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BBEAEHWUE

Hacrosiuii Beimyck “KMHMYECKHUX JISKIMHA MO IETCKOW TeMaToJIOTuH’ B OC-
HOBHOM IIPETHA3HAYCH JIJIS CTYJCHTOB JiedueOHOTro (hakyinbrera. HecMoTps Ha TO, 4TO
JIETCKasi TeMAaTOJIOTHSI HE SBISICTCS MPOQIIFHON BeAyINeH AUCIUILTUHON, TEM HE
MEHEe, B IIOBCEIHCBHON MPAKTUKE Bpady 4acTO MPUXOJUTCS CTAIKUBATHCS C HAPY-
[ICHUSMH B TeMOIPaMM€ HJIM B T€MOCTa3HorpaMMe y OOibHBIX. [ eMopparuueckue
OCJIOKHEHHS YaCTO BOZHUKAIOT TPH TeMaTOJIOTHUECKHIX, TACTPOIHTEPOIOTMUECKHX,
My IbMOHOJIOTHUECKUX,, PEBMATOJIOTMUECKUX, XUPYPTUIECKUX, aKyIIEPCKO-THHEKOIIO-
THYCCKUX, (PTU3UATPHUYCCKUX U JAPYTHX 3a0oiieBaHusAX. B HacTosIee Bpems 1000
Bpady JIOJDKEH pa30upaThCs B (PU3UOIOTHU U MATOIOTUN CUCTEMBI TEMOCTa3a, METO-
JlaX MCCIIEI0BAHUS Pa3IMUHBIX €€ KOMIIOHEHTOB, MHTEPIIPETALIMU PE3YJIbTaTOB, I10-
JIy9E€HHBIX TPY TIOMOIIU JTa0OPATOPHBIX TECTOB, YTOOBI YCIIEITHO MPOBOJAUTH 3aMeC-
TUTEIBHYIO, AHTHKOATYJSIHTHYIO M TPOMOOIMTHYECKYFO Teparuio. YMeTh nudepeH-
[IMPOBATh AaHEMHH Y JIETEH, HA3HAYUTH BOBPEMS COOTBETCTBYIOILYIO TEPAITUIO, UMETh
HACTOPOXKCHHOCTH B IUIAHE PAa3BUTHUS TeMOOIACTO30B y ICTCH B Pa3IMYHBIC BO3PACT-
HBIC TICPUOJIBI, 3aII0I03PUTH 3a00JICBaHNE M CBOCBPEMCHHO HAIIPABUTh HAa KOHCYIIb-
TaIUIO K CIIELHAINCTAM.

B maHHOM Kypce CO3HATEIbHO BBIMMYIIEHBI JICKIHH 10 aHATOMO-(DHU3HOIOrHIec-
KHM O0COOEHHOCTSIM KPOBETBOPHOM CHCTEMBI Y JIETEH, TaK KaK 3TH pa3eibl oaApo0-
HO M3JIOKEHBI B UMEIOIIUXCS YIeOHUKAX IO IETCKUM OOJIE3HSIM.

OCHOBHOE BHUMaHHE B YI€OHOM ITOCOOUH YICICHO 0COOCHHOCTSIM TeMOCTa3a,
reMOpPPAaruyecKuM AuaTe3aM, TeMOIUTHYCCKUM aHEMUSIM, FeMOOIacTO3aM y JIETEH.
ITo ykazaHHbIM pazjienam IeTCKOI reMaToIOruu B OCIEqHEE BpeMsl TOSBUIOCH MHOTO
HOBOTO MaTepualia B EPUOIUICCKON JTUTEepaType, MOHOTpapusIX, OHAKO ITH JIaH-
HbIe pa300IIeHBI U HE BCET/IA JTOCTYITHBI 711 CTYJIEHTOB, YTO IO CIYKHJIO PUIMHON
CO3/IaHUs Kypca JIEKIIUI JeTCKOW reMaToJIoruu.

B moco6un paccMOTPEeHBI BOIIPOCHI IO KIIMHUYECKUAM TPOSIBICHUSM 3200J1eBa-
HUH, TPOPUIAKTHKE, JICICHUIO Ha TATOTCHETUIECKON ocHOBe. J[J1s mydirero ycBoe-
HUS U3JIaraeMOro MaTepHaia JICKIIUU HLTIOCTPUPOBAHBI TAOIHIIaMU.

[Ipu u3/10)KeHNU MaTepraja HaMU UCIIOIb30BaHbl HOBEHUIIIME TOCTHKEHUS B 00-
JIACTH T€MAaTOJIOTHH, TIEANATPHUH, KOTOPBIE TIOIYUYHIH BCeoOIiee MprU3HaHuE.

