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T'emonumuyeckue anemuu — 3TO TpyIa 3a00JIeBaHUMN, XapaKTEePU3YIOLIUXCS MATOJIOTUYECKU
MHTEHCUBHBIM pa3pylleHUEM 3PUTPOLIUTOB, OBBIILIEHHBIM 00pa30BaHUEM MIPOJYKTOB UX pacnaja,

a TAaK)Ke PEaKTUBHBIM YCUJICHUEM 3PUTPOII033a.
Knaccugpurayus.

HaCHeI[CTBeHHI)Ie TEMOJIMTHYCCKUEC aHEMHH B 3aBUCUMOCTH OT DTUOJIOTMHU U ITIATOI'CHE3a

NOAPA3AEIIAIOTCS Ha:
I. MemOpaHonaTuu SpUTPOLIUTOB:

a) «OeJIKOBO3aBUCHMBIE»: MHUKPOC(HEpOINTO3; OBAIOIMTO3; CTOMATOLUTO3; MHPOIIOHKUIIOIUTO3;
6one3np «Rh-HymbY;

0) «IMIHII03aBUCHUMBIE). aKAHTOIIUTO3.
II. DH3UMONaTUH SPUTPOLIUTOB, OOYCIOBICHHBIE JeDUITUTOM:
a) pepMeHTOB NTeHT030(0Cc(]PaTHOTO IUKIIA;
0) pepmeHTOB TIIMKONIN3A;
B) IIIOTaTHOHA;
r) pepMEHTOB, Y4aCTBYIOIIMX B HCIIOIb30BaHNH ATD;
1) (hepMEHTOB, YJaCTBYIOIIUX B CUHTE3€ MOPPUPHUHOB.
[II. 'emornobuHOMATHY:
a) CBS3aHHBIE C HAPYIICHHEM MEPBUYHON CTPYKTYPHI IIeTel TTI00NHa;
0) TaacCeMHUH.

HDI/IO6DCTCHHBIC TE€MOJIMTHNYCCKHUEC aHCEMHUU .

[. UMMyHOreMoIuTHYeCK1E aHEMUU:
a) ayTOUMMYHHBIE;
0) reTepOMMMYHHBIE;
B) U30MMMYHHBIE;
I') TPAHCUMM YHHBIE.
I1. ITpuobpereHHbIE MEMOPAHOMATHH:
a) mapoKCU3MalIbHasl HOYHas reMoriioounypus (0osiesabr MapkuadaBbl — MuKenn);
0) MIIOPOKJIETOYHAS aHEMHUSI.
III. AHeMuu, cCBI3aHHBIE C MEXAHUYECKUM MOBPEKICHUEM SPUTPOLIUTOB
a) MapuieBas reMorIoOMHYpHsi;
0) BO3HMKAIOIIHE ITPU TTPOTE3UPOBAHNH COCY/IOB WIIM KJIAIIaHOB CEP/LIa;

B) 0o0se3Hb MOIIKOBAY (MI/IKPO&HFI/IOH&TI/I‘ICCK&H T'EMOJJIMTUY CCKas aHCMI/IH).



IV. Tokcuueckre reMoJIMTHY€CKUE AaHEMUU PAZTUYHONW 3THOJIOTUH.
a) Ipy MpUeMe JIEKapCTBEHHBIX CPEICTB U TEMOJIUTUYECKUX SII0B
M TEMOJIMTUYCCKHE aHEMUU
a) TEMOJIMTUYECKasl J)KEIITyXa HOBOPOXKIEHHBIX
0) uanonaruyeckas

I1lo cmenenu maxcecmu I’A: B 3aBUCUMOCTH OT yPOBHS T€MOINIOOWHA, PETUKYIIOUTOB H
obmiero 6uIMpyouHa.

Ta6muma (Perrotta S., Gallagher P.G., Mohandas N. Hereditary spherocytosis)

MuHuManbHas
ITokazarens Jlerkas Cpennerspkenast Tsoxenas
(6beccumnToMHAas)
I'emornoowuH, /1 >120 100-120 80-120 60 - 80
Peruxynonutst, % <3 3-6 >6 >10
buapyoun oo, <17 17 - 34 >34 >51

e beccumnromHas popma oOHapykUBaeTcs ciaydailHo mpu 1abopaTopHOM 00CeJ0BaHUU
30POBBIX.

e Jlérkas gopma — remoJin3 MOXKET MPOSIBISITHCS BO BpeMsi MH(EKITMOHHOTO 3a00IeBaHus, a
TaKKe MPH MOBBIIIEHHON (U3NUYECKON HArpy3Ke.

o Cpenne-Tspkénas GopMa UMeeT XpOHHUECKOe, peluauBupyrolnee TedeHrne. O00ocTpeHue i
reMOJIMTHYECKUH KPU3, BOSHUKAIOIINN CIOHTAHHO, OO0 Ha QoHe MH(EKITUH,
COIPOBOXKJIAETCS YCUIICHUEM I'eMOJIM3a C HapacTaHUEM aHEMHH, )KENTYXH, CIIJIEHOMETaIuu,
WHTOKCHKAIIMU. BHE Kpr3a COXpaHSIOTCS yMEPEHHO-BBIPAXKEHHBIE CUMITTOMBI JKEITYXH U
CIJIEHOMETaJINs

o Tsxenas popma - IeTH OTCTAIOT B Pa3BUTHH, UMEIOT KOCTHEIE NedopManuu yeperna, B BUIES
BBIPA)KCHHBIX JIOOHBIX ¥ TEMEHHBIX OyT'pOB, 3a CUET pacHIHpPEHUs TIaIIapMa
KpoBeTBOpeHHsI. CIUICHOIKTOMUS Y TAKUX OOJBHBIX JIMIIb YaCTUYHO KOMIIEHCUPYIOT
reMOoJIi3. DPUTPOLUTHI O0JIBHOTO pedeHKa MpH TsHKeIol Gopme 3a00sIeBaHus )KUBYT 3 -4
ITHS1, 9TO TpeOyeT MOCTOSIHHBIX TeMOTpaHCchy3uil.

Omuonozus

[To okoHYaHWHU CPOKA HOPMAILHOM MPOOJDKUTEILHOCTH JKU3HU (0Koo 120 maHei)
SPUTPOLUTHI YIAISIOTCS U3 KpoBoTOKA. [Ipr HaMMUuK remMosin3a AeCTpyKIHs TPOUCXOIUT
MIPEKIEBPEMEHHO, UTO 00YCIOBJIMBAET YKOPOUCHHE MPOIOJKUTEIHHOCTH JKU3HU SPUTPOIIUTOB
(<120 gneit). AHemMust pa3BUBAETCs, KOT/Ia CHHTE3 SPUTPOLIUTOB B KOCTHOM MO3T€ OOJbIIIE HE
MOKET KOMIIEHCUPOBAaTh YKOPOUECHHE MPOAOJDKATEIIBHOCTH UX )KU3HU; 3TO COCTOSHHE HA3bIBAETCS
JIEKOMIICHCHUPOBAHHOM TeMOJIMTUYECKON aHeMuel. Ecim KoCcTHBIN MO3T crtocoOeH ee
KOMIIEHCHUPOBaTh, JAHHOE COCTOSIHUE HA3bIBAETCSI KOMIIEHCH POBAHHON MeMOJIMTUYECKON aHEMHU EH.

I'emo13 MOXKET OBITH KJIaCCI/I(bI/ILlI/IpOBaH B 3aBUCHUMOCTH OT TOI'O, ABJISICTCS JIM OH:

e BHeEIHNUM: HCTOYHUK BHE DPUTPOLIMTA; PACCTPONCTBA HE OTHOCAIIMECS K IPUTPOIIUTAM, KaK

MPaBUJIO, BISIOTCS MPUOOPETEHHBIMHU.

e BHyTpeHHMM: BCIE€ACTBUU JeeKTa B CAMOM dPUTPOLUTE; BHYTPEHHUE aHOMAJIMU

sputpouuToB ( ['emonmTHYeCcKe aHEMUH), KaK TTPaBUJIIO, SIBISIOTCS HACIIEICTBEHHBIMHU.



Buewnue npu4unsl

[IprunHbl HapyLIEHN, HE OTHOCSIIMXCS K SPUTPOLUTAM, BKIIFOUAOT:
e PeTuKynosH10TeNUaNbHAS THIIEPAKTUBHOCTD (TUIIEPCIVIEHUYECKHUI CHHAPOM)

¢ lIMMyHoOJIOTHYECKHE HApYILLIEHUS (HallpuMep, ayTOMMMYHHYIO T€MOJUTHY €CKYIO0 aHEMMUIO,
TPOMOOTHYECKYIO TPOMOOLIUTONIEHUYECKYIO TypPIypy)

e MexaHnyeckue MOBPEXAEHUS (TPaBMATUYECKYIO TEMOJIUTUY ECKYIO AHEMHUIO)

® .HCKapCTBCHHbIC CpcacTBa (XI/IHI/IH, XUHUJWH, ICHUIUWIIIMHBI, MCTHUJIAO0IIA, TUKJIIOIIUIWH,

KJIOMTUOTPEJIb)
e TokcHHBI (CBUHEII, MEIb)
e Hudekmuun

Bo30yaurenn nHdeKuu MOryT BBI3bIBATH PA3BUTHE FEMOJIMTUYECKON aHEMUU Ty TEM
psIMOTO BO31eHcTBHS TOKCUHOB (Hanpumep, Clostridium perfringens, ansda- nnmm 6eta-
FeMOJINTUYECKUE CTPENTOKOKKHY, MEHUHIOKOKKH ), IyTEM MHBA3UHU U JECTPYKLUHU 3PUTPOLIUTOB
HEMOCPECTBEHHO caMUMHU BO3OyauTensimMu (Hanpumep, Plasmodium, Bartonella) nnu myrem
IPOAYKIUH aHTUTEN (BUpyc DniteliHa-bapp, Mukomniazma).

Buympennue npuuunsi

[TprumuHaMH, CO CTOPOHBI SPUTPOLIUTOB, KOTOPHIE MOT'YT BBI3BATh I'€MOJIN3 SBISFOTCS
NIaTOJIOTUU MEMOPAHBI YPUTPOIIMTOB, KJIIETOYHOTO META00IM3Ma MITH CTPYKTYPBI TeMornoonHa. K
HUM OTHOCSTCS HACJICJCTBEHHBIE WJIM IPHOOPETEHHBIE e EKThI KJIECTOUHBIX MEMOpaH (K mpumepy,
cheponnTos), HapyUIEHUS IPUTPOIUTAPHOTO MeTab0M3Ma (HEJ0CTAaTOYHOCTD TITFOK030-6-
docdaraerumporenaspl), reMOTIIOONHOMATHHN (CEPIIOBUIHOKIETOUHASI aHEMUSI, TAJTACCEMHUH ).
[eMonMTHYECKIE aHEMHH MOT'YT OBITh 00YCIIOBJICHBI KOJJMUYECTBEHHBIMU M (PYHKITHOHATEHBIMU
AHOMAJIMSAMU OIIPEAEIEHHBIX 0EIKOB MeMOpaH 3puTpoluTOoB (ajb(da- u OeTa-crniekTpuHa, Oenka 4.1,

F-akTuHa, aHKUpHHA).

Ilamogu3zuonocusn

HopmanbHbIH MPOIECCHHT SPUTPOLIUTOB:

Craperolyie 3puTPOLUTHl yTPaYUBaOT MEMOPaHy U SIMMHUHUPYIOTCS U3 KPOBOTOKA B
OCHOBHOM (parolUTUPYIOUIMMH KJIETKAMU CEJI€3EHKH, IE4EHHU, KOCTHOTO MO3Ta,
PETUKYJI03HI0TEHAIbHOM cucTeMbl. Paspyiienue reMorioOnHa B 3TUX KIETKaX IPOUCXOAUT
[JIaBHBIM 00Pa30M C IOMOIIBIO CHCTEMbI FeMOKcUreHasbl. JKene3o coxpansercs u
peyTUIN3UPYETCS, a FeM pa3pyluaeTcsi ¢ o0pazoBaHuEM OMIMPYOHHA, KOTOPBI B IE4EHU

KOHBIOTHPYETCSI C NIFOKYPOHOBOW KUCJIOTOW U BBIBOAUTCS C JKEITYbIO.

Brecocyoucmuiii eemonus

B GonbmiuHCTBE CJIy4dyacB IMaTOJIOTHYECUM TEMOJIN3 SIBJISICTCS BHECOCYAUCTBIM U BO3BHUKACT
Ipyu yoIaJICHUH U3 KPOBOTOKA MOBPEKICHHBIX UJIM AaHOMAJIBHBIX SPUTPOLIUTOB CEJIe3CHKON NIIN
IICYCHBIO. FCMOJ'II/IS, HpOI/ICXOI[ﬂH_H/Iﬁ B CCJIC3CHKC, KaK IIPaBUJIO, 06YCJ'IOBJ'ICH HC3HAYNTCIbHBIMUA

AHOMAJIMAMU CTPOCHUS SPUTPOLUTOB UJIW HAJIMYUCM TCIIJIOBBIX AHTUTCII Ha ITOBCPXHOCTHU KJICTOK.



