLLEe BIUSHUE Ha
B3aUMO/IeMiCTBUE CIIEKTPUHA U 6eJiKa 1oJiockl 4.1

KinnHu4eckKue NpOoABJICHUA:

Kinnnunyeckoe Teuenre HC BapbUpyeT MO CTeNeHU TSHKECTH OT 6€CCUMITTOMHOTO /10
TSDKEJIOTO C MAacCCUBHBIM TeMOJIM30M. YMepeHHO BbipaxkeHHbli HC Tpynen pgusa
JUArHOCTUKH, TaK KaK y TMalUeHTOB MOXeT ObITb HOpPMaJibHbIH TIeMOIJIOOUH U
cojiepkaHue OWIMpPYOMHA B ChHIBOPOTKE KPOBU B IpeJiesiaXx BO3PAaCTHOHW HOPMBI.
BoisiBsieHMe chepoIUTOB U GOJILLIOTO YKCJIA PETUKYJIONUTOB B nepudpepudeckod KpoBU
IOMOTaeT MOATBEPAUThL AUArHO3. [IpU OTCYTCTBHUU CHEPOIMTOB U PETUKYJONUTO3a B
nepudpepruyecKod KpOBU HeJb3s IOJHOCTbIO HCKIUYuTh HC ¢ 6eccuMnTOMHBIM
TeyeHUeM. HMHorza  ymepeHHO  BbIpaeHHbli HC  MoXeT  cONmpoBOXAATbCS
JpyruMu3aboieBaHUSIMH, JJIi KOTOPBbIX XapaKTepHAa CIJIEHOMEraJjiusi, HalnpuMep,
MHOEKIMOHHBIM MOHOHYKJ/I€03. He06X0IMMO YYUTHIBATh U JIpyrHe BO3MOXKHbIe MPUYHUHBI
XPOHUYECKOT'0 reM0JIM3a, 0COGEHHO BPOXKAEHHYI0 AHUCIPUTPOINOITUUECKYIO aHEMHUIO THUIA
II (CDAII), ecnu usMeHeHUs B Ma3Ke nepudpepuyecKoll KpoBU He TUNMYHbIe. HeckoybKo
c/ly4aeB ObLIM OIIMOOYHO AMAarHOCTUPOBAHbI B MPOULJIOM, C AaJibHeHIled NpPaBUIbHOU
MOCTAHOBKOM JIMarH03a TOJIbKO KOr/[a He GblJ MOJIyYeH OTBET Ha CIJIEHIKTOMMUIO.



[BBReguTe TekCT]

Bospact nocraHoBku auarHo3a HC Takxke BecbMa BapbupyeT. B OosbLIMHCTBE
Cy4daeB — JeTCKHU U MOJPOCTKOBBIM BO3PACT, HO MOXET ObITb U BO B3pOCJOM BO3pPacCTe,
JlaXke Ha CeIbMOM - JieBATOM JecATUIeTUH xu3Hy, T.K. HC He Bcerga paccMaTpuBaeTcs
KaK [pu4YMHa o0O0pa3oBaHUA KaMHEW B IKeJYHOM My3blpe U CIJIEHOMeTaJUHU.
BeccumntomMHoe TeueHue HC BbisiBisieTcs (0COGEHHO B JeTCKOM BO3pacTe) IMOCJe
alJIaCTUYeCcKOro Kpu3a, BbI3BaHHOI0 napBoBUpyC B19 nHbeknuel, uau nocsie rpunmna.
Jlerkne ¢opmbl HC MoryT OBITh BbIsSIBJIEHBI IPU 00C/IeJOBAHUU YJIEHOB CEMbU OOJIBHOTO.
KpariHe Tsxenble BapuanTbl HC, conmpoBoxzaawuipecs BOASAHKOW IJI0JA WJIH
MepTBOPOX/JEHUEM, Pa3BUBAIOTCA NPU FOMO3UIOTHOM WJIM KOMIIAyH/J, TeTepO3UTOTHOM
HacJeJ0BaHUU TSXKesbIX lepeKTOB 0eJIKOB BepTUKAJIbHOI0 LIUTOCKEJIeTa.

CoBMecTHOe Hac/e[l0OBaHUE [APYTUX TeMaTOJIOTUYEeCKUX HApyLIeHWM, TaKUX KakK
oera-tasaccemuu uau CKB, MoxeT npuBecTM K TPYAHOCTAM B [JUarHoCTUKe U
Pa3HO06pPa3HbIM KJIUHUYECKUM NposiBIeHUsAM. [JebunuTt xxenesa, ¢osaaToB UM BUTAMHUHA
B12 MoxeT ycyryouThb aHeMHI0 W 3aMacKUpoOBaTb JiabopaTopHble mnposiBaeHus HC.
O6TypanoHHas JKeJTyxXa H3MeHseT COCTaB JIMNWJAOB MeMOpaHHOro KOMILJIeKca
3PUTPOLUTA, MACKUPYS NPOsABJIEeHUS 3a00/1€BaHUA U YMeHbLIasi FeMOJIU3.

KnvHyvyeckyue NpodBJeHWA B TUINHUYHBIX CAy4Yadx - aHeMus, KeJITyXa H
CIlJIEHOMET aJIud pa31114q1—101?1 CTEIleHH BbIPpAKE€HHOCTH.

CTeneHsb TAKECTH 3a60/1€eBaHUA

[To ctenenu Tskectr HC npuHATO MoApa3/ie/iTh Ha JIETKYI0, CPEHETSKENYI0 U TSKeTyI0
bopMy, 3TO KOppe/sHpyeT C COJiep>KaHueM CIeKTPHHA, 0oOHapy>XeHHOM B
IPUTPOLUTAPHON MeMbpaHe — yeM TsiKesiee popMa 3a60sieBaHHUS, TEM HIUXKE COZleprKaHUe
cnekTpuHa (tabs. 1). Kpome Toro, 3To faeT BO3MOXXHOCTb NpeJCKa3aTb KJIMHUYECKOe
pa3BUTHE 3a60JIeBaHUSA U HEOOXOJUMOCTD CIJiIeH3KToMuu (B).

Ta6suna 1. XapakTepuctuka creneHu Tsxxecty HC.