Me1 Hageemcs, uTo “KIuHHUYeCcKue JeKIUH 10 JETCKON reMaToIOTHH” IIOMOTYT
CTyIICHTaM CTapIINX KYpPCOB YCBOUTH YUCOHBIM MaTepual 10 IETCKOW I'eMaToIO0T i,
a TaKk)Ke CTaHyT MTOJIC3HBIMU B TIOBCEIHEBHOM pabOTe Bpadeil e IuaTpoB.

Jloxmop meo. nayx Kooey T.B.
Kanouoam meo. nayx Baccanvieo I A.



CUCTEMATEMOCTASA

Cucrtema remocrasa

I'emocTa3uonorus (Hayka 0 reMocTa3e) BBIICIMIACH B OTJCIIEHYIO BETBb ME/IH-
LIMHCKUX 3HAHUM.

I'eMocTa3 — 310 OMoIOrMYecKas CHCTeMa, KOTopasi 00eCTIEYNBaeT COXPaHEHNE
JKHUJIKOTO COCTOSIHUSI KPOBH B OPTaHU3ME B HOPME W OCTAHOBKY KPOBOTCUCHHS TPH
HAPYIICHUH IIEJIOCTHOCTHU COCYIHCTOTO pycia (T. €. CBePTHIBAIOIAS U IPOTHBOCBEP-
THIBAOIIAsi CUCTEMA KPOBH).

WzyueHne reMocTasa BCe MIMPE BXOIUT B KIIMHUYECKYO TPAKTUKY. DTH 3HAHUS
HEOOXOIUMBI TSI IPAaBUIIBHOW AWAarHOCTHKH, a, CISI0BATEIBHO, I MPaBIIFHOTO
JICUSHHS PA3IMIHOTO POJIa KPOBOTOUUBOCTH M TPOMOO30B.

KpoBom3nusHus, )KU3HEYTPOKAIONTIE KPOBOTEUEHUS, SMOOIMH U TPOMOO3BI —
BOT KpaifHsis I0JI0Ca FeMOCTa3a.

[MapuTeT MEXIY CBEPTHIBAIOMICH U TPOTUBOCBEPTHIBAIOIICH CHCTEMAaMU ITO3BO-
JISIET MOAICPIKUBATH KPOBB B KHJIKOM COCTOSTHHUH. TEKy4eCTh KPOBU — OIHO M3 BaXK-
HEWMIINX YCIOBUM )KU3HEACATEILHOCTH OPraHU3Ma.

PaBHOBecHE MEXTy CBEPTHIBAIOIIEH U TIPOTUBOCBEPTHIBAIOIIEH CHCTEMaMHK OBbICT-
PO HapyIIaeTcs B SKCTPEMAIbHBIX CUTyanusax. [[poTHBOCBepTHIBatOIAs CHCTEMA B
IIpolecce IBOIIIOLMK OpraHu3Ma OKa3asach Oosee craboii 1 ObIcTpee NCTOMMON.

TpyImHOZOCTYITHOCTE BEH M OBICTPOE TPOMOUPOBAHKE HIJIBI IIPH BEHOTYHKIIHSIX
y MaIeHTa — IePBBIA CUTHAJ O BOBMOXKHOI KaTacTpode.

B mporiecce cBepThIBaHNS KPOBHU IPUHUMAIOT yYacTHe:

1. Cocynucras cTeHKa

2. KneroudHble 2IeMeHTHI KpOBH (HanboJiee n3ydeHa poJib TPIIoMOOITUTOB)

3. IIna3meHHbIe GAKTOPHI KPOBH.

[pouecc remocrasza pa3JessioT Ha JiBa:

1) mepBHUYHBIN reMOCTa3, COCYIUCTO-TPOMOOIMTAPHBIH, HITH HAYaJIbHBIH, B KO-
TOPOM NMPHUHUMAIOT YYACTHE CTEHKU COCYIOB, TPOMOOITUTHI M OTYACTH SPUTPOLIUTHI;

2) BTOpUYHBII reMOCTa3, KOaryJsiiIMOHHBIH, MM COOCTBEHHO CBEPThIBAHHE KPO-
BH, KOTJIa B IIPOIIECC BKIIFOYAIOTCA TIa3MEHHBIE (DaKTOPHI KOATYIIALINH.