[Tpu yBenuueHUH ceae3eHKH MOXKET HaONI0AaThCsl pa3pylIeHUE 1a)Ke HOPMaJIbHBIX SPUTPOIIUTOB.
DOPUTPOLUTHI C BIPA)KEHHBIMU aHOMAJIMSIMU CTPOCHHSI THOO0 MMEIOIINE XOJIOA0BbIe aHTHTEINA U
KOMIOHEHTHI KoMIiemeHTa (C3) Ha cBOel OBEPXHOCTU pa3pylIat0TCs HEMMOCPEICTBEHHO B
KpPOBOTOKE JIMOO B TIEUCHH, IJIe BOSMOKHO 3 (PEKTHBHOE ynaieHH e MOBPEXKICHHBIX KJIECTOK B CBS3H
C XOpoLHM KpoBocHaOkeHneM. [Ipu BHECOCyArCTOM remMoinn3e, B Ma3Kke nepudepruieckoil KpoBu

MOXXHO OOHAPYKUTh MUKPOC(HEPOIIUTHI.

Buympucocyoucmeiii cemonus

BryTprcocynucTslii réeMOJIU3 SBJISETCS OCHOBHOW IPUYUHON MPEXKIAEBPEMEHHOTO
pa3pyLIEHUs] SPUTPOLUTOB U OOBIYHO MPOUCXOAUT MOCIIE 3HAUYUTEILHOIO TOBPEXKACHUSI KIIETOYHBIX
MeMOpaH B pe3yJIbTaTe pa3InYHbIX MEXaHU3MOB, BKJIIOYasi ayTOMMMYHHYIO PEAKIIHIO, IPAMYIO
TpaBMy (MapuieBasi FeMOITIOOMHYpHS ), FTEMOAMHAMUYECKUN ynap (Mpy HATMYUH J1e(hEeKTOB
MCKYCCTBEHHBIX KJIAllaHOB Cep/1ia), BO3AEHCTBUE TOKCUHOB (KJIOCTpUUAIbHAsl MHTOKCUKALINS,
YKyC J0BUTOH 3Men). B Ma3ke nepudepudeckoil KpoBU MOXKHO OOHAPYKUTh M CTOLIMTHI I

npyrue GpparMeHTHPOBaHHbBIE 3PUTPOLUTHI.

BryTprcocyaucThiii reMoan3 TPUBOIUT K TeMOTIIOOMHEMHUH, KOTJja KOJIMYECTBO TeMOII00MHa,
BBICBOOOXK/1a€MOT'0 B TIJIa3MY, ITPEBHIMIAET T€MOTTIOOMH-CBSI3BIBAIOIIYIO CIIOCOOHOCTh
IJIa3MaTU4YEKOro CBA3BIBAIOIIEr0 Oejka rarTorio0uHa, KOHIIEHTpalis KOTOPOro B IIa3Me B HOpMe
coctasisieT okosio 100 mr/mi (1,0 r/m). [lnasmeHHbIe ypOBHH CBOOOIHOIO rantTorioonHa OyayT
HU3KUMU. [Iprn HamMuuy reMorioOMHEMUN CBOOOIHBIE TUMEPHI TeMOTIIO0NHA (GUIBTPYIOTCS B MOTY
U peabcopOupyroTCs B KJIETKaX [OYEUHBIX KaHAJBIEB; KOTJa ClIOCOOHOCTh K peabcopounu
MIPEBBINICHA, BOBHUKACT reMOTJI00MHYpHsl. B KaHATBIIEBBIX KJIETKAX KEJI€30 BKIFOYACTCS B CHHTE3
FeMOCHIEPUHA; YacTh JKelle3a UCTOJb3yeTCs IS peyTUIIN3alliH, 0CTaJIbHOE KOJMYECTBO I1OMagacT

B MOUY B CBSI3H C IIEPErpPy3KOM KaHAJIBIEBBIX KIIETOK.

Tlocneocmeus cemonuza

HexonbsrorupoBanHast (HenpsiMas) THIIEpOMITUPYOHHEMHUSI U JKENTyXa BO3HUKAIOT, KOT/Ia
MIPEBpAILlEHUE TEMOTIIOONHA B OMJIMPYOUH TP EBBIIIAET CIIOCOOHOCTh IEUCHHU K KOHBIOTAIINH U
IKCKpennu ommpyouHa. Benencrue katabonn3ma OmimpyOrHa MOBBILIAETCS COEepIKaHue
CTepKOOMJIMHA B KaJie, ypOOMJIMHOTeHa B MOY€, MHOTa BO3HUKAET XOJIeTUTHA3.

KoCTHBIN MO3I OTBEYaET HAa CHMKEHHUE KOJIMYECTBA S3PUTPOLIUTOB YCUJICHU €M UX IIPONAYKIIMH U
BBICBOOOXK/IEHHUS, UTO IPUBOJUT K PETUKYIOLUTO3Y. [ eMOJIM3 MOXKET UMETh OCTPbIM, XpPOHUYECKUI
WIN 3MU30AMYECKUM XapakTep. ['eMon3 MoXeT ObITh BHECOCYIUCTHIM, BHYTPUCOCYAUCTBIM MU

KOMOMHHPOBAHHBIM.

Ocoodennocmu omoenvHvlx hopm
1. Ocobennocmu omoenvbHbix opm memobparHonamuti 3pumpoyuUmos:

Kak yxe O6b1710 yKa3aHO, TAaTOJIOTUsI MOXKET OBbITh CBsI3aHa MO0 C N3MEHEHUEM CTPYKTYpPHI
6emnka, MO0 ¢ U3MEHEHUEM CTPYKTYphI JIUIHI0B SpUTPOLUTAPHON MEMOPaHHBI.

K Hanbonee pacnpocTpaHEHHBIM O€JIKOBO3aBUCUMBIM MEMOPaHONATUSIM OTHOCATCS

CIIEAYIOIME TEMOJIMTUYECKHE aHEMUU: MUKpoceponnTos (0onesns Munkosckoro — Hloddapa),



OBAJIOLIUTO3, CTOMATOLIUTO3, OoJee peakue GopmMbl — MUPOMORKUIONNUTO3, O0oe3Hb Rh-HyIb.
Jlununo3aBrucuMble MEMOPAHONIATUN BCTPEUAIOTCS B HEOOJIBIIOM MIPOLIEHTE CPEAU ITPOUUX

MeMOpaHomnatuii. [IpuMepoM Takoi reMOoJIMTHYECKON aHEMHH SIBJISICTCS AKaHTOLUTO3.

OsanoyumapHas TeMONUTHYECKas aHeMHUs (HACIIEICTBEHHBIN SJUITOIIUTO3): OBAJOIUTHI
SBIISIIOTCS (DUIIOTeHEeTHYecKU Ooee ApeBHel (HOopMOii SpUTPOIUTOB. B KpOBH 3M0POBBIX JIIOACH OHH
OTIPENETSIOTCS B HEOOIbIIOM TIporieHTe — 0T 8 10 10. Y GONBHBIX C HACIIENCTBEHHBIM
SIUMTOIUTO30M HX KOJHYECTBO MOXKET JOCTUTaTh 25-75 %. 3aboneBanue HacneayeTcs mno
ayTOCOMHO-IOMHHAHTHOMY THITy. [IaroreHe3 o0ycnoBneH nedekToM MeMOpaHbl )pUTPOIUTOB, B
KOTOPOW OTCYTCTBYET HECKOJIBKO (hpAKIMii MEMOPAaHHBIX OCIIKOB, B TOM YHCIIE M CIIEKTPHH. DTO
COIPOBOXKIAETCSA CHUYKEHUEM OCMOTHUYECKON PE3MCTEHTHOCTH OBAJIOLUTOB, MOBBIIICHUEM
ayTOreMoJIn3a U YKOPOUECHHUEM MPOIOJDKUTETBLHOCTH )KH3HU OBAJIOLUUTOB. Pa3pyIieHre oBalouToB

MMPOUCXOAUT B CCIIC3CHKE, [TIO3TOMY Y 0OJIBIINHCTBA OOJBHBIX OTMEUACTCS €€ YBCIIMUYCHHUC.

Kaptuna kpoBu: AHEeMus pa3anH0171 CTCIICHH BbBIPAKCHHOCTH, YalllC HOPMOXPOMHaAs. Hanuuue B

nepudeprueckoit kpoBu oBanouuToB 6osee 10-15 %, ymepeHHbIH peTUKyI01HUTO3. B CHIBOpOTKE
KPOBH YBEJIMYCHHE HEMPsMOro ounnpyonna. OBamonuTo3 4acTo coueraercs ¢ ApyrumMu Gpopmamu
reMOJIMTHYECKUX aHEMUH, HallpUMep, C CEPIIOBUIHOKIETOUHON aHEMUEH, TalacCeMHEH.

Hacneocmeennulii cmomamoyumo3s: 3TO PEIKO BCTPEYAIOMIAsICsl MAaTOIOrus. T
HACIIeIOBAHUS — ayTOCOMHO-IOMUHAHTHBIN. J[MarH03 OCHOBBIBAE€TCS HA OOHAPYKEHUH B Ma3Ke
KPOBH SPUTPOIIMUTOB CBOCOOPA3HOT0 BUIA: HEOKPAIIEHHBIN yYaCTOK B LIEHTPE IPUTPOLIUTA OKPYKEH
OKpAIICHHBIMU YYaCTKAMH, COSTMHEHHBIMU MO0 OOKaM, YTO HATIOMHHAET MIPUOTKPBITHIA POT
(rped.stoma). i3MeHeHue (OpMBI YPUTPOLIUTOB CBS3BIBAIOT C TEHETUYECKUMU eekTamu
CTPYKTYpPBl MEMOpaHHBIX OEJIKOB, UTO 00YCIIOBIMBAET MOBBIIICHHYIO TPOHUIIAEMOCTh MEMOpPaHbI
Uit noHOB Na + u K+ (mpubnusurtensHo B 50 pa3 yBeIHUHUBAETCS TACCHBHOE TPOHUKHOBEHHE
HATPHS B KJIETKY U B 5 pa3 yBeIUYHBACTCS BBIXOJ] KAJIUSI U3 SPUTPOLUTOB). Y OONbINEH yacTu

HOCHUTEJIEH aHOMa K 3a00IeBaHNEe KIMHHUYECKU HE MMPOABIIACTCA.

KaDTI/IHa KPOBMH: VYV 60ABHBIX Pa3sBUBACTCA aHEMUS, Halll€ HOPMOXPOMHaAA. B nepnuon

TEMOJIMTHYECKOTO KpH3a OTMEYAETCsl PE3KOe CHIDKEHUE TeMOTJI00MHA, BEICOKUN PETUKYJIONUTO3. B
CBIBOPOTKE KPOBHU YBEIMYHMBAETCSI YPOBEHBb HENMpsiMoro ounupyounna. Ocmorudeckas
PE3UCTEHTHOCTh M MPOIOLKUTEIHHOCTD KU3HU 1€(PEKTHBIX SPUTPOLIUTOB CHUKEHBI.
Jlmarnoctuueckoe 3HauYeHHE UMEET OIpe/leJIeHne YBEIUYEHHOTO KOJMUeCTBA HOHOB HATpuUs B
M3MEHEHHBIX SPUTPOLUTAX U CHI)KEHUE HOHOB KA.

Axanmoyumapmuas cemonumuyeckas anemusi. 3a00JIEBaHIUE OTHOCUTCS K JIUITHI03aBH CUMbIM
MEeMOPaHOIAaTHsIM, HACIIEIYyETCs 110 ayTOCOMHO-PEIECCUBHOMY THITY U TIPOSIBIISICTCS B PAHHEM
JeTCKoM Bo3pacte. I1pu 3Toil maronorus B KpoBU OOJbHBIX 0OHAPYKUBAIOTCS CBOCOOpA3HBIC
OPUTPOLUTHI — AKAHTOIUTHI (rpedu. Akanta — i, Koiouka). Ha moBepXHOCTH TaKKX 3pUTPOLIUTOB
umeercs oT 5 10 10 AMMHHBIX MUMI000pa3HbIX BEIpOCTOB. Kak monararot, B MeMOpaHax
AKaHTOIIMTOB UMEIOTCS HApyILIEeHUs BO hpakiuu GochOMITHIOB — MOBBIIICHUE YPOBHS
cuHTOMUENNHA U CHIDKeHHE (DoCchaTHANIXO0NIMHA. YKa3aHHbBIC U3MEHEHUS U MPUBOJISAT K

00pa3oBaHMIO 1e()EKTHBIX IPUTPOIIUTOB.

KaprtuHa kpoBHU: AHEeMHs, 4aIie HOPMOXPOMHOTO XapaKkTepa, PeTUKYIOIUTO3, HATHINE

OPUTPOUUTOB C XapaKTCPHbIMU HII/IHOO6p33HI)IMI/I BBIPpOCTaMHU. B CbIBOPOTKEC KpPOBH IMOBLIIIICHO



cozmepkaHue HenpsiMoro ounupyouna. OMTHOBPEMEHHO B CBIBOPOTKE KPOBU Y TAKHX OOJIBHBIX
MOHIKEHO KOJIMYECTBO XOJecTeprHa, PochOoIUnuI0B, TPUTITHULIEPHIOB, OTCYTCTBYET [3-POTEHH.

3aboseBaHue €llle Ha3bIBAIOT HACIICACTBEHHON a0eTaIMITONPOTEHHEMHUCH.