Iloka3aresb MuHMMa/IbHaA Jlerkasa Cpeanetsikenas | Tspkesas
(6eccuMmnToMHan)

[emMorio6uH, >120 100-120 80-120 60 - 80

r/n

PeTukysnonursl, | <3 3-6 >6 >10

%

Bunnpy6un <17 17 - 34 >34 >51

OOIIHH,

MKMOJIb/Jl

Cnexktpun* (% | 100% 80-100 50 - 80 40 - 60

OTHOPMBI)

[lokazaHue gus | He Tpebyetcsa O6bIYHO HE TpebyeTcsa B TpebyeTcs B

CILJIEH3KTOMU U TpebyeTcs B Bo3pacTe 6-14 Bo3pacTe 3-5
JIeTCKOM U JeT set(no
NOJPOCTKOBOM BO3MOXXHOCTH
BO3pacTe OTCPOYMTD /10

6 JieT)

*/laHHble O CcoJep:KaHUMCIEeKTpUHANpeJHa3sHAayeHblJsd UWHPOpMaLUM, U He
ABJIATCAHEOOXOAUMBIM/JISI pYTUHHOTO U3MePEeHHUs.
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KinvHuyeckre mposiBjieHUs] B OOJIBLIMHCTBE KYMUPYHOTCS MOC/A€e CIJIEHIKTOMUEU.
OpHako, npu Tskesior popme HC, npexze Bcero, rje cofepkaHue CIeKTpUHA B MeMOpaHe
spuTpouuTa He 6osiee 50%, aHEeMUSA COXpPAHAETCA U MOCJE CIJIEHIKTOMHUU, U HEKOTOpble
NalUueHTbl, BO3MOXHO, OYyT HY»K/J]aTbCSl B 3aMECTUTEJIbHON Tepanuu 3pUTPOLUTAPHON
Maccoll BO BpeMsi MHTEPKYPPEHTHbIX 3abojieBaHUK (Hampumep, UHQPEKIMOHHbBIX
3ab6osieBaHui). HepaBHO OblIO0 NMOKaszaHO 4TO mpupofa JgedeKTa MeMOpaHHOro 6Geska
(npeob6JiaflaHue CNIEKTPUH/AaHKUPUH WA 6esloK 3) BJMSET HAa OTBET HA CILJIEHIKTOMMIO

(C).

JlnuarHocruka:
Juarnos HCycraHaB/MBaeTCs Ha OCHOBAaHMWM KJIMHHUYECKUX NMPOSIBJEHUN U JaHHBIX
JlabopaTopHoOro obcaenoBanus (Tab. 1).

MeTo/pbl 1abopaTopHOU AuarHocTUKU HC:

1. o61mui aHa/JIu3 KPOBU C MIO/ICUETOM PETHUKYJIOLUTOB U MOP(dOJIOTrUUYECKOU O1IeHKOU
3pUTPOLUTOB (CpeAHUMN JUAMETP IPUTPOLUTOB, UHJEKC cheprUdHOCTH (HOpMa
>3,5), uHpekc oBasonuTo3a (HopMa >0,85), % copepkaHre MOpPOI0TrUYeCcKUX
$OpM 3pUTPOLIUTOB);

2. OUOXMMHUYECKHU aHa/IU3 KpoBU (06Ul 6uanpyouH u ero ¢paxkuuu, JIJAL, ACT,
AJIT, 1D, xonecTepuH);

3. ocMoTHuecKas pe3uCTeHTHOCTb 3puTpouuToB (OP3) 1o v nocie UHKyb6auuuy;

4. 3MA-TecT (TecT ¢ QpJirOOpeECLEHTHBIM KpacHuTeJeM 303UH-5-MaleuMu ).

Tab6auua 2. luarnoctudeckue kputepuu HC.

IlapameTp

Oco6eHHocTb ipu HC

KinnHudeckue JaHHbIe

[TouTHu BCerjia aHeMud, XKeJITyxa u
CIIJIEHOMET aJIud

HpI/IBHaKI/I reMoJiru3a

[loBpieHMe 6unnpyouHa, JIJAI' u
pPETUKYJIOLUMTO3

O61uuii aHa/IM3 KPOBH, BbINIOJIHEHHBIN Ha
aBTOMAaTHUYECKOM IreMaTOJIOTUYEeCKOM
aHajJM3aTope

CHMXeHHe reMorJIOOMHA,

yMmeHblieHue MCV,

nosbliieHue MCHC,

MSCV(cpeaHuit 06'beM cPepUIHOUN KIETKH),
yBeJinueHue % runepxpoMHbIX
KJeTOoK,1oBbllIeHHe RDW,

yBeJIMYeHUEe KOJIMYECTBA PETUKYJIOLUTOB

Ma3zok nepudepudyeckoi KpoBu

AHoMasibHast MOp$OJIOTUS 3PUTPOLIUTOB,
Ha/inuue cGepoLuTOB

JpUTPOLIUTOMETPUS

CpeHUM JUaMETpP 3pUTPOLMTOB CHUXKEH
NHpekc cdepuiyHOCTH CHUXKEH
KpuBas [lpanc-/P)koHca CABUHYTA BJIEBO

OcMoTHyeckast pe3UCTEHTHOCTh
3pUTPOLIMTOB

CHUXKeHa

IMA-TecT

CHUXeH

Bce nabopaTopHble TecThl, MCNOJb3yeMble B HacToslee BpeMs B guarHoctuke HC,
BKJIIOYAsl ero 6eCCUMITOMHbIEe pOPMBI, IPe/ICTaBIEHbI B Tabiule 3.

HopmanbHasg OP3J He uckiwdvaer guarHo3 HC u moxer BcTpedatbed B 10-20%
caydaeB HC. OP3 mMoxeT Takke 6bITh HOPMaJIbHOU MPU COYETAHUHU C e ULUTOM >KeJie3a,
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00TypalMOHHOM KeJTYyX0H, B ¢pa3e BOCCTAHOBJIEHHUS MOCJe alJIaCTUYeCKOr0 KpH3a, Korjaa
KOJIMYEeCTBO PETHUKYJOLUUTOB yBesndyeHo. OOe3BOKMBaHHE KJETOK, NPOUCXOJsllee B
cdepouutax, npu HC MoxeT ObITb OJHOW M3 NpUYUH HOpMasbHOU OPJ y nmanueHTOB c
HeyJa/leHHOMN ceJsie3eHKOU. Kpome Toro, nmosioxkuTenbHbld pe3ysbTaT OP3 MoxeT ObITh
NI0JIy4eH y MalMeHTOB C HaC/JeACTBEHHbIM OBaJIOLIUTO30M U FeMOJIU30M.