Il. Hacneocmeennvie cemorumuyeckue aHeMuu, CesA3dHHble C HapyuteHuem aKmueHocmu

Gepmenmos spumpoyumos:

I'emomuTyeckue aneMuu, CBsI3aHHbBIE ¢ 1eUIIUTOM (PEepMEHTOB TeHT030(0C(hHaTHOTO IIHUKJIA.
Heoocmamounocmu enoko30-6-ghocgpam-oecudpoeenasvt SpUTPOIUTOB HACIICTYETCS 1O
CIIETIJICHHOMY C TI0JI0M TUTY (X- XpOMOCOMHOMY THITY). B COOTBETCTBHY € 3TUM KJIMHUYECKUE
MpOsIBJICHUs 3a0071eBaHUsT HAOIIONAOTCS TPEUMYIIIECTBEHHO Y MY>KYHMH, YHACIEIOBABIINX JaHHYIO
MATOJIOTMI0 OT MaTepH ¢ ee X-XpOMOCOMOM, U y )KEHIIUH-TOMO3UTOT — 10 aHOMAJIBHOM XPOMOCOME.
VY )KEHIIUH-TETEPO3UTOT KIIMHUYECKUE TIPOSBIICHUS OyNYyT 3aBUCETh OT COOTHOIICHUSI HOPMaJIbHBIX
SPUTPOLIUTOB U IPUTPOLIUTOB C HEJOCTATOYHOCTRIO INIOK030-6-ocdaT-neruaporenassl. B
HacTos1Iee Bpemsi onucaHo 6osee 250 BapuaHTOB HEAOCTaTOYHOCTH TNIOK030-6-pocdat-
neruaporenassl. KimoueBast poib ['-6-@JII" cocrout B yuactuu ee B BocctaHoBlIeHHH HAJID u
HAJI®H2, obecrnieunBaronux pereHepaluo yTaTHOHA B SpUTPOLIUTaX. BOoCCTaHOBIICHHBIH
[Ty TATUOH MPEAOXPAHSIET SpUTPOLIUTHI OT pacnaja Mpyu KOHTAKTE ¢ OKCUJAAHTAMU. Y JIHI],
UMEIOIIMX TePUINT TII0K030-6-Pocdar-geruaporeHasbl, OKUCIUTEIH SK30MCHHOTO U SHIOT€HHOTO
MPOUCXOXKICHUS aKTUBUPYIOT MEPEKUCHOE OKUCIICHHUE IMTUA0B MEMOpaH 3pUTPOIUTOB,
MOBBINIAIOT TPOHUIIAEMOCTh IPUTPOLIUTAPHON MEMOPaHbI, HAPYIIAIOT NIOHHOE PABHOBECHE B
KJIETKaX ¥ CHI)KAIOT OCMOTUYECKYIO PE3UCTEHTHOCTh 3pUTPOLIMTOB. Bo3HUKaeT ocTphiit

BHYTPHUCOCYIUCTBIA I'€MOJIU3.

N3BectHO 60mnee 40 pa3nruHbIX BUAOB JIEKapPCTBEHHBIX BEIIECTB, SBIISIOIINXCS
OKHCIUTEIISIMUA U TIPOBOIUPYIOIINX TEMOIIU3 SpUTPOLUTOB. K HUM OTHOCSATCS TPOTHBOMATISIPUAHBIE
CpeICTBa, MHOTHE CYNb(haHUIaAMHTHBIC TIPETIapaThl 1 AHTUOMOTUKH, IIPOTHUBOTYOCPKYIE3HbIE
CpeICTBa, HUTPOIIUIICPUH, aHATIBI€TUKH, )KAPOIOHIKAIOIIM e BerecTBa, BuTaMuHbl C 1 K 1 1p.
['emonmu3 MOkeT ObITh MHIYIIHPOBAH dHIOTCHHBIMA WHTOKCHKAIIMSIMH, HAITPUMEP TUAOCTUIECKUM
aIUI030M, aIlU030M MPH MOYETHON HETOCTATOUHOCTH. [ eMON3 BOSHHKAET IMPU TOKCHKO3aX
OepeMEeHHBIX.

Kapruna kposu: I'emommTryae ckuit Kpus, CHpOBOHI/IPOBaHHHﬁ IMPUEMOM JICKAPCTBECHHOI'O

Imperapara, CoOIrpoBOKAACTCA PA3BUTHEM HOpMOXpOMHOﬁ AdHCMHH, pCTUKYJIOOUTO30M,
HeflTpO(ill/IHBHBIM J'ICI‘/’IKOHI/ITO?»OM, HHOTla pa3BUTHEM JICHKEeM OUTHOM PCaKIU. B xoctHOM MO3re
OTMCUYACTCA peaKTI/IBHHﬁ 3pI/ITpO6J'IaCTO3.

Y HOBOPOXKIEHHBIX MPHU BBIPAKEHHOM Je(UIIUTE aKTUBHOCTH TITIOK030-6-pocdat-
JIerUIpOreHasbl TeMOJIMTUYECKHUE KPU3bl BOSHUKAIOT Cpa3y Mociie POXIACHUS. DTO —
reMoJMTHYeCcKasi 00JIe3Hb HOBOPOXKICHHBIX, HE CBS3aHHAS C HMMYHOJIOTUYECKAM KOH (PIIUKTOM.
3aboneBaHue MPOTEKACT C TKEION HEBPOJIOTHYECKONW CUMITOMATUKOM. [TaTorenes aTux Kpru3oB
HEJ0CTAaTOYHO U3yUY€eH, IPEIIO0NaratT, YTO FeMOJIU3 IPOBOLIUPYETCS IPUEMOM OEpEMEHHON WITH

KOpMSII.[IGfI MaTCPbIO JICKAPCTBCHHBIX CPCACTB C TCMOJIMTUYCCKUM HeﬁCTBHeM.

HacnencrBenHas reMOIUTHICCKAS AHCMHUA, 06yCJ'IOBJ'IeHHaSI ()egbuuumom aKkmueHocmu
nupyeamxkuHasvl SpUTPOLIUTOB. BpO)KI[CHHaSI TEMOJIMTUYCCKAA aHEMUA BCTPECHACTCA 'y JIMI]

TOMO3HUI'OTHBIX 11O aYTOCOMHO-PCUCCCUBHOMY I'CHY. reTepOBI/Il"OTHI)Ie HOCHUTCIIHU ABJIAOTCA



PaKTUYECKU 300poBBIMU. DEepMEHT MUPYBATKUHA3A SIBJISIETCS OJHUM U3 3aKIFOUAIOIINX
bepMeHTOB TIHKoIn3a, odecrneunBaronmx oopazopanue ATD. YV 60npHBIX ¢ 1eGUIUTOM
NUPYBaTKHHA3BI CHUKAaeTcs Komn4ecTBO ATD B 3pUTPOLIMTAX U HAKATUTMBAIOTCS MPOIAYKTHI
IJIMKOJI32a MPEAIIeCTBYIOIMUX 3TanoB — Gocdodenonmupysart, 3-hochormuuepar, 2,3 -
nudochormuIepart, a coaepkaHue MUpyBara U JIakTaTa CHUXKaeTcsl. B pe3ynbrare CHIKEHUS
ypoBHs1 AT® HapymarTcs Bce YHEpro3aBUCUMBIE MPOLIECCHI, U B TIEPBYIO ouepens padora Na+,
K+-AT®-a3s1 MeMOpanbl spuTponnTa. CHUKEHHE akTUBHOCTH Na+, K+-AT®-a3bl mpUBOIUT K
MOTEPE MOHOB KaJIUs KJIETKON, YMEHBIIICHUIO COEPKAHUS OHOBAJICHTHBIX HOHOB U JICTUAPATAIINH
SPUTPOIUTOB. Jleruapartamus SpuTPOIUTOB 3aTPYIHSIET OKCUTCHAIIUIO TEMOTJIO0NHA U OTIady
KHCIIOPO/Ia TeMOTIIOONHOM B TKaHSAX. YBEIMUEHHE B dpUTpounTax 2,3 -nudocdormumepara
YaCTUYHO KOMITEHCHUPYET ATOT AE(PEKT, TaK KaK CPOICTBO reMOrIO0NHA K KHCIOPOAY TTOHMKASTCS
IIPU €ro B3aUMOICHCTBUH ¢ 2,3 -1 OoCHOrTHIIepaToM, U, CIIEA0BATEINBEHO, 00JeTYaeTCs OTaqy

KHUCIIOpOJAa TKaHSIM.

Kimnnueckue nposiBieHus 3a001eBaHusl HEOAHOPOIHBI U MOT'YT IIPOSIBIISITHCS
FeMOJIMTUYECKUMU U aIlJIaCTUYECKUMHU KPU3aMH, a Y paJa OONbHBIX — B (hopMe €1ab0 BbIpaKEHHON

AHEMHUH WM Jake O€CCUMIITOMHO.

KaDTI/IHa KPOBU: YMCpPCHHAA aHECMHU:, Yalll€ HOPMOXpOMHas. HHorna BRISBISIOT MaKpOLHTO3;

OCMOTHYECKAs! PE3UCTEHTHOCTh HPUTPOLIUTOB CHU)KEHA UJIM HE U3MEHEHA, B IIEPUOJ KPU30B
YBEJIMYUBACTCS CONlEp)KaHUEe HEeNpsAMOro OmnnpyOuHa B miazMe. KonryecTBo peTHKYIOIUTOB B
nepudeprueckoil KpoBU BO BpeMsi KpH3a PE3KO BO3PACTAET, y YACTH OOJBHBIX B KPOBH MOSIBIISIOTCS

SPUTPOKAPUOIIUTHI.
III. I'emoznobunonamuu:

OTO rpynna reMOJIMTHYECKUX AHEMUH, CBA3aHHBIX C HAPYIIEHUEM CTPYKTYpbl WJIM CHHTE3a
remornoouna. PaznuyaroT remornoonHOnaTHH, 00yCIOBIEHHbIE aHOMATHEN MEPBUYHON CTPYKTYPbI
reMOrIoOMHa, KaueCTBEHHBIE (CEepIIOBUIHOKIETOYHASI aHEMHUs ), U BbI3BAHHbBIC HAPYIIICHUEM CHHTE3a

1enei reMoryio0MHa, UIiTH KOJIMYECTBEHHBIE (TalaCCeMHs).

Cepnosuonokiemounas anemus. Bneppsie 3a06o1eBanue 06110 onrucano B 1910 r. Xeppukom.
B 1956 . Utano u MHrpem ycTaHOBUIIH, YTO 3a00JI€BaHUE ABISETCS CIEICTBUEM I'eHHON MYTalllu,
B pe3yJibTaTe KOTOPOM MPOUCXOIUT AMUHOKHUCIIOTHAS 3aMeHa B MoJiokeHuu VI B-nmonumnenTtuaHon
[EMH FeMOr00MHa MIII0TAMHUHOBON KU CIOTHI HAa HEUTpaJbHBIN BaJIMH U HAUWHAET CHHTE3UPOBATHCS
AHOMAJIbHBIN IreMOrIO0UH S, YTO COMPOBOXKAAETCS PA3BUTUEM BBIPAKEHHOTO MOMKUIIONUTO3a U
MOSIBJICHHEM CEPIIOBHIHOKJIETOUHBIX ()OPM SpUTPOLUTOB. [IpUunHON MOSBIEHUS YPUTPOLIUTOB
CEpIOBUAHOMN (OPMBI ABISETCS TO, YTO TEMOITIOONH S B IEOKCUTEHUPOBAHHOM COCTOSHUU
obmanmaer B 100 pa3 MeHbIIIeH pacTBOPUMOCTBIO, YeM I'eMOIIOONH A, a TaKKe BBICOKOM
CMOCOOHOCTBIO K MOJIMMEpH3aIii. BeliencTBre 3TOro BHYTPH dPUTPOLIUTA 00Pa3yIOTCS KPUCTAILTBI
MPOIOJITOBATON (POPMBI, KOTOPBIE IPUIAIOT IPUTPOLUTY CEPIOBUAHYIO (popmy. Takue 3puTpOLUTHI
CTaHOBATCS PUTHUIHBIMU, TEPSIOT TUIACTHYECKIE CBOMCTBA U JIETKO reMONM3UpyIoTes. B cimydae
TOMO3HTOTHOTO HOCHTENHCTBA TOBOPST O CEPIIOBUAHOKICTOYHON aHEMUH, a MIPH FeTePO3UTOTHOM

HOCHUTCIIBCTBE — O CepHOBI/I,HHOKJIeTO‘{HOﬁ aHOMaJInHu.

Tomoszueomnas gpopma 6051€3HN XapaKTepU3yeTCss YMEPEHHOI HOPMOXPOMHOMN aHeMHUEeH,

coznepxkanue obuiero remornoouna cocrapiuseT 60-80 r/n. KonnyecTBo peTUKYIOIUTOB MOBBIIIEHO



— 10 % u 6onee. CpeaHsisi MPOAOHKUTEIHLHOCTD KU3HU IPUTPOLUTOB — OKOJIO 17 nHei.
XapakTepHbIM MIPU3HAKOM SIBJISIETCS HAJTMYKE B OKPAIIEHHOM Ma3Ke CEPIIOBUIHBIX SPUTPOIIUTOB,

SPUTPOLIUTOB ¢ 0a30(PUILHON MyHKTAIUEH.

I'eMOM3 S3PUTPOIIUTOB CIOCOOCTBYET PA3BUTHIO TPOMOOTHYECKUX OCIOKHEHUH. MoryT
BO3HMKHYTb MHOXECTBEHHBIE TPOMOO3BI COCY/IOB CEIE3EHKH, JIETKUX, CYCTaBOB, IIEYEHU, MO3TOBBIX
000104 €K, C MOCIENYIOMNM pa3BUTHEM HH(papPKTa B YKa3aHHBIX TKaHAX. B 3aBUCHMOCTH OT
JIOKaJIM3aluU TPOMOO30B ITPH CEPIIOBUIHOKIETOYHOM aHEMHH BBIJIENSIOT HECKOIBKO CHHIPOMOB —
TPYAHOH, MBITIIEYHOCKENETHBIN, a0IOMHHAIBHBIN, MO3TOBOM U Jp. YCyryOneHne aHEMHH MOKET
OBITH CBS3aHO C TUIIOIUIACTHYECKUM KPH30M, KOTOPBIH Yallle BCEro BcTpeyaercs y nereil Ha ¢poHe
nepeHeceHHoi nHpeknuu. [1pu 3ToM oTMedaeTcs yrHeTeHrne KOCTHOMO3TOBOIO KPOBE TBOPEHUS U B
nepudepruuecKoil KpOBU UCUE3AI0T PETUKYJIOLUTHI, CHUKAETCS KOJIMYECTBO 3PUTPOLIUTOB,
HEUTpopuII0B U TPOMOOLMTOB. | eMOMUTHYECKUI KPU3 MOXKET OBITH CIIPOBOLIMPOBAH Y OOJIBHBIX
CEpIIOBUAHOKJIETOUHON aHeMHel NH(EKIIMOHHBIMU 3a00J1€BaHUSAMH, CTPECCOM, THITOKCHEN. B 3T
HEepU OBl PE3KO CHUKAETCS KOJIMYECTBO IPUTPOLIUTOB, N1aJJa€T YPOBEHb T'€MOINIOOMHA, IOSABIISIOTCS
YepHasi MO4a, KEIATYIIHOE OKPAIIUBAHUE KOKU U CIM3UCTBIX, YBEIMUYUBACTCS HENPSAMON
O6uupyOrH B KpoBU. Kpome aniacTudeckux U reMOIMTUYECKUX KPU30B MIPU
CEPIIOBUAHOKIIETOYHON aHEMHUH HAaOJIOAaI0TCs CEKBECTPALIMOHHBIE KPU3bI, IIPU KOTOPBIX
3HAYUTENBHAS YaCTh SPUTPOLUTOB JACTIOHUPYETCS BO BHYyTPEHHUX OpraHax, B YaCTHOCTH, B
ceneseHke. [Ipy 1enoOHNMPOBaHUM SPUTPOLUTOB BO BHYTPEHHUX OpraHax MOXKeET IPOUCXOAUTh UX
paspyleHue B MECTaX JENOHUPOBAHUM, XOTS B PSAE CIy4aeB dPUTPOLUTHI IIPU ACIIOHUPOBAHNUHN HE
paspymarorcs.

T'emepo3sucomuas ¢oopma reMornoOMHONATUN S (CEPIIOBUIAHO-KIETOYHAS AHOMAIIUS) Y
OOMBIIMHCTBA OONBHBIX MPOTEKAET OECCUMIITOMHO, TaK KaK COAEPKAHUE MMAaTOJIOTHIECKOTO
reMONIOOMHA B YPUTPOLIUTAX HEBEIUKO. Y HEOOIBIIOro MPOLEHTa reTePO3UTOTHBIX HOCUTENEH
AHOMAJILHOTO TeMOITIO0OMHA B MEPUOJ] TUIIOKCUUYECKUX COCTOSHUN (ITHEBMOHUH, TIOABEM HA BBICOTY)

MOXET OBITh BbIIEJICHHE TEMHON MOUU U pa3HOOOpa3Hble TPOMOOTHUECKHE OCIOKHEHNUS.

Tanaccemuu: 310 Tpynna 3a00JI€BaHNUM ¢ HACIIEACTBEHHBIM HAPYILIEHUEM CUHTE3a OTHOU U3
1enen rnoduHa, reMoJan30M, THIIOXPOMHE U Hed((PeKTUBHBIM 3PUTPOLUTOII0330M. Tanaccemus
pacnipocTpaneHa B cTpaHax CpenusemHomopsbs, Cpenneit Azun, 3akaBkasbs u ap. B ee
pacrpoCTpaHEHUH 3HAUYUTENILHYIO POJIb UTPAIOT IKOJIOIMYECKHE U STHUYECKHE (PAaKTOPBI,
KPOBHOPOZICTBEHHBIE OpakH, 3a00J1€BAEMOCTh MAJIIpHEN B JAHHONW MECTHOCTH. DTHOJIOIMYECKUM
(akTOpOM IpU TaTACCEMUHU SABIAIOTCA MYTALUU PETYSITOPHBIX [EHOB, CUHTE3 aHOMAaJIbHO
HecTaOUIbHON MM HeQyHKIMOoHUpYtolel MmaTpuuHoil PHK, uTo npuBoauT kK HapyleHHo
oOpa3oBanus a-, -, Y-, 1 O-11enu remornoouHa. He uCKr04eHo, 4TO B OCHOBE Pa3BUTHUSA
TaJaCCEMUU JISKAT )KECTKUE MYTAllUU CTPYKTYPHBIX T'€HOB THUIIA AeNELUil, KOTOpbIE TAKKE MOTYT
COIIPOBOXKJATHCSI CHUYKEHUEM CHHTE3a COOTBETCTBYIOLIMX MOJIMIIENTUIHBIX Lenel rinmoduHa. B
3aBUCHMOCTH OT HapyIlIEHUs] CHHTE3a T€X UJIM UHBIX MMOJIMIIENTHIHBIX 1Ieneil reMoraoonHa
BBIJIETISIIOT O.-, 3-, 0- U BO-TasacceMuto, OJJHAKO B OCHOBE KaX/10i (pOPMBI JIEKUT TePUIINUT
OCHOBHOM (pakuuu remorioonna — HbA. B Hopme clHTe3 pa3mTu4HbIX MOJUMENTHIHBIX IIenen
remorniobuna cbanancupoBat. [Ipu maromoruu B ciydae nedunuTa CHHTE3a OIMHOM U3 Lenen
JI00MHA BO3HUKAET N30BITOYHAS MPOTYKIUS IPYTUX HOJUIEITUIHBIX 1IeTIel, YTO MPUBOIUT K

06p330BaHI/II'O YPE3MCPHBIX KOHHGHTpaHI/Iﬁ HECTAOMJILHBIX aHOMAJIbLHBIX TEMOINIOOMHOB PA3JIMIHBIX



tunos. [Tocnequue 06naz1a}oT CII0COOHOCTBIO NPpCHUIIMTUPOBATH U BbIIIAAATh B SpUTPOLUTE B BUIC

«TeJiell BKIIIOYEHHsI», IpuaaBas UM popMy MHUIICHEH.

MennkamMeHTO3HOe JiedeHHe B 3aBUCMMOCTH OT ()OpPMbI:

I'pynna
MMalnueHToOB

JInnug JeueHus

Jleuenue

HacaeacrBeHnnble:
HedexT MmemOpaHbl
IPUTPOLUTOB.

I'emornoouHonaruun:
CepnoBUIHO-KJIETOYHAS
00J1€3Hb, TAJIACCEMHUM.

r-6-J1®

IlepBas IuHUA
Tepanuu

epBast iuHus
Tepanuu

IHepBast iuHus
Tepanuu

Cr1eHOIKTOMHUSA+CONPOBOAUTETbHASA
Tepanusi:

1)CruieHIKTOMUS He TToOKa3aHa 00JIbHBIM €
ACHMTOMAaTUYECKHM TedeHueM 3a00J1eBaHus.

2) C nenbro mpoUIaKTUKH TSHKEITBIX
MH(EKITMOHHBIX OCJIOKHEHHH Mepe]] W TTOCTe
CIUICHIKTOMUHU PEKOMEHTyETCsl

npoQuiIaKTUY €CKasi BaKI[MHALIUS
AHTUITHEBMOKOKKOBOM BaKIIUHOIA.

3) [Ipu reMOTUTHYECKOM KPH3€ 3aMeCTUTEIbHAS
reMoTpaHc(y3usi 10 KU3HEHHBIM TTOKa3aHHUIM B
no3e 8—10 MI/KT, Je3MHTOKCUKAIIMOHHAS
Tepanusi, KOPPEKIUs BOIHO-IEKTPOIUTHOTO
Oayanca, cepIedHO-COCYIUCTRIE Mperaparsl Mo
IMOKA3aHUSIM.

[0 KOKOPTUKOUABI U TIpEnaparhl jkelie3a
HeleIeco00pa3HbI.

[Ipu apereHepaTopHOM KpHU3€ MOKA3aHBI
KOPTUKOCTEPOUIbI KOPOTKHM KYypCOM B 103¢€ 1—
1,5 mr/kr.

ConpoBoauTe/ibHAs Tepanus + JieyeHne
OCJI0KHEHH:

1)OcHOBHas Tepamus HarpaBJieHa Ha JICUCHHE
OCJIOKHEHHH.

2)/17151 mOBBILLIEHUS 3PUTPON033a JUIUTEIBHO
Ha3HAYalTCs Mpenapatsl (JOJMEBON KHCIOTHI.
Tpanchy3un SpUTPOITUTOB OOBIYHO HE
IPOBOAST, OTHAKO MPOPUIAKTUYECKUE
3aMeHHbIE€ TpaHC(]y3UU KPOBU MOT'YT CHU3UTh
KOJTMYECTBO KPHU3O0B.

3)ConpoBoguTenbHas Tepalus: BO BpeMs Kpu3a
OOJBHOTO clielyeT Ha3Ha4YaTh a/IeKBaTHYIO
TUApaTaluio u 00e300I1BaIOIIe CPEICTBA,
3¢ deKTUBHO Ha3HAYEHHE KUCIOPO/a.
4)OCTOpOXKHO MMPOBOAUTCA 00TIIECE
o0e300nBaHue, U3-32 BBICOKOTO PHCKa
TEeMOJIMTHYECKOTO KpH3a.

5)[lersiM paHHEro U MJIAJIIIEr0 BOo3pacTta
peKOMeHIyeTCs MPOoQHIaKTHIECKas
BaKIIMHAIUSI THEBMOKOKKOBOM BaKIIMHOM.
[Tpn nHGEKITMOHHBIX OCIIOXKHEHUSIX TOKa3aHO
Ha3HAYCHHUE aHTHOMOTUKOB IIMPOKOTO CIIEKTPA.

OTMeHa MeIMKAMEHTAa, BBI3BABIIETO
KpHU3+CONPOBOAUTENbHAS TePaNus:
1) ckntoueHne npenaparoB, BbI3BaBIINE




KPHU3HUC;
2)JIeuenne nHQpEKIUN, TEKOMIICHCAITTI
caxapHoro nuabera, Ha GOHE KOTOPHIX BO3HUK
KpH3.

3)Y HOBOPOXKIEHHBIX IPU BbIPAKEHHON
TUNepOUITNpPyOMHEMUH TTPOBOISAT 3aMEHHOE
nepeMBaHue KPOBH.
4)/1e3uHTOKCUKAIIMOHHAs Tepamus, KOppeKIHs
o0beMa IIUPKYIUPYIOLIEeil KPOBHU, KUCIOTHO-
IEJI0YHOT'0 PABHOBECHSI.

5)3amectutenbHas reMoTpaHcpy3us Mpu
TSDKEJIOW aHeMHUH Ha (DOHE aHTUKOATYJISTHTOB
(MacCUBHBIN reMOIN3 IPUTPOLIUTOB BEAET K
BBICBOOOKICHHIO TPOMOOIIIIACTHYECKUX
cyocraniuii u mposorupyet JABC-cunapom).
6)IIpr MacCHBHOM BHYTPHCOCYAHCTOM
reMoJIn3€e MoKa3aH 1miasmadepes, mpu OCTpoit
MIOYEYHOM HE0CTaTOUHOCTH — IeMOJUaIN3.
[IpodunakTuyeckue NpUBUBKHU POBOAATCS
TOJILKO 10 AMUAEMHOJOTMUECKUM OKA3aHUIM.

IIpuoOperennbie
reMOJIMTHYEeCKHEe AaHEMHUH:
Peaknus Kymoca
MOJIOKUTEJIbHAA.
AyTOMMMYHHas
reMOJIMTHYeCKasi aHeMHsl.

IepBas auHus
Tepanuu

Bcecnomorarennnas
Tepanus

1)30mpoBanue noBpexaatouiero pakTopa uim
Jie4eHu e OCHOBHOIO 3a00JIeBaHusl.

2)OCHOBHBIM METOJIOM JICY CHHUS SIBIISICTCS
MOHOTEpAIus CTEPOUIaMU — IIPEAHHU30JIOH B
CYTOYHOM J103€ 2 MI/KT, pa3ieleHHol Ha 2—3
npuema. Kypc nomkeH cocTaBiisiTe He MeHee 4
HEJIEIb C TOCTENEHHOM OTMEHOM NO/I KOHTPOJIEM
PETHKYIOIMTO3a U TIPU OTPULIATETIBHOM 1pode
KymOca. BHyTpuBeHHOE BBEIeHIE
MMMYHOTJ100yMHOB 110 0.5-1T/KT B CyTKH B
TeueHue 5 aHel.