Kpuoremosnus, skraputoMetrpusas U IMA-tect O6osiee HUHPOPMATUBHBI [Jid
noctaHoBKU auarHoda HC, Tak kak peJKO JAalOT JIOXKHONOJIOXKHUTeJbHblEe Pe3yJbTaThl.
OpHako, 3TH TeCThbl HecllelluPUYHbI, U MOTYT TaKKe 00HApYKUTb IPUTPOLUTHI C peJKUMHU
MeMOpaHHBIMM PacCTPOMCTBAaMH, TAKUMHM KaK aHOMasIMU Oesika MoJiockl 3 (Hampumep,
CDAII, IOro-BocTo4YHbIN a3uaTCKUi oBasiouuTo3 (SAO)), U3MeHeHHe BO BHYTPUKJIETOYHOU
BA3KOCTU (HampuMep, CeprnoBUJHBIE 3PUTPOLUTHI), TeMIepaTypO-4yBCTBUTEIbHBIN
OZJHOBaJIEHTHbIM TPAaHCHOPT KaTHOHAa (HampuMmep, KPUOTHUAPOLMUTO3). B MArkux wuau
HETUNUYHBIX CJy4asX, TPYLAHOCTH UHTEpIpeTaluy, BEPOSITHO, OYAyT B TeX CJay4dasx Korjaa
pe3yJbTaT NoNaZaeT B HWHTepBaJl MexXJy HOPMaJbHbIMAU W TUNWYHBIMU aaa HC
3Ha4eHUsMHU. [103ToMy, SKTaLUTOMETPUSA UMeEET NPEUMYILECTBO B TOM, YTO Pe3yJIbTaThl
Ipe/CTaBJIeHbl B BU/Jle KpUBOU JedopMalvy, KOTopass MUMeeT CBOX GOpMY /i KaXKA0ro
¥CC/lelyeMOro aHOMaJbHOTO Tuna 3puTponurta. IMA-TecT MeTOAOM MNPOTOYHOHU
LUTOMETPHUHU MOXET NMOMOYb AUddepeHIMpOBaTh HAC/IECTBEHHbIN MUPONOUKHUIOLMTO3
(HPP, MCV <60 ¢a) u HacnexnctBeHHbIM oBajouuTo3 oT HC, OCHOBBIBasicb Ha
KJacCUPUKALMU COKpalleHUs (CTeneHU CHUKEHUs) UHTEHCMBHOCTU (JI0OpeCLeHIUU:
JUisl muponoukuaonyrosa (camoe Huskoe) <HC <oBasoUTO3< HOpPMaJibHbIA KOHTPOJIb.
XoTsa aHaJoTU4HbIe MOKasaTeaudayopecueHunr 3putpouuToB npu HC noayyarorcsa npu
APYTUX peaKux aHoMauuax apuTpouudToB — CDAIL, SAO u KpHUOTHAPOLUTO3 — UX MOKHO
OTJIMYUTh HAa OCHOBE UX PA3JIMUHBIX KJIMHUYECKUX 0COOEHHOCTSAX (Tabusuna 4). B yactu
C/y4yaeB ayTOUMMYHHOU reMOJIMTUYECKON aHEMUH C TENJIOBBIMY arrJil0TUHMHAMU 3a CYeT
npucoeuHeHUsl aHTUTe (kaacca IgG) K BHeK/JIeTOUHbIM ¢parMeHTaM OeJika MoJ0Chl 3
IMA-TecT MOXeT ObITb CHWXeH. Jlpyrue artunuyHble caydyau HC MoryT pgaBaTb
aHoOMaJIbHble TUCTOTPaMMBbl, KOTOpble ONpeJessIloTCA MyTeM HaJIOKeHUs TMCTOrpaMM B
HOpMe U KOHTpOJibHbIX Npu TUnudHOM HC. HopMmasbHble pe3ysibTaTbl (pyopecLeHLUH
NOJIy4aloTCHd Y MalMEHTOB C PETUKYJOLUTO30M WJIU AyTOMMMYHHOU T'€MOJIMTHYECKOU
aHeMUeH C X0JIOJ0BbIMU arrJl0THHUHAMU.

Bbibrpass Heo6XOAUMBIN J1abOpaTOPHbIM TeCT /Js JAUArCHOCTUKU JIErKOM WU
aTUNMYHOM QopMbl 3aboJsieBaHHsl, HEOOXOJWMO YYUTHIBAaTb YYBCTBUTEJBHOCTb U
cnetMGUIHOCTb TECTA, CJI0XKHOCTb €ro MpoBeJleHUs U OOLIYI0 CTOUMOCTb 00C/1e/l0BaHUSs.
[Tockonbky HC cBSi3aH CO CTPYKTYpPHBIM JlepeKTOM LIUTOCKeJeTaMeMOpaHbl 3pUTPOLUTA,
pe3yJIbTaT UCCAeJOBAaHUMN [0/KEH MOJTHOCThIO OTJIMUYUTD CBA3aH JU JePeKT 3pUTPOLUTa
C MeMOpaHOU UJIH HET.

Inekmpogope3 6esnK08 MeEMOPAHbI Apumpoyuma.

NnenTudukanusa aepuuuTa MeMOpPAaHHOTO GeJiKa, CBI3aHHOTO C IUTOCKEJEeTOM3PUTOIUTA
noateepxaaet AguarHo3 HC. [loacueT MeMOpaHHbBIX O€JIKOB METOZ0M 3JieKTpodopesa He
SIBJISIETCS] HEOOXOJAUMBIM JIJII IMarHOCTUKHA B OOJIBIIMHCTBE Cy4YaeB, TaK KaK TOYHBIN
JIMarHO3 MOET OBbITb IOCTAaBJIEH Ha OCHOBE 3PUTPOLMTAPHBIX UH/EKCOB, KIMHUYECKUX
JIAaHHbBIX, CEMEMHOT0 aHaMHe3a U MOJIOKUTEJbHOTO pe3yJsbTaTa CTAaHAAPTHBIX TECTOB.
OpHako, asiekTpodope3 6e/1IKOB MeMOpaHbl MOXKeT ObITh MHPOPMATUBEH B TeX CAydas,
KOr/la KJIMHUYECKOe COCTOsIHHEe MallMeHTa He COOTBETCTBYeT cTeneHU Tshkectu HC y
JPYTUX 4IeHOB ceMbU, KoTopble uMetoT HC.
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PekomeHdayuu:

1. TlauueHTHI C BIiepBble AUarHocTHpoBaHHbIM HC ¢ HasinuueM ceMeiHOro aHaMHe3a,
TUNUYHBIX KJIUHUYECKUX MPOSIBJEHUN (aHEMHUs, KeJTyXa U CIJIEHOMeraaus) u
JIabopaTOpHbIX JAaHHbIX (cpepouuTbl B Ma3kKe mepuPeprUuYecKOr KpPOBH,
nosbliieHne MCHC, moBblllleHMe 4HC/Ia PETUKYJOLUTOB) He TPeOYIT HHUKAKHUX
JLOMOJIHUTEJIbHBIX 06c/1ejoBaHU (B).

2. Ecniu pAuarHo3s HeOJHO3HAYHbIM, HampuMep, B Tex CJAydasX, KOrja B Ma3ke
nepudpepuyeckod KpOBU HeOOJbLIOE KOJUYECTBO CPEpOLUTOB U HET [Jpyrux
JIabOpaTOPHBIX, KIMHUYECKUX UM CEMENHBIX JAHHBIX MOTYT OBbITh UCIOJb30BaHbI
JlabopaTOpHbIe TeCThbl C BbICOKOM MHPopMaTUBHOCTbIO (C): Kpuoremosins, IMA-
TecT (B).BbicokoenporHoctuyeckoe3HaueHHeoO60UuxX TecTOoB JasauarHoctukd HC
MOXETOBITbYJIYYILIEHO B COYeTaHUU c KJIMHUY€eCKUMUJaHHbIMHU U
3pUTPOLUTAPHBIMUHUHEKCAMU.