DITnasmodepes;

2)'emoTpanCcdy3un MPOU3BOIAT TOIBKO IO
KU3HEHHBIM MTOKa3aHUSIM: OTMBITbHIE
SPUTPOLUTHI 10 UHIUBUYaJIbHOMY 110100DY.

Tepanus Bropoi
JINHUH

IIpu pe3uCTEHTHBIX K INIIOKOKOPTHKOWIAM
caydasix ayroumMmyHHoi I'A naznauyaror (NB!
* IPUMEHATH MOCJIE PETUCTPALIUU HA
tepputopun PK), (NB! **npenapar HazHauath
nocie nHPOPMHPOBAHHOTO COTITACHS
ponutenei):

1) PurykcumaG** o 375 mr/m2, npenapar
BBOJISIT BHYTPUBEHHO, | pa3 B HeAelmo, 10 4X
WHBEKIUU HA KYpC;

2) UmmyHnonenpeccanTsl: azatuonput™® (Y/1C)
1,5-2 mr/kr B cytku B 3—4 npuema. B ciyuae
HEOOXOMMOCTH CyTOYHAS 1032 MOXKET OBITH
yBeaunueHa 10 200-250 mr B 2—4 npuema,;
nuksnodochamug 2—3 MI/Kr ¢ UHIAUBUIYaTbHBIM
oA00pOM peKHMa M JJ03bI, IUKIOCTOPHH A—
100-250 mr/kr/cyT, He MeHee 6 MecAlEB.




Cnj1eHOIKTOMUSA+HI0/1ePKUBAIO I AS

Tepanus:
Tepanus Tperbeii [Ipu orcyrcrBun 3¢hhexTa OT rOpMOHATBHON
JIMHUM: Tepalluu, €y I0Ka3aHa CEKBECTpaLus

SPUTPOLIUTOB B CENE3EHKE, PEIIaeTcsi BOIPOC O
MIPOBEICHUU CILIIEH OOKTOMHUH.

OTMeHa MeJMKaMeHTa+CONPOBOAUTEIbHASA
Tepanus:

1) OT™MeHa mpOBOLMPYIOIIETO JIEKapCTBEHHOTO
npenapara, IOCHHIPOMHAs Tepanus: 0oprda ¢
aHa¢uIakTHyeckuM mokoM, J[BC-cunapomom,
OIIH, nHTOKCHKaLMEN, TEMOTpPaH C)y3MOHHAS
KOppPEKILIHSL.

2) Ilpu otcyTcTBUE 3P PEKTa OT OTMEHBI
JIeKapCTBEHHOT'O Npernapara B TeUEHUHU 3X
HeJIeJIb, IPOBOJUTCSI MOHOTEpAIHUs CTEPOUAaMU
B /103€ | MI/KI/A€Hb, C IOCTENEHHON OTMEHOMH B
TEYECHUHU 2 MECALEB.

HepBast iuHust
HNMMmyHHOA/LIEpIHYECKHE  Tepaluu

I'A, cBs13aHHBIE ¢ NPUEMOM
JIEKapCTB. Tepanusi BTOpoi
JINHUH

HacaencrBeHHblil cpeponuTos

Hacneocmeernnulii cghepoyumos - 310 MEMOPAHOIIATUS DPUTPOITUTOB, KOTOpasi 00yCIaBIMBAET
pa3BUTHE reMoJiTHYecKoi anemuu (MunkoBckoro-Illoddapa) BeneacTBrue yTpaThl 3puTPOLIUTAMHU
XapaKTEpHOU JJIs1 HUX JIBOSKOBOTHYTOU (DOPMBI: B Ma3Kax KPOBU HApsAy ¢ HOPMAJIbHBIMH
SPUTPOIUTAMU MPUCYTCTBYIOT BUIOM3MEHEHHBIE Chepruye CKue KIETKH - c(hepoluThl (BO3pacTaet
COOTHOIICHHE KJIETOYHOH MMOBEPXHOCTH K 00bEMY 3pUTPOIUTA). Bpems xu3Hu ceponnuTon
cocTaBisieT Bcero 14 - 20 aHeit, Torga Kak HOpMaJIbHbIE YPUTPOLUTHI HUPKYJIUPYIOT B KPOBOTOKE J10
120 gueit.

Hcmopus

Brnepsoie HC 6611 onucan B 1871 1. 6enpruiickumu Bpadamu C. Vanlair u J. Masius kak
cllydail TeMOJIMTUYECKOI aHeMHHU. Y ManyeHTa HaOIroqaauch KeNTyxa, BhIpakeHHas
CIJIGHOMETalus, OCTpbIe 00U B BEpXHEIl YacTH )KUBOTA, AaHEMUS C HAIMYHEM MEJIKUX KPaCHbIX
c(hepuvHBIX TII00YII, KOTOPbIe OHU Ha3BaM «MUKpocdeporuTely. O. Minkowski accoruuponan
HaJIMYUe aHEeMUU C YPOOMIMHYpUEH U CITIEHOMETallnel 1 MPEeANnoNIoKUIL, YTO YCUIIEHHOE
pa3pylIeHne YPUTPOLUTOB 00BSACHSAETCS MOPAKEHUEM CEeNe3eHKH. TakuM 00pa3om, Tpu3HaHHe
KENTYXH KaK MpoIiecca, CBI3aHHOIO C FTeMOJIUTHYECKo anemuel, npunuckiBatoT O. Minkowski. B
Havasie XX B. Hemenkuii Bpad A. Chauffard nezaBucumo ot O. Minkowski onucan BpoxaeHHYO
TEMOJIMTHYECKYIO aHEMHIO U OTMETHJI CHIXKEHHE OCMOTUYECKON PE3UCTEHTHOCTH SPUTPOIUTOB, a
TaK)Ke HAJIMYKME yPOOH-THHYPHH U criieHoMeraiuu. B mepsom necarunetnn XX B. A. Chauffard
JIOKa3aJl CHIYKEHHUE OCMOTHYECKOM pe3UCTEeHTHOCTH SPUTPOIIMTOB B TUIIOTOHUYECKUX pacTBOpax
XJIOpUAA HATPUs y MALMEHTOB C BPOXKICHHOM KENTYXO|, B TO BPEMsI KaK y 3I0POBBIX JIUI TAKOTO
SBIICHHSI HE 0TMedasiock. HaOmroneHns 000X aBTOpOB MPUBEIH K ToMY, 4TO BriocseactBun HC Obun

Ha3BaH aHemuei MunkoBckoro — Illoddapa.

B Mma3ske nepudepudeckoil KpoBH MUKPOC(EPOLUTH UMEIOT BUJ MEJIKUX KJIETOK 0e3

HCHTPAJIBHOI'O ITPOCBCTIICHU .




Knaccugpuxayus:

I. 3aboneBanue o xapakTepy TE€UEHUs MIPUHSITO MOApa3IeiTh Ha:
® KpHU30BOE TEUECHHE
® XPOHUYECKUN reMOJIn3;
II. mo crenenu TsxecTu:
e OeccumnToMaHs Gpopma
e cyOximHUYeckas popma
e Jierkas ¢popma
e cpenHe TsoKenas popma

e TspKenas Gopma

Tucmonamonozcus

[Tpr MUKPOCKOITMYECKOM aHAJIM3€ Ma3Ka KpOBU c(hepoLuTapHbIE SPUTPOLIUTHI BHIIJISIST Kak
Oosiee MeNKKe KpyIiible KIETKH, B KOTOPbIX OTCYTCTBYET HOpMajbHas LIEHTpasbHasl OJieiHast 30Ha
U3-3a OTCYTCTBHSI HOPMaJIbHOU ABOSAKOBOIHYTOM Gopmbl. ChepoluThl MOTYT TaKKe
IPUCYTCTBOBATH MPU IPYIUX TUIAX TEMOJIMTUYECKON aHEMUHU, XOTS Yallle IPHU HACJIeICTBEHHOM
cheponmrose. Tena Xaysmia-/[ommm 4acTo MPUCYTCTBYIOT P MUKPOCKOITUU Ma3Ka KPOBHU MOCIIEe
CIVIEHAKTOMHUH; UX OTCYTCTBHE MOCIE CIJICHIKTOMHHU MOKET ObITh IPU3HAKOM OCTaTOYHOTO

(GYHKIIMOHUPOBAHHUS CEJIC3EHOYHON TKaHH.
Dnuoemuonous

HC BcTpeuaercs Bo Bcex 3THUYECKUX U pacoBbIX rpynnax. B Cesepnoit EBporie HC
ABJIACTCA CaMOW pacpOCTPaHEHHON NPUYMHON HACIIEICTBEHHONW FeMOJIIMTUYECKOM aHEMUU U
BcTpevaercd ¢ yacroroit 1 : 2500, B CHIA — c wacroroii 1 : 5000. Yactora Bcrpewaemoctu HC
cpenu appukanues u xxureneit Oro-Bocrounoii Asun ocodenno Huskas. Pacnpoctpanennocts HC
B APYTUX NOMYJALUAX U3y4EHA HE0CTaTOYHO.

Omuonozusn u namozernes

N3menenHas mopdosorus u 6osee KOpoTKast IPOAOIKUTEIbHOCTh )KU3HU 3PUTPOLIUTOB IIPU
HC cBsizana ¢ neuuutom niamu AucyHKIME OHOro U3 3IEeMEHTOB IUTOCKENeTa S3pUTPOLUTA,
(GyHKIHEN KOTOPBIX SIBJISETCS NOAAepKaHUEe POPMBbI, YCTOWYUBOCTD K JiehopMaluu 1
AIACTUYHOCTH IpUTpounTa. LluTOCKENneT spuTponuTa NpeacTaBisieT coboil OEIKOBYIO CETh, Ha
OCHOBE CIIEKTpHHA (COCTaBISET OKOJIO 65% MOBEPXHOCTH 3PUTPOLUTA), PACIIONIOKEHHYIO Ha
OWJIMITMTHOM CJIOE IIUTOIlIa3MaTh4YecKoil MeMOpanbl. Kaxapii MoHOMEp criekTpuHa (anbda u Oera)
COCTOMT, TJIaBHBIM 00pa3oM, U3 MOBTOPSIOMUXCS equHUI (JunHON 106 aMUHOKHUCIIOT), KOTOPhIE
CBOpAuYMBAIOTCS B TPOITHYIO crinpanb. CoeMHEeHHBIE aib(a/0eTa reTepoIuMepsl CleKTpUHA
(GOpMHUPYIOT JIMIIOM K JIUILY PACHOJIOKEHHBIE TETPaMephl, B TO BpeMs KaK IpYroi KoHell
rerepoAnMepa CleKTprHa CBs3aH ¢ 0enKkoM mosockl 4.1 u akTuHOM. B BepTHKaibHOE COeTUHEHHE C

JIBOMHBIM JIMTTUIHBIM CJIOEM BOBJIEKAETCS JIBA TPAHCMEMOPaHHBIX Oenka, OJIOK MOJIOCH 3 1



mkocopun C. benok monocel 3, cylecTBYyIOUIMMA Kak TUMEp U TeTpaauMep in situ B
SPUTPOLUTAX, UMEET MHOTO00Opa3ne y4acTKOB, COeUHAIOMUXCA ¢ OenkamMu. OH MOXKET

B3aUMOJICH CTBOBATh C aHKUPHHOM, KOTOPBIH CBSI3bIBACTCS C OeTa-CyObeIUHHUIICH CrieKTprHa. Kpome
TOr'O JUIA CBSI3U ¢ OesikoM noJ10ckl 4.1 B ero N-KOHIIEBOH LUTOILIA3MATUYECKOI 001acTu OenoK
MIOJIOCHI 3 B3aUMOJEHCTBYET ¢ OCJIKOM ITOJI0CHI 4.2, 4TO 00eCIeuynBaeT JOMOJTHUTEIbHYIO
cTabunbHOCTh ITUTOCKeNeTa. [mmkocdopun C B3anMoaencTByeT ¢ 6eTkoM pS5 1 GeTKoM MOT0CHI
4.1, KOTOPBII B CBOIO OYEpE/b CBS3BIBACTCS C OeTa-cyObenuHuIeH criekTrpuHa. Takum o0pa3oM,
neUIUT UM T CcQyHKIHS JIF0OOO0T0 U3 STUX MEMOPaHHBIX KOMIIOHEHTOB B PAMKaX BEPTHKAIBLHOTO
COEIMHEHUSI MOXKET OCIA0UTh WIIH JeCTAOUITU3UPOBAThH LIMTOCKEINET, YTO MPUBEET K HAPYLICHUIO

MOP(OJIOTUU FPUTPOIUTA U 00Ie€ KOPOTKON MPOAOHKUTEIBHOCTH €T0 KU3ZHH.

Texymei paboueil TUMOTE30H SBIISETCS TO, UTO COITIACOBAHHBIE IBUKEHUS OUIUITUIHOTO
CJIOSl ¥ IIUTOCKENEeTa OEJIKOB B BEPTUKAJIHLHOM U TOPU30HTATBHOM HAMPABICHUAX PETYIUPYIOT KaK
CcocoOHOCTH K JeopMallii TaK U 3JIACTUYHOCTh MEMO paHbl SPUTPOIINTA B LUPKYIsiuu. HegaBHo
ObLT UICHTU PUIIMPOBAH, B IOMOJHEHUE K U3BECTHOMY KOMIUIEKCY TeTpaMep Oenka moyiocsl 3 +

AHKHUPUH, KOMILJIEKC OeJIKa Moa0Chl 3 + aAayluH + CIIeKTPHUH.