3. OP3 MoxeT OBITb HCHOJIb30BaHA HCKJIKYUTEJNbHO KaK JONOJIHUTEJIbHBIN
JlabopaTOPHBIH TECT.

4. TloaTBepKJeHHeAUarH03aMOoXXeTObITbHEOOX0AUMO B TexXcayyasx,
Korjape3yJbTaTbl  JJaGOpaTOPHbIX  TeCTOBHEOJHO3HAYHbIEeUJIUIIOTPAHUYHBIE.
dnekTpodope3 6eJKOB MeMOpaHbl 3PUTPOLUTOB SBJsAeTCAMeTOA0MBbI6Gopa (B).
JToT MeToJ UHGOPMATUBEH [Js1 BbIIBJEHUS CTelleHU AedULUTAa MEMOpPaHHOrO
6enka y mnaypveHTa. OCHOBHBIM HEJOCTAaTKOM 3TOr0 MeTOJla SIBJISIETCS HU3Kas
YyBCTBUTEJIbHOCTb MIPU JIETKOH U 6ecCUMITOMHON popMe.

Wcnonb3oBaHue asiekTpodopesa O6eNKOBMEMOpaHbl 3PUTPOLUTOB IOKA3aHO B

cayyasx:

- KOrja KJIuMHu4ecky ¢peHOTUI GoJjiee TsKebIi, ueM Mpe/noJaraeMbli Mo
JIaHHBIM MOPOJIOTUU 3PUTPOLIUTOB;

- Korja Mop¢oJiorusi 3pUTPOIUMTOB OoJiee TsKesiasd, YeM Npe/irnosiaraeMas rno
JlaHHBIM UCC/IeJ0BaHUS KPOBU POJUTEJIS, B C/Iyyae ecyu poauTesab 6oseH HC;

- eCJIM IMarHo3 He sICEH /10 CIJIEHSKTOMMH, a MALlUEHT MOXKET UMETb aHOMAJIUIO
NPOHUIIAEMOCTH OZIJHOBAJIEHTHbIX KaTHOHOB.Ec/in Mopdosiorusi TunuyHas, He
JIOJDKHO ObITh HUKaKUX COMHEHUH. B 60/1ee COMHUTENBbHBIX Cy4asx (Korjaa
MCV>100 ¢n) moryT noTpeb60oBaThCs pasdbscHeHus. (B).

5. JluarHos HC He TpebyeTJabHeNIeroMoaeKyJAsspHO-
reHeTU4ecKorooo6ciej0BaHUAA/ISABbIABJAeHUAMyTaluureHos (B).

3. BegeHue He0oC/10KHEeHHBIX ciay4daeB HC

eTH.
Pe6enok ¢ HC go/mkeH peryJsisipHO HabJ0JaTbCs reMaTOJIOTOM: JIerKasi U CpeJiHe
TshKesnasgs ¢opMbl 1 pas B roj; Tsokesnas popma exeMmecsyHo.llpu KakJoM mocelleHUH
reMaToJsiora Heo6xoMMO OLleHUBATh 00Illee COCTOSTHUE 3J0POBbs, GU3UUECKOEe pa3BUTUE
pebeHka, pa3Mep ceJie3eHKM W  TOJEPAHTHOCTb K  (U3UYECKOW  Harpyske.
CamsieMeHTanusadosaTaMU NMPOBOAUTCS MPHU TSKEJOM U cpeAHeTsKes oM TedeHuH HC, u
He o6sa3aTesbHa npu jserkou ¢popme (C). ExxenHeBHasa mosa AosnkHa ObITh 2,52 Mr/cyT B
BO3pacTe /0 5 JIeT, U 5 MI'/cyT cTapuie 5 JieT.
[IpoBesieHMe J1a60PATOPHOr0 U MHCTPYMEHTAJIBLHOT0 06C/eJOBAHUS:
1. 061U aHa/U3 KPOBU C MO/ICYETOM PETUKYJIOLUTOB — MPHU JieTKoH dopme
1 pa3 B rox; mnpu cpegHe Tsbkeso ¢opme 1 pa3 B roj mpu
WHTEepPKYPPEHTHBIX 3a60/1€eBaHUSIX; IPH THKeJI0H GopMe — exxeMeCIIHo;

2. OHMOXMMHYECKUH aHa/IM3 KPOBHU (0O6IMK 6UIUPYOUH U ero ¢pakuuu; AJIT,
ACT, JIAT, I1®) - npu serkou u cpefHe-TsKenon popme - 1 pas B roj;
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npu Tshxesior dopme - 1 pas B 1-3 mec,;

3. yJAbTPa3BYKOBOE HCCJAe[0BaHUE OPraHOB OpIOIIHOW TMOJIOCTH - MpH
Jierkoi ¢popme Kaxkable 3-5 JjieT; npu cpefiHe TsKeaol GopMe eXerosHo;
npu TshkeJol dopMe exerofHo A0 CIJIEHIKTOMUH, Aajiee Kaxzble 3-5
JIET;

4, omnpejiesieHHe CoJiep’kaHusl $OJIaTOB B CHIBOPOTKE KPOBH — TOJIbKO TEM,
KTO He MoJiy4yaeT caljieMeHTauurudosaTamu;

5. beppUTUH CBIBOPOTKU - €XEeKBAapTaJbHO MalMeHTaM, MOJIyYalolUM,
3aMeCTUTebHbIe TPAaHCY3UU SPUTPOLIUTAPHON MACCOH .

B3pocible

Hab6sitoieHre remaTtoJiora namyeHTaM c jerkoi ¢opmout HC He TpebyeTcs; co
cpefiHe TshKeJ10M GOpMOH — eXKeroHO.

HpOBe,U,eHI/Ie JIabopaTOPHOT'0 U UHCTPYMEHTAJbHOTO 00C/IeJ0BAHUS:

1.

2.

O00IIMKA aHa/M3 KPOBU C MOJICYETOM PETUKYJOLUUTOB - MPH CpPeSHE
TsKesiol ¢opMe 1 pas B roJi, npu Jierkou popme — He TpebyeTcs;
OHMOXMMUYECKMU aHa/IU3 KPpOoBU (06LUK 6UAKMPYOUH U ero ¢pakuuu; AJIT,
ACT, JIAT, ®) - npu Jserkoid ¢opMe He TpebyeTcs; CpeAHe-TKeI0U
dopme - 1 pa3 Broz;

yJAbTPa3BYKOBOE HCCJEeJOBaHWE OPraHOB OPIOMIHONW MOJIOCTH - IMpH
Jierkou popMe He TpebyeTcs; IPpHU CpeiHe TsKeJor GopMe exKerojHoO;
vcciesoBaHMe oMbeHa ese3a (cpiBopoTo4yHoe 3xese3o, OXKCC, HTIXK,
beppUTUH CBIBOPOTKH) — MPHU CpeJiHe TsKesblX GopMax U y MalMeHTOB
nocJie cryieHakToMuu 1 pas B rof (C).