Henocraro4HocTh Wi AMCPYHKIIHS OMHOTO UK OoJiee OSIKOB BEPTUKAIBHOTO IIUTOCKEIETA
(6enkoB monockl 3, 4.2, aHKUpUHA, aib(da- uiau 0eTa-CleKTPUHA) TPUBOIUT K OCIIA0JICHHIO
BEPTHKAJILHOI'O B3aUMOJICH CTBHSI U OTPBIBY OMJIMITUIHOTO CJIOS OT IUTOCKeNeTa. BripakeHHOE
yMEHbIIICHUE MEMOPAHHBIX OCJIKOB MPUBOIMT K TEMOJIUTHYE CKOM aHeMuu. [10 JaHHbIM
anekTpodopesa 6enxoB MmemOpaHbl dpuTpounToB npu HC, kak mpaBuiio, NpuUCyTCTByeT Aeduuut

OIHOI'O UM HECKOJIBKHX OEJIKOB.

B nieproe HOBOPOXICHHOCTH, KOT/Ia YPUTPOLIUTHI cofiepkat Oonbroe konuaecTso HbF
CKJIA/IBIBAIOTCS YCIIOBUS JUIsl OoJbIel HecTaOuibHOCTH MeMOpaHbl dputporutoB npu HC, T.x. HbF
He crioco0eH CBs3bIBaTh cBOOOMHBIE 2,3 -nudocormunepats (2,3-PI), a 2,3-ADI" okaspiBatoT
JeCTaOMIN3UPYIOIIee BIMSIHUE Ha B3aUMOJIEUCTBHE CIIEKTPUHA U OeKka MmoJiockl 4.1.



Red Cell Cytoskeleton

Vertical interaction in HS
Spectrin (p)-ankyrin-band 3-protein 4-2

N-glycan Glycophorin C/D

B Spectrin

Kaunuueckue npose6ileHuUsl

Kmnuueckas xkaptuaa HC odens pazHooOpas3Ha. 3abosieBaHre MpOsIBIsiETCs B JH000M
Nnepuona XU3Hu, 4aue 3TO NPOUCXOAUT B JCTCTBC UJIU IMOAPOCTKOBOM BO3PACTEC IO BIIUAHUEM
IPOBOLIUPYIOIUX (PAKTOPOB, TAKUX KaK MepeHeceHHas HH(PEKLUs, TEPEeOXTaKICHUE,
XUPYPruueckoe BMEIIaTeIbCTBO, OEpEMEHHOCTD U T. [I.

Jns HC xapakTepHO XpOHMUYECKOE TEUEHHE: IEPUOABI PEMUCCUH CMEHSAIOTCS NIEPHOAAMHU
reMouTH4eckoro kpusza. OTcrofa ckiajpiBaercs kKimHudeckas kaptuia HC — kimaccuueckas
«TpHazia» CUMIITOMOB: J)KENTyXa, CIUIEHOMeranus 1 anemus. [1pu Tsxenom TedeHun 3a001eBaHus y
NaIMEeHTOB C JeTcTBa popMupyroTcst Tunuunble a1 HC BHemHue npusHaku: 6amenHas popma
yepera, CeUIOBUIHBIA HOC, H3MEHEHHUE PACIIOJIOKEHNUs 3yOOB, BBICOKOE HEOO, MUKpOdTaIBM,
KOTOpBIE HE BCerza HabI01al0TCs OJHOBPEMEHHO.

IloBrimIeHHAS TEMIICpaTypa, 0O0JIC3HEHHO CTh CEJIC3CHKH Ipu najbrnanuu U €€ yBCJIMUCHUC
BO3HHUKAIOT Ha q)OHC IIOCTOSIHHOTO reMon3a. YacThIM OCIOKHEHUEM SIBIISICTCS KEeTIHOKaMeHHAs

0011e3Hb U3-3a 00pa3oBaHMs OUIMPYOMHOBBIX KAMHEH B )KETYHOM Iy3bIPE U B )KETUHBIX IPOTOKAX.

BrisiBnenne MukpocdepounuToB, 00IBLION0 YKHCIa PETUKYIOUUTOB U OMIUPYOMHEMHUH 32
cueT Gpakiuy HenpsiMoro ounupyOrnHa HaBOAUT Ha MbIcib 0 Hajuuue HC. [1pu otcyTcTBHM
MUKPOC(EPOIMTOB U PETUKYIOLNTO3a B MepH(HepruecKoil KPOBU HEIb3sI MOJHOCTHIO0 UCKIIFOUNUTh

HC ¢ 6eccuMOTOMHBIM TEYEHHEM.

Y mekotopsix aetreit ¢ HC B MiajieH4ecTBe AMarHOCTUPYIOT TEMOIUTUYECKYIO O0NIe3Hb
HOBOPOXKJIEHHBIX, UM TMMOKa3aHa (OTOTepanus Kak OCHOBHOW MeTOJI JiedeHus. MiaaeHmam,
CTpagaroumm Tsokenoi popmoit HC, mpu Hanuuum aHeMUU B T€YEHUE MEPBHIX HECKOJIBKUX HE eb
KU3HU MOXKET TOTpeOOBaThCA MepernBaHue KPOBU. BOJIBIIMHCTBO TaKUX JETEH OCTAIOTCS TpaHC-

(by3HOHHO 3aBHCUMBIMH.

Yar1e Bcero Y NaouE€HTOB C JIETKOM WJIH CpelIHeﬁ crenennio Tsbxkectn HC Ha6J'II-0)IaeTC$I KOM -



MIEHCUPOBAHHBIN I'eMOJIN3 C JIETKO WJIM YMEPEHHO BbIpaKeHHON aHeMueil oo 6e3 Hee. [larueHTs!
PEABSBIIAIOT KaI00bl HA YCTANIOCTh, OBICTPYIO YTOMIISIEMOCTh U OJIETHOCTH. DTO MOTYT OBITh
MAIMEHTHI KaK C JOMUHAHTHBIMHU, TaK ¥ ¢ pereccuBHbIMU popmamu HC. Tspkeno Gonerompe
MAIUEHTHI CTAHOBSTCS TPaHC(y3NOHHO 3aBUCUMBIMU. Y HHUX CYLIECTBYET BBICOKHI PHUCK Pa3BUTHS

OCJIOKHEHHM, CBA3AHHBIX C IIEPEIMBAHUEM KPOBH MJIM MEPEHACHIIEHUEM OPraHU3Ma KEJIE30M.
Jlabopamopnuas ouacHocmuKka Hacie0CmeeHHO20 chepoyumosa

B knaccudeckux cimydasx nocranobka auarfoza HC He BeI3biBaeT cioxHocTel. OHa
OCHOBBIBAETCS Ha KJIMHUYECKONU KapTUHE, JTaHHbIX J'Ia60paT0pHI)IX U UHCTPYMCHTAJIbHBIX METOOOB
JUAarHOCTUKH U CEMEMHOro aHaMHe3a. HGO6XO)II/IMO HCKJIFOYUTDH JPYTrUue IpUuIruHbI ICMOJIM3a, B

YaCTHOCTH aYTOUMMYHHYIO T'CMOJIMTUICCKYIO daHCEMUTO, TUCOPUTPOIIO-3TUICCKYI0 daHCMUIO TUIIA II

(CDAII).

JlabopaTopHbIe JaHHBIE XapaKTePU3YIOTCSI HOPMOXPOMHOM MUKPOC(hEpOIMTapHON aHeMHen
pa3IMYHON CTENCHH BBIPAKEHHOCTH. [Ipr MPOCMOTpe OKpaIIEeHHOT0 Ma3Kka repu(epruIeckoil KpoBH
00HAPYKHUBAIOT MUKPOCheporuThl. MHAEKC chepruaHOCTH IPUTPOLIMTOB CHUYXKEH. Hale Bcero
CIIOKHOCTH B HHTEPIPETAIMU PE3yJIbTATOB BOSHUKAIOT MIPU aTHUITMYHBIX, BSUIOTCKYIIHX,
komneHcupoBaHHbIx popmax HC, npu coueranun HC ¢ npyrumu 3a00s1eBaHHsIMH, HAIpUMED, C
curapoMoM JKuapOepa, reMOIMTHYCCKON aHEeMKEeH, BRI3BAHHOM HEI0CTaTOYHOCTRIO (pepMeHTa
III0K030-6-pocdaraeruaporenassl, u T. 1.

Jns naboparopHoit qfuarnoctuku HC npuMeHsIoT ciieyromye MeTobl:

1) kTMHUYECKUI aHAIN3 KPOBU € MOP(}OTOrHIECKON OI[EHKOM SPUTPOLIUTOB, PACUETOM SPUTPO -
LUTapHBIX [IapaMETPOB U IIOACYETOM KOJIMYECTBA PETUKYIIOLIUTOB;

2) pacueT MOpHOMETPUYECKUX TAPAMETPOB I PHUTPOIIHTOB;

3) OuoxuMHUECKUI aHaIN3 KPOBU (OIpeeeHne ypoBHs OUIMpyOrHa B CBIBOPOTKE, MUHUMAJIbHON
Y MaKCUMaJIbHOM OCMOTUYECKON PE3UCTEHTHOCTH SPUTPOLIMTOB, NIMLEPUHOBBIN TECT Ha

OTIPEJICIICHHE CKOPOCTH JIM3KCa IPUTPOLIUTOB, AEKTPOPope3 MeMOpaHHBIX OEIIKOB);
4) TecT ¢ Ucob30BaHuEeM (UIyOpEeCIIEHTHOTO KpacuTens 303uH-5-Manenmuaa (OMA-TecT);
5) 3KTalUTOMETPHUS.

Knunnueckuit ananu3 kposu. [Ipu HC noutu y Bcex manyeHToB BBIABISIOT AHEMUIO
pa3nuyHOl creneHu BblpakeHHOCTU. Cpennuii o0beM sputrpouutoB (MCY) ocTaeTcs B mpenenax
HOpMBI. Y GOJIBIIMHCTBA NAL[MEHTOB BCJIEICTBUE KJIETOUHOM eruipaTaliiy oKa3aTesb CpeIHen
KoHIIeHTpanuu remorioouna B aputporute (MCHC) noBeitien (>345 r/m), MHAEKC MIUPUHBI
pacmpeneneHus 3putTporuToB 1mo oobemy (RDW) nossimen (>14 %). [1pu u3zyuenuu pacdeTHbIX
JAHHBIX, MOJIy4E€HHBIX IIPH ITOMOIIY I'€MATOJIOIMYECKUX aHAJIU3aTOPOB, MOXHO 3aI10103PUTh
Hannuue y nanuenta HC. HekoTopelie aBTOpBI HCCIE10BAIN YyBCTBUTENBHOCT ITOKa3aTeNIen
MCHC u RDW, a takxe paccunTaHHbIX Ha ux ocHoBe cooTHouennit Hb/MCHC, Hb/RDW u
MCHC/RDW. UyBCTBUTEIBHOCTH B CHEMU(DUIHOCTh ITUX TAPAMETPOB Y aBTOPOB Pa3INYAIOTCA.

HCKOTOPBIG ABTOMATHYCCKNE I'EMATOJIOITHYCCKHUEC aHAJIM3aTOPbl UBMCPAIOT KOHICHTPAILIUIO
reMorioOruHa B OTACJIbHBIX SpUTPOIHTAX. VBenuuenne unciia IIOTHBIX ACTUAPaTUPOBAHHBIX

KJICTOK ITO3BOJIACT I/IILGHTI/I(i)I/IL[I/IpOBaTL BCEX MAaITMCHTOB C HC 6e3 MNpOBCACHUS JOMOJIHUTCIBbHBIX



71a00paTOPHBIX UCCIIENOBAHU, 0COOCHHO KOTlla M3BECTHO, YTO OJIMH M3 YJICHOB CEMbHU Y)Ke OOJICH.
Takue aHanmM3aTopbl HE JOCTYIHBI OOJIBIIHHCTBY J1a00paTOPHil, TOITOMY 10 CHX IOP JIJIst
BBISIBJICHUSI MUKPOC(EPOIMTOB B MeprQeprudecKor KpoBH HanbOo0JIee 4aCTO MPUMEHSIOT

MHUKPOCKOIIMKO OKPAaIlICHHOI'O Ma3Ka.

[Tpu Mukpockonuu Ma3ka nepudeprudeckoir kKpou y naruenToB ¢ HC oOHapyKuBaT
MUKPOC(EPOIHTHI, KOTOPBHIE SBISIFOTCSI OTIIMYUTEIHFHON, HO HE TUarHOCTUYECKON YepTOl JaHHOTO
3a0oneBaHusl. VMIX KOMUYECTBO BapbUPYET OT €AMHUYHBIX JO MHOTOYUCIICHHBIX. ¥ HEKOTOPBIX
OOJBHBIX CO crienu pruyeckoll aHoMaIrei MeMOPaHHBIX OETTKOB BBISBISIFOT IIHU30IUTHI (J1edekT
Oernka MoOCk 3) WM aKaHTOIUTHI (1edeKT B-criekTpuHa). [Ipu mpocMoTpe mMa3ka nepudepryeckoit
KPOBH Bpad OTMEUaeT HAIMYNE aHU30I[MTO3a B IMMOTYKOJIMYECTBEHHOW opMe: B BUIE OaLILHON
cuctemsl (1+, 2+, 3+) nnu cioBecHoro onucaHus (JIETKUM, yMEPEHHBIN UM BbIpaKEHHBIN
AQHU30LIMTO3 3PUTPOLUTOB), UTO HEAOCTATOUHO JJIsl IOCTAHOBKU JuarHosa. J[aHHblil MeTox
OMKCaHUsl HOCUT CyObEKTHUBHBIN XapaKTep U 3aBUCUT OT OIbITA Bpadya U Ka4eCTBA IPUTOTOBIICHUS

MasKa.