4. Jleuenue HC

Xupypruyeckasa TaKTUKa

CryieH3KTOMUS sIBJsieTCs O4eHb 3PpQPeKTUBHBIM METOJOM IpPHU HEOO6XO0JUMOCTHU
yMeHbIIEHUS] TeMO0JIM3a U yBeJUYeHUs NPOJOJ/KATENbHOCTH XU3HU 3putpouutoB (C).
KnuHuyeckre mposiBjleHUMs] U PUCK Pa3BUTHSA OCJIOXHEHU (KaMHM B KeJYHOM Iy3bIpe)
3HAUYUTEJbHO YMEHbIIAKTCA NpU TsKea0i ¢opme HC M MOJSHOCTBIO KYIUPYIOTCS B 60Jiee
JlerkUX ¢opMax, OJJHAKO YBEeJMYHWBAETCS PUCK OMACHOrO JJis >KU3HU Celcuca OT
VHKAaIICyJIMPOBaHHbIX MUKPOOPraHHU3MOB, 0COOGEHHO Streptococcuspneumoniae.
[locnepHuve JaHHBIM JE€MOHCTPUPYIOT, YTO cljieH3KToMusa y geted ¢ HC pocratodyHa
6esonacHa (B KpPaTKOCPOYHOM IepcleKTHBe 06e3 CMepTeJbHbIX MCXOJ0B, OTMeYeHbl
pe/iKue OCJI0XKHEHUs).

[Moka3zaHud K crjieH3KToMuU (B):

Bri60p

Tsokenas dopma B Bo3pacTe He paHee 3 JIeT;

CpenHe Tsxenas popMf B Bospacte 6-12 neT;

Jlerkas ¢popma — npu HaJIMYMK KaMHEN B XKeJTYHOM Iy3bIpe NpU
O/IHOMOMEHTHOM BbINIOJIHEHUH CIIJIEHSKTOMUH U XOJIELUCTIKTOMUH B
JIIDOOM BO3pacTe cTapiie 6 JieT; IPpU BbICOKOW OUIMPYOUHEMUM U
peTuKyJionMTOo3e Npy HopMaibHOM Hb B Bo3pacTe cTapuie 6 et (414
npeAoTBpallleHUs pa3BUTHUS KeJTUHOKaMEeHHOU 60J1e3HU).

TEXHHUKH BBITIOJIHEHHU A CIIJIEH3KTOMUH (SH,HOCKOHI/I‘{ECKaH HNJIN
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JlanlapoToMHUYecKasi) OCyllecTBJsgeT XUpypr. [IpeanodyreHre oTAaeTcss 3HA0CKONUYECKOMY
MEeTOJy B CBSI3U C YMeHbllIeHHWEM 060JIeBOTO CHH/POMA, YMeHbIeHUEeM JJUTEJTbHOCTH
npe6bIBaHMS MallMeHTa B CTAllMOHApe M XOpolluM KocMeTHueckuM 3dpdexktom (B). He
peKOMeH/lyeTcsl TMpOoBeJleHHhe YaCTUYHOM pe3eKL UM CeJIe3eHKU M 3H/JA0BACKYJISPHOU
OKKJ/IIO3UU CEJIe3EHKU B CBSI3U C BBICOKHM PHUCKOM OCJOXHEHHUU (mocjieonepalniOHHbIN
CIJIEHO3 B TIEepBOM CJydae, TshbKesas clnaeyHasd O0o0Jie3Hb B JpYyroM cjyyae) |
KpaTKoBpeMeHHOCTbI0 adppekTa (C).

Pyick pa3BuTud TpoM603a nocJie CJeHIKTOMUU
Cn/1eHSKTOMHUSI OOGBIYHO CONPOBOX/AETCS IOBbIIIEHWEM 4YHCJAa TPOMOOLUTOB B
HEKOTOpbIX ciayyasax Jgo 1000x10%/sn. Bspociable mnanueHTbl [JJODKHBI MOJy4YaTh
CTaHJAapTHY0 NpoduIakTUKy TpoM6o3a BO BpeMs U mnocie onepauuu (C). [laHHBIX O
HaJIMYMU pUCKA TpoMbo3a y MNalLUEeHTOB J[JeTCKOro BO3pacTa He JOCTaTO4YHO [Jif
pacliMpeHusi NOKa3aHMW K nOpoduIakTUKe TpoMmbo3a mnpu crjiaeHsakrtomuu (C).
HckroueHre cOCTaBAAIOT NALMEHTHI C COHACIe/J0BaHHEeM TPOM6GODUIHH.

IIpodunakTuka HHPEKHHUH nNocjae ClJIeHIKTOMUU

BakuuHonpodbuaakTruka. Ilepes mnpoBeAeHHMEM CIJIEHITOMUU BCE TMallMEHThI
JIOJDKHBI ObITh BaKLIMHUPOBAaHbl B NOJHOM 00beMe B COOTBETCTBHM C HalmoHa/lbHBIM
KaJleHJjapeM I[pHUBUBOK, a TakKXe IPOTHB INHEBMOKOKKOBOM, MEHHUHI'OKOKKOBOM U
remoduibHOM TUN B nunpekuuii (B). HeBakumurupoBaHHbiM nanueHTaMm ¢ HC npoBeaeHue
CIJIEHIKTOMUHU KaTeropuyeckyd MNPOTHUBONOKA3aHO B CBSI3M C HEONPAaBJAHHO BBICOKHUM
PHUCKOM >KHW3HH YTIPOXKAMOULIMX CENTHUYECKUX OCJA0KHeHUW. HecMoTpss Ha mnpoBejaeHUe
BaKLUMHONPODUJAKTUKHA PUCK Pa3BUTHSA CeINcHUca IMO0CJe CIJEHIKTOMUU COXpaHseTCs
noxku3HeHHo (B) u TeM Bblllle, YeM MeHblIe BO3pacT NPU NPOBeJAEHUH CIIJIEHIKTOMUM (B).

[leHunuaaMHONpPOoOUIAKTHKA — JIeTHU NepeHeclIre CIIJIEH3KTOMHUIO B BO3pacTe J10 6
JIeT JJOJDKHBI N0JIydaTh NeHULIUJIJIMH NPOJIOHTUMPOBAHHOTO JeUCTBUS (J030BbIM PEXUM:
1,2 msiH. ME BHYTpUMBIIIEYHO KaXK/ble 3 HeJleIM) UJIA 3PUTPOMULUH (J030BbIHA PEXKUM:
20 mr/kr/cyT B ABa npreMa) (B), B HEKOTOpPBIX Cay4YasxX ONpPaBAAHO U MPH CIJIEHIKTOMUU
B OoJiee cTaplleM Bo3pacTe U y B3pocibix (D).

TpaHcdy3noHHas Tepanus
TpaHncdy3uu 3puUTpPOUUTHONM Macchl — 3PQPEeKTUBHBIA METOJ JIeYeHHUS TSKeJbIX,
NOTEHLMAJbHO JIeTaJbHbIX C/y4yaeB aHEMUH W MOKa3aH npu cHwxeHuu Hbmenee 60 r/..
[Ipu Tsaxenoit ¢opme HC y perelr panHero Bo3pacTa (A0 3-X JieT) MOTyT TpeboBaTbCs
eXxeMeCsIYHble 3aMeCTHUTeJIbHble TPAaHCPY3UH SPUTPOLUTHON MaCChl.