Heobxonumo yuuThIBaTh, UTO CYyIIECTBYIOT U APYTUe MPUYUHBI OSABICHUS
MUKPOC(EPOLHUTOB B IEpUPEepHIECKOil KPOBU, TaKME KaK ayTOUMMYHHAasI TEMOJIUTUYECKasl aHEeMHUS,
MUKpOAHTHONATHYECKasl FeMOJIUTHYECKasl aHEMUS, peaKiusl Ha epeuBaHne KPOBU, 0XKOTOBas
001e3Hb, HEKOTOPBIE 3a00JI€BaHMSI [1€UEHHU, HACTIEICTBEHHBIN MTUPOMONKUIOLNTO3,

KJIOCTPUIHAIIBHBIN CEIICUC, OTPABJIECHHUE SIIOM HEKOTOPBIX 3MEM, AyKOB U T. JI.

B nepuoa remonutudeckoro kpu3a y 6ompHbIXx HC KoIruecTBO peTUKYIOIUTOB PE3KO
BO3pacTaeT ¥ MOXKET H0CTUTaTh 16 %, a B meproapl peMUCCUU TPUOIMKAETCS K HOPMATbHBIM
3HaYeHHsIM. J[aHHbIe aHaH3a epu pepruuecKoil KpOBU U KOIMYECTBO PETHKYIOIUTOB MOTYT
MO3BOJIUTH 3anof03puTh nuarno3 HC, Ho He moaTBepauTs ero. B Hacrosiee Bpems Beaercs
U3y4YeHUE PETHKYJIOUTAPHBIX MapaMeTpoB (cpeanuii 00beM petukynornuToB MKY, Hespenast petu-
kynorurtapHas ¢ppakuus [RF) y narmmenToB ¢ HC muist mcnonp30BaHus UX B KAU€CTBE CKPHHHHT -
METoza.

Pacuet mopdhomeTprueckux mapamMmeTpoB IpUTpoIuToB. Hanbosnee nHbOpMaTHBHBIM
METO/IOM O CaHUsI MOP(OJIOTHIYECKH U3MEHEHHBIX ()OPM SPUTPOLIUTOB SBISETCS KOJIUYECTBEHHAS
olLleHKa MOp(}OIOrnYeCcKrX mapaMeTpoB IPUTPOLIUTOB: CpeAHUN AruameTp sputporuto (CD, umu
D*, mkMm), TonmiHa 3putporuToB (Tap, Mkm) u uHAEKC chepruanoctu (cd). Onenka aTux
napaMeTpoB SPUTPOLIUTOB KIACCUYECKUM MUKPO CKOIMYECKUM METOI0M MPEACTABIAET COO0i
Ype3BBIYAHO TPYAOEMKYIO IPOLIEAYPY, TPEOYIOIIYI0 U3MEPEHHS C TOMOIIBIO OKYIISIpa-MUKPOMETpa
napamMeTpoB SPUTPOLUTOB B OKpALIEHHBIX IpenapaTax KpoBH. /{1 cTangapTu3auy yciaoBui
M3MEPEHHUS UCIOJIB3YIOT anmnaparHo-nporpaMMHublil komriekce (AIIK), cocrosimuii u3 MuUKpockona,
1M (pOBOI IBETHON KaMePbl BBICOKOTO pa3pelIeHus, KOMITbIoTepa ¢ nepudepuitHpIMU
YCTPOHCTBAMHM M IIPOrPAaMMHOTr0 o0ecIiedeHus ¢ HabopoM MeTonuk. Ha ceromHsmHuii 1eHb
naboparopur He ocHaieHbl mogooHoro Tuna AITK u 1aHHas MeToIHMKa HE HMEET M POKOTO

IIPUMCHCHUS.

HccnenoBanue ypoBHS OMIupyOrHA B CBIBOPOTKE. Y OOJIBHBIX OTMEUAIOTCS TIOBBIIICHHE
YPOBHS HEMPSMOTO OMIMPYOHHA, THIIOTanTOrTO0y THHEMHSI, CTETIeHb BEIPAXKEHHOCTH KOTOPBIX
3aBHCHUT OT MHTEHCUBHOCTH r'eMoJiu3a. B meproa reMoInTH4eCKOro Kpu3a KOHLEH Tpanus

OmmpyOrHa B CBIBOPOTKE KPOBU YBEJIMYUBAETCS B 5 pa3 U 0oJiee 110 CPaBHEHUIO ¢ HOPMAJIbHBIMU



S3HA4YCHUAMMU, a4 B ICPUOA PEMUCCUU HUJIK ITPU KOMIICHCUPOBAHHOM I'€MOJIN3C — HpI/I6J'II/I)KaeTC$I K

pedepeHTHBIM 3HAYCHUSIM.

Tect Ha OCMOTHYECKYIO PE3UCTEHTHOCTh 3pUTporuToB (OPD), olieHuBaromumii au3uc
SPUTPOIIUTOB B YCIOBUSX in Vitro Mo AeiiCTBHEM THIIOTOHUYECKUX PACTBOPOB, UCIOIB3YIOT B
nuarHoctuke HC kak 1omonHuTenbHOe UccaeloBaHne, TOMOoraoliee NoATBepAUTh 1uaruo3. B
CBSI3U C YMEHBIIICHHEM COOTHOIIEHUS IOl MEMOpaHbl YPUTPOLIUTA B €ro 00beMa
MUKPOC(EPOIHTHI HE CIIOCOOHBI BEICPKUBATH MOCTYIUICHHUE BOJBI B KJIIETKY MPH BO3IEHCTBUU HA
HUX THIIOTOHUYECKUMH COJIEBBIMU PACTBOPAMH, TIOITOMY IOBEPrarOTCs TeMOJH3Y OBICTpEe

HOPMAJIbHBIX SPUTPOLUTOB B COJICBLIX PACTBOPAX.

[TpumepHo y 25 % OGonbHBIX HacneACcTBEHHBIM cepountozom OPD cBexeil KpoBH ocTaeTcs
B nipeaenax HopMbl. [latonoruueckue pesynsratel OPD MOryT onpenensiThes Mpu pa3IudyHbIX
(U3MOIOrNYEeCKUX U NATOJIOTMYECKUX COCTOSHUSIX OpraHu3Ma, HalpuMep, Iociie XUpyprudeckux
BMEILIATeIbCTB, Ha (DOHE JIEUEHUsI HEKOTOPBIMU ITpenapaTaMu, Ipy 0€peMeHHOCTH U T. 1. JlaHHBIH
TeCT 001aaeT HU3KUMHU YyBCTBUTEIILHOCTBIO U CIIELM(UUHOCTBIO, SIBJIETCS OYE€Hb TPYJOEMKUM,
JUIUTEIbHBIM B HCHOJHEHUH U HE MOAXOAMT AJISl UCIOJIb30BAHUA B TAOOPATOPUSAX B KaUeCTBE
PYTHHHOTO MCCIIEIOBAHUS.

[muepruHOBBIN TECT Ha ONMpeAeICHUE CKOPOCTH Jiu3uca 3putponuToB. B 1974 1. E. Tordpun
1 H. PoOGepTCoH mpeayioKuIr KOJMYeCTBEHHbBIN METO/ OLIEHKH OCMOTHYECKON pe3UCTEHTHOCTH
SPUTPOIUTOB O] IeHCTBUEM TIIMIIEPHHOBOTO Oydepa. ITO ONHONPOOUPOIHBIHA T CT IS
OIpeneNIeHHs BpeMEeHH, 3a KoTopoe mpoucxoauT 10 50 % remonusa odpasua kpoBu B OydepHoii
TUMOTOHUYECKON DIMIIEPUHOBO-COJIEBOM cMecH. [I[puHumn qeicTBUS 3aKII0YaeTCsl B TOM, UYTO
IIMIIEPUH, HAXOSIIUICS B THIIOTOHHYECKOM OY(QEpPHOM COJIEBOM PaCTBOPE, YMEHbBIIIAET CKOPOCTh
BXO)KJICHUSI MOJIEKYJI BOJBI B 3pUTPOLUTHL. O CKOPOCTU TE€MOJIN3a SPUTPOLIUTOB CYISIT 110
CHUKEHUIO ONITUYECKOM INIOTHOCTU PEAKIMOHHOM cMecH. JIJisl BEIIOJIHEHUS TAHHOT'O TECTa HE
TpeOyeTcs CIennanTbHOr0 000pyI0BaHMS, JOCTATOYHO CIIEKTPOGOTOMETPa, OCHAIIIEHHOTO JIMHEHHO -
Jorapu(MUYECKUM CaMOITHCIIEM, JTHOO KOJIOPUMETpa B ceKyHaoMmepa. JJaHHyI0 METOIUKY MOXHO
MPUMEHSTH KaK y B3POCIBIX, TAK U Y HOBOPOXKIEHHBIX, TaK KaK JIJIsl €€ OCYyIIEeCTBICHHS HEOOX0MUM
HeOobIoN 00beM kpoBu (20 mkit). Kak u tect na OP3O, nanHoe nccinenoBaHue 1aeT BO3MOKHOCTD
OTIIMYUTH CPEPOLUTHI OT HOPMAJIBbHBIX SPUTPOLIMTOB, HO HE IMO3BOJISIET YCTAHOBUTH MPHUUHUHY
chepounTosa. YKOpoueHHE BPEMEHH IreMOoJIn3a SPUTPOIIUTOB, TaK K€ Kak cHuxkeHHass OPD, moxer
HaOJII0AAThCS MPU PA3TUIHBIX (PU3HOJOTUYECKUX U TTATOJIOTHYECKUX COCTOSHUSX, TAKUX KaK

OHKOJIOTHYECKHE 3a00I€BaHUSI, XPOHUYECKHE 3a00IE€BaHMs OUEK, OEPEMEHHOCTH U T. 1.

JJis IOCTAaHOBKH JIMarHO3a B HETUITMYHO MpoTeKaroImux cinydasx HC ucnonp3yror
KOJIMYECTBEHHOE OMPE/EIICHIHE MEMOPAHHBIX O€IKOB 3puUTpoluToB Ipu nomoru SDS-PAGE
anekTpodopesa o JIrmmin. DiaekTpodopes moMoraer BeIIBUTH aHOMAIUU dpuTporiuToB B 70-80 %
ciyyaeB. MeTo/ TOCTYIICH JIMIIb CIEIHaTN3UPOBAHHBIM J1a00paTOpHUsIM, TaK KaKk OH TpeOyeT

BBICOKOI TOUHOCTHU HCIIOJIHCHUA, 4 MHTCPIIPCTAINA PC3YJIbTATOB MOXKET BbI3bIBAThH CIIOKHOCTH.

TecT Ha CBSI3bIBAHKME KPACUTEN S H03UH-5-ManenMu1a (METo NPOTOYHON IIUTOMETPUH) HA
CETOMHALIHUHI JIeHb sABiIseTCs Hanbosee nHpopmMaTuBHEIM. OH OCHOBaH Ha OLIEHKE HHTEHCUBHOCTH
(roopecieHInu, KOTOPYIO ONPEeIIsIOT 110 KOJIMYECTBY CBA3aHHBIX C KPACUTEIIEM 303HH -5-
MaJIeMMUJIOM MeMOpaHHBIX OenkoB: Oemnka mosiocsl 3 1 RH-accounnpoBanubix 6enkoB. Jedumut

0emnKka Monockl 3 U CBSI3aHHBIX C HUM MEMOPaHHBIX OEJIKOB IPUBOAUT K YMEHBIIEHUIO



GroopecieHINM, KaK TTPaBuiio, 10 65 % ot HopMmbl. HecMoTps Ha TO 4To nedekT Oenka mosock 3
00HAPYKUBAIOT y 25 % OONBHBIX HACIEICTBEHHBIM C(hepOLIUTO30M, YMEHbIIEHUE (IIFOOPECIICHIINN
HaOJIIOACTCS TAKXKE B CIy4asx ¢ IePUIIMTOM aHKMPHHA M CIIEKTPU -Ha 3a CUET HAPYIICHHUS
nepeiayy CUrHaja yepe3 MeMOpaHy, YTO BIIMSET Ha CBSI3bIBAHUE D03MH-5-MaJIeMMHUJIa ¢ OCIIKOM
nosiocel 3. OMA-TecT 00JagaeT 10CTATOYHBIMU CIIEIIU(PUIHOCTHIO U YyBCTBUTEIILHOCTHIO B
KayecTBe JOMOJIHUTENbHOro MeTona auarnoctuku HC (97 u 98 % cooTBeTcTBEeHHO). JlaHHBIM TecT
HE KOPPEJIMPYET CO CTEIMCHBIO TSHKECTH 3a00seBanus. OJTHAKO HHTEHCUBHOCTh CBEUCHUS KPaCUTEIIS
D03MH-5-MajienMuU1a MOXKET OBITh CHUKEHA M TIPU APYTUX 3a00JICBaHUSAX, KOTOPbIC
COMPOBOXKIAIOTCS HAMMYUEM MOP(OIOTHIECKH N3MEHEHHBIX 3PUTPOIIUTOB, HAITPUMEp TIPH

CEpPIOBUIHOKJIETOYHON AHEMHH U T. [I.