XeJs1laTOpHaA Tepanus

TpaHcdy3voHHass Tepanus 3PUTPOLUTHOM MaCCOM JOJKHA COMPOBOXK/AAThCA
aJleKBaTHOM XeJlaTOPHOW Tepanued JJs MoAAepkaHUs ¢deppUTHHA CHIBOPOTKU B
AunamnasoHe 800-1000 mkr/a (A). Hauano xenaTopHo#l Tepanuu nocie 10-15 TpaHchy3uit
3PUTPOLMTHON Maccbl Nmpu ¢eppUTUHe cbiBOpoTKe He MeHee 1000 Mkr/;n, oTMeHa
XeJIATOPHOW Tepanuu NpPU AOCTHKEHUU PpeppuTHHA cbiBopoTke 600 MkKr/j. XesaTophbl:
nedepasupokc (HayasbHass Jo3a 30 Mr/kr/cyTperosexeJJHEBHO, JaJjiee C IIaroMm 5
MT'/KT/CyT MOBBIIIAETCS WJU MOHMWXKAETCA B 3aBUCUMOCTU OT GeppUTHHA ChIBOPOTKH),
NebepokcaMuH (HavasbHast Ao3a 40 Mr/kr/cyT NOAKOXHO 5 AHell B HeJesal0 B BUJE
JnTesbHON MHOY3UM (8-12 yacoB), Npu HEOOXOJUMOCTH UHTEHCHBHOU xesanuu — 100
MT'/KT'/CyT HeIpepbIBHO BHYTPUBEHHO KaleJibHO B TeyeHue 7-10 gHeit (A-B).

5. /InuarHocTuka 1 JiedeHue ocaokHeHuid HC
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5.1. Als1acTu4yecKyue KpHus3sbl

Annactuyeckue Kpusbl y mnapueHToB ¢ HC 00ycsioBsieHbl TpaH3UTOPHOMU
KpacHOk/JeTO4HOM amiasuedl (TKA), pasBuBluelicd BcCJleACTBUe UWHPULMPOBAHUA
napBoBupycoM B19 (mapBoBupyc B19 Takke BbI3bIBaeT pa3BUTHUe erythemainfectiosum
VM3BECTHYIO KaK «mfATasd Oosie3Hb») (B). Amsasusa dgBisgeTcsa pe3yJbTaTOM MPSMOro
LJUTOTOKCUYECKOTO JEeWCTBUS NapBOBUPYCa HA 3PUTPOUJHbIE NpeJlIeCTBEHHUKH, B
KaKOW-TO CTeNleHU MOTYT NOBPEeXAaThCs U NpeJlieCTBEHHUKU APYTUX KJIeTOYHBIX IUHUH.
[lanyeHTHl MOTYyT MMeTb BO3pacTallLlyl TOJIOBHYH 00Jib, C€J1abOCTb, AUCIHO3, OoJjee
TSDKEJIYI0 4YeM OOBbIYHO aHEMMIO U IJIyOOKOe CHUXKEHHE YUC/Ia PETHUKYJOLUUTOB (0OBIYHO
MeHee 1% wuan 10x10°/1). Takke MOXKeT ObITh JIMXOPA/IKa, MTPU3HAKK UHPEKIUU BEPXHUX
JbIXaTeJbHbIX MyTel U /WU raCTPOUHTECTHHAJNIbHbIE CHMIITOMbL. KO>XKHbIe BbICHIITAaHUS He
MMEIOT clielluPpUuyeCcKrx XapaKTepPUCTUK. PETUKYJIOLUTONEHUS MOSBASETCS IPUMEPHO Ha
5 JeHb 3apaxkeHus U NOpojoJnKaeTcsel B TedeHHe 5-10 jgHel. YTskeseHUe aHeMUHU
NPOUCXOJUT BCKOpe mocje peTukyJgouutoneHuu, Hb cHwxkaetca go 39 r/na. llepBbiit
NpU3HAK HayaJja BbI3ZOPOBJEHUS OT UHQPEKIMU — BBICOKMH PETHUKYJOLUTO3, YTO MPHU
COXpaHEHUM TJyOOKOM aHeMHM MHOrja OIIMO0YHO TpaKTyeTCsd KaK CHUHAPOM
runepreMo/iu3a. BbI3lopoB/ieHMe KaK NpaBUJIO COMPOBOXJAETCS TMOSIBJEHUEM B
nepudepruyeckod KpoOBM OOJIbBLIOTO 4YMcCIa HopMobJsactoB (6osee 100 nHa 100
gedkouuToB). /JluarHo3 TKA mnoaTBepkjaeTcs MOBBIIMIEHHBIM cojepxaHueM IgM k
napBoBupycy B19 B kpoBu. [Ipy BbI3J0OpOBJEHWH OT NapBOBUPYCHOW B19 uHbekuuun
nosiBJAsIeTCA 3alUTHbIM TUTP IgG, 4TO mpensATCTBYeT NOBTOPHOMY 3a00JI€BaHUIO 3TOU
MHeKL el B TeYeHUe BCel )KU3HU NallMeHTOB.

XoTda OOJIBIIMHCTBO B3pOCJAbIX MNPUOOpesM HMMYHUTET K mapBoBupycy B19,
PabOTHUKU OOJIbHUIbI, KOTOPble BOCIPUMMYMBBI U UMEWT KOHTAKT C 60/ibHbIMM TKA
NO/IBEPralOTCs BbICOKOMY PHUCKY BHYTPUOOJbHUYHOTO 3apakeHUsi HHQPEKIMOHHON
sputeMoit (erythemainfectiosum). IlepeHeceHHass BO BTOPOM TpUMeCTpe OGepeMeHHOCTHU
MHPEeKLIUsT MOXeT TMPUBECTH K BOJsSHKe IJIoJ@a W MEPTBOPOXKAEHHUIO, MO3TOMY
Heo0X04UMbl H30JSAUOHHBbIE Mepbl MPEJOCTOPOKHOCTU JJis IepcoHasa B CcJydae
6epeMeHHOCTH.

KoHTposinpyembix ucciegoBanui no tepanuu TKA He npoBoguiiock. bosibuias yactb
NalMeHTOB BbI3Z0paBAUBalOT caMmocToaTesbHO (C). B ciaydae riiy6bokoll aHeMUH
TpebyroTcs TpaHCPy3uHr spuTpoyuTapHoi Macchl (C).

Y nauueHTOB He MOJIy4alLUX calJieMeHTanudosaTaMy NPy HaJUYUU reMoJiu3a —
pa3BUTHE alJaCTUYECKOr0 KpH3a 006ycyoBjieHO AebuuutoMm ¢osatoB. B aTom ciayyae
Tepanus ¢posaTaMy ¥ BATAMUHOM B12 MOJIHOCTBIO KyUPYIOT KPU3.

5.2. [lopakeHHe NeYEeHHU U >KeT4YeBbIBOAALIUX NyTen

JuchyHKIMS NedyeHU U >KeJYeBbIBOAAIIMX MyTeW - OJHO M3 HauboJsiee 4acTbIX
ocnokHeHud HC. TemaTo6GuvapHble OCI0KHEHHSI MOXHO pas/ieJIMTb Ha HECKOJIbKO
KaTeropui: CBsI3aHHble C TeMOJIM30M, BbI3BaHHble aHeMUel U ee TpaHCPY3UOHHOU
Tepanuemu.

XoJiecTasM XoJieJIMTHAa3

XpOHHYEeCKHUU reMoJiu3, C ero yCKOpeHHbIM OOMeHOM OUJIUpYOHHA, NPUBOJUT K
BbICOKOM 3a00/1eBaeMOCTU KEJYHOKAaMEHHOW 060Jie3Hbl0. 3aMeTHOe yBeJUYeHUe
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HEKOH'bIOTUPOBAaHHON paKUUU ObLJIM 3aperuCTPUPOBAaHbl B CBSI3U C TeHETUYECKUM
AedeKTOoM IJIIOKYpPOHUITpaHchepasHou cucTeMbl (cuHApoM Kuiabbepa).

YnpTpa3ByKoBoe 00c/ie/j0BaHUe MONyJsALUN MalMeHTOB I0Ka3aJa0, YTO HayaJo
YKeJTMHOKaMeHHOU 00J1e3HU NPUXOAUThCA Ha Bo3pacT oT 2 A0 4 neT. C BO3pacToM yacToTa
BCTPEYAEMOCTH KeJUHOKaMEeHHOU 00J1Ie3HU yBeJuuyuBaeTcs, gocturas Kk 18 rogam 30%.
PacnpocTpaHeHHOCTb 3TOr0 OCJ0XKHEHUS 3aBUCUT OT MHIIEeBbIX INPUBA3AHHOCTEU
OOJIbHBIX (NALMeHThbl, MMEIIHe B paldOHe NUTAaHUA MNpeobJiaZlaHMe pPacTHUTeJIbHbIX
BOJIOKOH, pexke UMeI0T X0JIeJINTHa3) UTeHOoTHIla 3a60/1eBaHus. KceHOOMOTHUKH, TaKUe KaK
1edas0CIOPUHBI TPETHETO NOKOJIEHHS, MOTYT KPUCTANJIM30BaTbCA B IIPOCBETE KEJTYHOT O
Nny3blps, a pas3/iduus B HCIOJb30BAaHUM TaKWX AHTUOUMOTHUKOB MOXET OOBSACHUTH
HeKOTopble reorpadpuyeckre pas/ivyus B 4aCTOTe pa3BUTUA XoJjeanThasza. O6CcTpykuusa
00111ero >KeJTYHOT0 MPOTOKa YaCTO HeNoJIHasA, IOCKOJIbKY IUTMEeHTHbIEe KAMHU HeOO0JIbLINE,
HO OHU BCE K€ MOTYT BbI3bIBAaTh XapaKTepPHble OMOXUMUYECKHE U3MEHEHUS X0JIeCTa3a.

KenyHblit ocajiok mpejcTaB/seT cob60M BA3KUN MaTepuas, KOTOPbIM He JaeT
aKyCTU4eCcKoW TeHU Ha Y3U 1 MoXKeT ObITh IpeJJBECTHUKOM Pa3BUTHUS XKEJTYHOIO KaMHSI.

Jloka3aHo, 4TO yJAaJieHue ceJie3eHKHU [0 MOSIBJeHUS KaMHEW B >KEJYHOM My3bIpe,
NOJIHOCTBbIO TNpeAoTBpallaeT UX mosBieHne B JanbHelweM (B). IlpoBeneHue
XOJIELLUCTIKTOMHUU [OKAa3aHO TOJIbBKO NpPU Ha/WUYUMU KaMHel B xeq4HoM my3bipe (C).
Mo>keT 6bITh pACCMOTPEH BapUAHT X0JIELIMCTOCTOMUU C YAaJleHUeM KaMHel pU HaJIMYuu
obyyeHHoro mnepcoHasa (C). 3HauuTesnbHOe KojauyvecTBO mnaunueHToB ¢ HC pa3Buau
XO0JIeJIMTHA3 B INEepBOM JeKaZe >XU3HU. BBICOKMM pUCK pa3BUTHUA KeJTYHO-KaMEHHOU
60s1e3HM uMelT nauueHTbl ¢ HC U coHacnegoBaHueM cuHgpoma Kuibbepa (C). EcTb
CBUJlETE/IbCTBA O TOM, YTO XOJIE[JUCTIKTOMUS MOXKET MNPUBECTU K H3MEHEHUSIM B
MeTaboJiM3Me KeJYHbIX COJIeld, KOTOpble NpeApacrnoJiaraloT K pa3BUTHI0 KapLUHOMBI
TOJICTOM KUIIKU B 60J1ee mo3HeM Bo3pacTte (D).

l'enaTurt

OcTppli BUDPYCHBIM renaTUT y 60/bHbIX ¢ HC nMeeT Te e caMble KJIWMHUYECKHE
NpOsIBJIEHHUS, UTO U B 0011el nonyasauuud. Yacrora BupycHoro renatuta B u C y 601bHBIX €
HC cy1uiecTBeHHO BblllIe YeM B 001el OMYJISIUH, BCJIeACTBUE TPAaHCPY3MOHHOU Tepanuu.
B cBA3M C BBICOKMM pHUCKOM HHOQULUPOBAHMS BUPYCOM remnaTtuta B Heobxoaumo
obecneyrMTh BaKLMHALMIO NalnueHTa ¢ Tshxesnod ¢popmoirt HC mpoTuB renatuta B yxe B
panHeM Bo3pacTte. lematut C y 6GosbHbix HC B OCHOBHOM BCTpedaeTcs B BU/JE
XPOHUYECKOr0 remnaTura C MCXOJO0M B LUPpPO3. JledeHMe NMpPOBOAUTBHCA TaKXe KakK U B
ob1eit nonyasauuu (B).