Haubonee To4HO onpenenuTs cTeneHs aedopmMadeabHOCTH HPUTPOLIMTOB MOKHO MTPU
IIOMOILM METO/1a SKTALUTOMETPUH, B OCHOBE KOTOPOTO JIEKUT U3MEPEHHUE CTEIIEHH e(opMaliuu
SPUTPOLMTA MO AEHCTBUEM CUJIbI TPEHMSI, BOZHUKAIOILEH IPU CABUTOBOM MOTOKE XKUAKOCTH. CyTh
METOJ]a COCTOUT B CJICIYIOIIEM: MKy CTCHKAMU JIByX CTAKaHOB SKTallUTOMETpA 3aJIUBAIOT
CYCHEH3UIO 3pUTPOoUUTOB. OJMH U3 3TUX CTAKaHOB OCTAETCS HEIIOJBUKHBIM, a BTOPOH BpallaeTcs ¢
3a1aHHON CKOPOCTBIO, U BCJIEACTBUE CO3AAIOIIEr0Cs TPEHUS SPUTPOLIUTEI BBITATUBAKOTCS.
CycrieH3uio NpoCBEUNBAOT Ja3€pHBIM ITyYKOM U HAOJI0al0T KapTUHY paccesHUs CBeTa Ha
APUTPOLUTAX. DTOT METOA UCIOIb3YIOT JIUIIb B CIIEUAIM3UPOBAHHBIX J1A00paTOPUsX, TAK KaK OH
TPYAOEMOK U JJIs IPOBECHUS aHAJIN3a HEOOXOAUMO CIIELHaIbHOE 000pY/10BaHUE.

HecMmoTps Ha coBepILIEHCTBOBAHME PAa3IMYHBIX METOAOB OLIEHKU 3PUTPOLIUTOB, TPYAHOCTH B
muarnoctuke HC mo-mpexxHeMy COXpaHSIOTCS, O YeM CBHIETEIHCTBYET OOJIBIIOE KOJIMYECTBO
HE/IaBHO MOSBUBIIUXCS MyOIUKAIIUH, 1O CBSIIEHHBIX Pa3padoTKe alrOPUTMOB H MOJXO0B K

BeIsiBIIeHNIO HC.
Ocnoxaenus HC:

1. XKenunokameHHas 0one3Hb. BenencTBre XpoHMUECKOro TeMOIn3a B JKETYHOM My3bIpe
o0pa3syroTcs OunupyonHoBbIe KaMHH. JKeTuHOKkaMeHHast 00yie3Hb HaOmonaeTcs y S5 % aetei
mruamauie 10 net, gocturas 40-50 % y mun crapie 20-30 net. OqHOBpeMEHHOE HACIeI0BaHUE
curapoma JKunpOepa MoBBIIIaeT PUCK XoJienuTHas3a B 4-5 pa3. PekoMeHyeTcs BHIOIHSITD
yABTPa3BYKOBOE 00CIIEI0BAHNE /IJIsl BBISBIICHUS JKETUHBIX KaMHEH y JIeTeil, He MOoABepraB I Xcs
CIJIEHIK-TOMUH, KaxKJple 3-5 JieT, a mpu coueTaHuu ¢ cuHapoMoM JKumnbpOepa — Kakblif rof.

2. 'emonutuveckuii kpu3. Yaie Bcero B I€TCKOM BO3PACTE OH MPOBOLUPYETCSI BUPYCHBIMH
uHpekusaMu. Kpu3bl IposSBISIOTCS TPAaH3UTOPHBIM HapacTaHUEM XKENTyXH, CIIJICHOM erajlu,
aHEeMHH, pe-TUKyaouuTo3a. Jleuenue TpedyeTcs peaxo.

3. AmtactTrudeckuil Kpu3. Pa3BuBaercs pexe, 4eM reMOJIMTHYECKH, OAHAKO OH MOYKET IMPUBECTU K
TSDKEJION aHeMUH, Tpedyrollel reMoTpaHcdy3uil, cepiedHoN HEIOCTaTOUHOCTH U K JIETAIbHOMY
UCXOAY. 3a PEIKUM HCKIFOUEHHUEM TSKEIbIN alljlaCTUYECKUIM KPU3 Pa3BUBAETCS TOJIBKO OAMH pa3 B
YKU3HU, YTO CBSA3aHO ¢ MH(pekuel napposupycom B19, ocraBnstomnieil cTrolikuii NOXU3HEHHbBIN

UMMYHUTET. ANJIaCTUUECKUI Kpu3 U Tcst 00b19HO 10-14 nHeid.

4. Meranobnactuaeckuii Kpu3. BcTpedaercs peiko B pa3BUTHIX CTPAHAX M CBS3aH C AEPHUITUTOM
¢onaToB y 6epeMeHHBIX, MOJPOCTKOB M HA (JOHE BOCCTAHOBJICHHS MOCJIE arlacTu4eckoro kpusa. C
[EeNbI0 MPO(UITAKTUKY PEKOMEHAYETCS TprueM (OoIreBOi KUCIOTHI.



5. dpyrue ocnoxxkuenus. Y 6onbHbix ¢ HC MOryT pa3BUThCS SKCTpaMeAyILIS PHBII 3pUTPOI033,
nojarpa, 3Bl TOJICHU, XPOHUYECKUN AEPMATUT, 3I0KaU€CTBEHHBIE [eMaTOIOT HYECKHE

3a0o0eBaHUsI.
Jleuenue.
3anaun Je4eHus B meprose 000CTPEeHHUS:
1 )kynupoBaHHe aHEMUYECKOTO CUHPOMa;
2) KoppeKIust OMIpyOHHOBOW MHTOKCHKALINH;
3) npodunakTUKa OCIOKHEHUMN.
Cxema JieueHusl.

OO0s3aTeNbHEIE MCEPOIIPUATHUA: PCIKHUM, IUCTA, 3AMCCTUTCIIbHAA T'CMOKOMIIOHCHTHAA TCpaIins,
JAC3UHTOKCHUKAIITMOHHAsA TCpallus, IMOKOKOPTHUKOUIbI IIPU allJTACTHYICCKOM KOMIIOHCHTC KpU3a.

BcnomorarensHoOE JI€4eHHE: SHAOBACKYJIApHAasA OKKIIIO3UA COCYNOB CCIIC3CHKHU, CIIJICHOKTOMMUHL.

CuMIITOMaTHYE CKOE He‘leHI/IeIHpO(i)I/IJ'IaKTI/IKa 1 JICUCHUEC JUCXOJIUH, JUCKHHC3HUHN KCIYHBIX HYTeﬁ )51
JKeTYHOKAM EHHOM 6OH63HI/I, XCJIaTopHasda TCparms.

bazucHas Tepanusi:
1. Pesxum —cTporuii mocTenbHbIN B IEPUOA KpU3a.

2. uera—cton No 5 (nmeueHouHsit) 1o [1eB3nepy. B pannon BKIFOYAOT MPOAYKTHI, 001a1ar01ITe
JUTIOTPOIHBIM (TBOPOT, OTBAPHOE HEXKUPHOE MSICO, PhIOa, TPEYKa) M XOJEKUHETUUECKUM JICHCTBUEM
(pacTuTenpbHOE Maclio, stifia, Me). BomHbIi pexuM: 00MIbHOE MUTHE -5% TITI0K03a, MUHEPAJbHAS
Bona (bopxxomu, Eccentyku Nol7, Eccentykn No4), B 3aBUCHMOCTH OT Bo3pacTta a0 1,5 1

KUAKOCTU B CYTKH.

3.3amecTuTENbHAS FEMOKOMIIOHEHTHAS TEPANMSIIPOBOAUTCS IIPH CHUYKEHUH reMornoonHa Huxe 70
r/11. Icnonp3yIoT 3pUTPOLUTAPHYIO MAcCy, SPUTPOLMTAPHYIO B3BECh WM OTMBITHIEC DPUTPOIIUTHI B
noze 5-10 Mi/Kr Beca AeTsM paHHEro Bo3pacTta, crapiiero -100-200 mit 1o HopMalu3anuu
remornoouHa. Bo usdexxanue U30MMMYHHBIX peakLuil y 1eTel paHHEro BO3pacTa IepeiBaHue

reMOKOMIIOHEHTOB KPOBH IIPOBOIAT IMyTeM noadopa no npode Kymoca.

4. J1e3uHTOKCUKALIMOHHAs TEPaNUsIBKIOYAaeT BHYTPUBEHHOE KalelbHOE BBEJICHHUE
peononurokuna, 5% umn 10% pactBopa rmoko3bl. B kanensuuity moryt 661Th 106aBnensl: KKB,
LIUTOXPOM HMJIM aCKOPOMHOBAs KUCJI0Ta, MEMOpaHOCTaOMIN3aTOphl: pacTBop BuTtamuHa E,
puOOKCHH, cceHIane. Pacuet BBOAMMOMN KHUJIKOCTH COINIACHO BO3PACTY.

5. I MOKOKOPTUKO CTEPOHIbI TOKA3aHbI TOJIBKO B TSDKEJBIX CIydasX, PHU apereHepaTopHbIX
(arutacTUYECKUX) KpU3ax MapeHTEPaIbHO B 03¢ 1-2 MI/KT 10 cTaOMiM3anuu Kprsa (MOBBIIIAK0T

BBIKMBACMOCTb KOCTHOI'O MO3r'a B YCJIOBUAX FI/IHOKCI/II/I) B TeueHue 3-5 IIHGI\/JI.

CuMIIToMaTH4Y€eCKOE JICUEHHE:



1. s mpoduIaKTUKU TUCXOIUH, TUCKUH €31 H JKETYHBIX MyTeH, )KeTYHOKAMEHHOM 00NIe3HH B
NepUOe KOMIIEH CAllU F€MOJIN3a IMOKa3aHbl KYpPChI )KeTUErOHHON Tepanuu (110 MHAUBUYalIbHOMY

TJIaHy).

2. Ilpu cuHApOME 3HIOTCHHOW TIePErpy3KH KeJie30M U Pa3BUTHH TPaHC(]y3HOHHOTO reMOCH 1epo3a
MOKa3aHO MPOBEACHHE XeNaTOPHOI Tepanuu —necdepa B CyToqHo q03e 25-50 MI/KT B CYyTKH B/B,
1/K, B/M; DKCHJIXKaJ IEPOPATBHO B CYTOYHOH /103€ OpueHTHPoBOouHO 40 Mr/KT 1 pa3 B 1eHb yTpOM

HATOILAK €XEIHEBHO ITOCTOSHHO.
XUpypruueckoe JIe4eHUE.
OnTuMansHBIA CPOK ONEPATUBHOTO BMENIaTeNbCTBa B Bo3pacte 5-10 ner.

[Toxa3zaHHs K CIUICHOKTOMHUU: YACThIE TEMOJIMTUY €CKUE KPU3BI, B T.4. apEr€HEPATOPHBIE,
COIIPOBOXKJAIOLINECS 3aEPKKON Pa3BUTHS, CKIOHHOCTBIO K MH(EKIIMOHHBIM 3a00JI€BaHMSIM,
KOCTHBIMU Jie(hopMaiusiMu, HapyIaloIMMH Ka4eCTBO *KU3HU MAallMEHTa; CHHIPOM
TUIEPCIUIEHN3MA, TIPOSBIIIOMINNCS TPOMOOLUTOIIEHUEH, JIEHKOIIEeHNEN; XpOHUYECKast

runepouIMpyOouHeMus; KeITYHOKaMEeHHasi O0JIE3Hb.

[Toxa3aHus K 3HJOBACKYJISIPHOM OKKJIFO3UH COCY/IOB CEIE3EHKU: TsKemble (opMbl 3a001€BaHus,
4acTbl€ FEMOJIUTUYECKHUE KPU3bl, B T.4. apEreHEepaTOPHOr0 XapaKTepa; BbIpaskeHHast

runepounupyorHeMus (puck pa3BUTus OMIMPYOMHOBOM 3HIIeanonaTun) y aetei 10 5 et

[lepen mpoBeaeHUEM XUPYPTrUYECKOTO BMEIIATEIFCTBA PEKOMEHIOBAHO BBEJICHHE MOTMBAJICHTH OI
MTHEBMOKOKKOBOH BaKIIMHBI, JOMOJHUTENBHO CJIEAyeT BBECTH MEHUHTOKOKKOBYIO BakinHy. Eciu
BaKIIMHAIIMS HE MPOBOINIIACH, TO MOCIIE ONEPATUBHOTO BMEMIATENHCTBA OOIBHBIM PEKOMEHI0BAHO
HA3HAYUTh aMOKCUITUILTHH (20 Mr/kr/cyT), OucenTo:n (8 Mr/kr X 3 pa3a B Henenro Ha 1 mecsn), ¢
MOCIIENYIOUINM BBEJICHUEM MPOJIOHTUPOBAHHBIX (DOPM ITECHHUIIMIIIIHHA
(6enzatunOen3mmennunumH) 1200000-2400000E/] BHyTprMBIIedHO 1 pa3 B Mecsll B TeUeHUE 5

JICT.
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