T'emocugepo3/reMoxpomaro3s

[TocTTpaHcdy3roHHas neperpyska  »KeJjie3oM u/unu COHacJieloBaHue
HacJe[ICTBEHHOI'0 reMOoXpoMaTo3a NPUBOJAAT K MOBpeXJeHUI0 nedeHU. [l paHHero
BbISIBJIEHUS] OTJIOKEHUS KeJie3a B MeYyeHUu Heo6Xoaumo npoBoauTb MPT B pexxume T2*
neyeHU He pexxke 1 pasa B roJ, U onpeziejieHHe COJlepKaHUs GpeppUTHHA B CbIBOPOTKE
KpoBU He pexe 1 pasa B 3 Mecsua, a npu Heob6xoauMocTy U yaile (B). Ha 3HauyeHue
nocJieJHEr0 MOTYT OKa3blBaTh BJIMSIHWE BOCHaJieHUe, JePUIUT ackopbaTa, 3abosieBaHHe
nedyeHu. [Ipu BBIABJIEHMHM BBICOKOTO COJlep>KaHUA »Keje3a B Ie4eHH HeoOXOJAUMMO
HeMe/lIJIEeHHO HayaTb XeJIaTOpHYI0 Tepanuioo (AedepokcaMuH 40 Mr/Kr/cyT NOAKOXKHO B
TeyeHue 8-12 4yacoB unu gAedepasupokc 30-40 Mr/kr/cyT BHYTPb €XeJHEBHO), MpPHU
HeOOXOJMMOCTH OBICTPOM HOPMa/IM3aLlMA COZEpXKaHUs Kesje3a B OpraHusMe -
fedepokcamrH fo 100 Mr/kr/cyT BHYTPUBEHHO KaleJbHO B BH/IE HeNpPEPbIBHOU
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MHOY3UU B TedyeHUU 5-7 gHel (B).

5.3. Tpoduyeckue si3Bbl HUIKHUX KOHEYHOCTEN

Y nereil He BcTpevawoTcd. PasBuThe TpodUUecKUX f3B ONMCAHO y B3POCJBIX
O0JIbHBIX CO CpeJiHe TsKeJoW Wiau Tskeaod ¢opmourt HC, y KOTOpbIX He NMPOBOAUIACH
CIJIEHSKTOMHUA. Tpoduryeckre f3Bbl KaK IMPaBUJIO JBYXCTOPOHHHE, JIOKAJIU30BaHbl B
obsiactu JoAbpnKeK. OHM MOTYT ObITh Kak 6e300J/ie3HEHHbIMH, TaK U CONPOBOXKJATbCS
MHTEHCUBHOM 6osibto. [laToreHes /10 KOHLIA He siceH, HauboJiee BEPOSITHO OHU SIBJSIIOTCS
CleCTBUEM HapyUleHUs MUKPOLUUPKYJALMUUM M HU3KOW OKCUreHalUu TKaHel. He
MCKJII0YAeTCs poJib lepUIMTa [JMHKA B UX Pa3BUTHU.

B ciayyae ux pa3BUTHS HeOOXOJMMO PaCcCMOTPETb BO3MOXHOCTb IOBeJeHUs
CIJIEHSKTOMUHM Y 3TUX 6OJIbHBIX, 00eClIeYuThb aJleKBaTHOe 06e360/1MBaHKe, TOCTOSHHYO
06pabOTKy NMOBEPXHOCTH fI3Bbl aHTHUCENTUKAMH, NMPH HEOOXOJUMOCTHU HUCIOJIb30BaHUE
aHTUOAKTepHa/lbHbIX CpPeACTB  (MecTHOe  MCHO0JIb30BaHME  aHTHUOAKTEpUabHBIX
npenapatoB (KpeM, rejib, Ma3db M T.I.) He >XeJaTeJbHO, T.K. OYeHb 4YaCcTO K HUM
BbIpabaThIBAaeTCA YCTOMYMBOCTh MHUKPOOPraHM3MOB paHEBOM MOBEPXHOCTH, INpH
Heo6X0JUMOCTH Ha3HavYaeTCsl CUCTeMHas aHTUbOaKTepUuaibHas Tepanus), GUusnoTepanus
JUIsl COXpaHEHUs IMOJIBUXKHOCTH T'OJIEHOCTONHOTO CyCTaBa U HOpPMasIM3allMd BEHO3HOTIO
otToKa (C), Ha3HaueHUe MHKa cyabdaTa BHyTpb 200 Mr 3 pasa B cyTku (B).

5.4. /ipyrue peakue 0C/JI0XKHEHUS

K peakum ocnoxxkHeHussMu HC Takke OTHOCAT 3a/lep>KKy POCTa, YTO CBSI3aHO C
TMIIOKCMEN TKaHed M pacliMpeHHeM IjlalllapMa reMoIo33a, U MOXKeT HabJi[aTbcs
TOJIBKO NPU TSKEJIbIX U cpefiHe Tshxesbix popmax HC.

OnucaHO HECKOJIbKO CJydyaeB 3KCTpaMeAyJ/sipHbIA 04YaroB KpPOBETBOPEHHUS ¥
B3pPOCJbIX O0JIbHBIX C TsKes0M ¢popmoit HC 1 HeyiaieHHO! cesie3eHKOM.

6. bepeMeHHOCTH

Bo BpeMs 6epeMeHHOCTH BO3MOXXHO pa3BUTHE FeMOJIUTUYECKOr0 KpHU3a pasIMuHOU
CTENEeHU TSHKECTH Y MallMeHTOK ¢ 6eCCHMITOMHOM U jierkou ¢popmoit HC.

7. IIporuos

B 11es10M nporHo3 6aronpusaTHbIN. [Ipo10/KMTEIbHOCTD )KU3HH OTPaHUYeHA Pa3BUTHEM
OCJIO’KHEHHU .
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Tab6auua 3. JlabopaTopHble TeCThbl, UCHOIb3yeMble B fuarHoctTuke HC u Apyrux MeM6paHonaTui 3pUTPOLUTOB.

3abosieBaHUE OcMoTHryeckas JKTaLlUTOMETpHUA Kpunoremosus IMA-TecT
Pe3UCTEHTHOCTD
3pUTPOLIUTOB
HC
7 Cneuudurieckuid npoduib [\ 7
AUTA
AN AHasioruuyHo HC Her manHbBIX B nopwme, WV unm N

HacnepcrBeHHBIMIIMPOIIO
HKHWJIOLUTO3 Het nanHbIX Het nanHbIX Het mannbix W\

'uapaTUpOBaHHBIN

HacJie[ICTBEHHbIN ) Cnenuduyeckruii npodub Her nannbix N
CTOMaTOLUTO3
JlerupaTUPOBAHHbIN
HacJ/1eCTBEHHbIN v Cneuududeckud npodub Her nanHbIX A
CTOMaTOLUTO3
Kpuoruaponurtos

Her nannbIx Cnenuduyeckuit npodpuib Her nannbix v
BJA Il Tuna

) Her nannbix B HopMe naunAp B Hopme uu W

Hacnencreennsli
OBAJIOLIUTO3 FOr0-BOCTOYHOM Hert nannpIx HeT nebopmupyemoctu*™ N v
a3zum

HC — nacneactennsiii chepountos; AUI'A — ayroumMmyHHas reMonuTraeckas anemus; BJIA — BpoxaeHHas: AU3IPUTPONIOITHUECKAS aHEMUS;
* SPUTPOLMTHI MPH HACIEICTBEHHOM OBAJOIMTO3€ FOTO-BOCTOYHON a3WM AAIOT TUIOCKHHA Npoduib AePOPMUPYEMOCTH, YTO TOBOPUT O PUTUIHOCTU
3TUX KJIETOK.
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