CocynucTO-TpOMOOIMTAPHBIN, MM Ha9aIbHBIN, FEMOCTAa3 UTPACT OOJBIIYIO POJIh
B [IEPBUYHOI OCTAHOBKE KPOBOTCUCHUS ITyTEM 00pa30BaHIsI TPOMOOIIUTAPHOU ITPOO-
ku. [IpudeM Kpome CBepTHIBAIOIIUX (PAKTOPOB, CONEPIKAIIUXCS B CAMUX TPOMOOIIH-
Tax, KPOBSIHBIC IUIACTHHKH HECYT Ha ce0e P/ ITa3MEHHBIX (PaKTOPOB CBEPTHIBAHHUA,
BBITIOJTHSAS TEM CaMbIM TPAHCIIOPTHYIO (PYHKITHIO.

B Hacrosiiee BpeMsi BblIeNIeHO psiji (PaKTOPOB TPOMOOIUTAPHBIX, IIPUHUMAIO-
IIMX YY9aCTHE B TEMOCTa3e, OIICHUTh HAPYIICHHE B ICPBUYHOM I'€MOCTA3€ MOXKHO I10
HCCIICIOBAHHUIO TUTEIBHOCTH KpoBoTeueHHUS 110 [Iproke (B N 110 4 MUH, YIITHHSICTCS
IIPH MOPKCHUU TIEPBUYHOIO TEMOCTA3a).
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dakrop 1 (P1) — yckopsieT mporecc nmpeBparieHus IpoTpoMOrnHa B TPOMOUH;
dakrop 2 (P2) — yckopsiet nporecc npespamieHus puodpuna B pudpun; dakrop 3
(P3) — TpomMOonTapHBIA TPOMOOTIIIACTHH, YIACTBYET B 00pa30BaHUM TPOMOOTIIAC-
TrHA (MpoTpoMOuHa3bl); Gakrop 4 (P4) — aHTUrenapuHOBBIH (aKTOP, KOTOPHIH I10-
BBIIIACT YYBCTBUTEIBHOCTH (huOpuHOreHa Kk Tpomouny; ®akrop 5 (P5) — cBepThiBa-
1o GpakTop, WK TpoMOoIMTapHbIH (GUOpHUHOTeH, naeHTHYeH pubpHuHOTeHY; (hak-
Top 6 (P6) — TpOoMOOCTEHNH, COKpAaTUTEIBbHBIN OCIIOK KPOBSHBIX IUTACTHHOK, 00ecIe-
YHMBAeT PETPAKIMIO KPOBSHOIO CrycTKa M 00pa3oBaHHE TPOMOOLMTAPHON MPOOKH;
¢axrop 7 (P7) — anTrdudbpuHOnuTHYeCKU hakrop; Paktop 8 (P8) —akrusarop ¢uod-
punonu3za; paxrop 9 (P9) — hpubpuncradmiusupyomuii pakrop; paxrop 10 (P10) —
CEepPOTOHMH (S5-THIPOKCUTPHUNITOMHH), COCYIOCYKUBAIOIIHIA (HakTop, oOecreunBaeT
cruMyrsinuio arperannu; gakrop 11 (P11) — anenosunandocdar (AJD), sBisercs
IJIaBHBIM CTUMYJISITOPOM arperanum.

VYuactue TpoMOOLIMTOB B FeMOCTa3€ ONPEEISIETCS CIIETYIOMUMH (QYHKIMSIMU:

1) anruorpoduyueckoil (TPOMOOIUTHI MyTeM “Tiepenadn’ CBOCH IHMTOILIa3MbI
MUTAIOT SHI0TEINAIIbHBIE KIIETKH);

2) aare3uBHOH (MPUIMIIAHKE K MECTY TTOBPEXICHUS YHAOTEINS WIHA Ty KEePOI-
HOW MOBEPXHOCTH);

3) arperanmoHHOH (CKieMBaHWE TPOMOOLIMTOB B BHJE CETKH M 00pazoBaHHE
TPOMOOIIUTAPHOTO TPOMOA);

4) poIbIO B IJTA3MEHHOM reMocTa3e (TpOMOOIMTHI BBIIEISIOT (POCHOIUITHIBI —
macTuHouHbIN (akrop 3 (I1P3), Ha KOTOPOM HAET COOpPKA KOMIUIEKCOB TIa3MEH-
HBIX ()aKTOPOB CBEPTHIBAHUS);

5) pemnapaTuBHOH (KPOBSIHBIE TUIACTHHKH BBIJCIISIOT TPOMOOIIUTAPHBIN (hakTop
pocTa, 3aCTaBJISAIONINH MUTPUPOBATh K MECTY ITOBPEXKICHHS U IeNNThCs hpudpoodiac-
TBI, MAKpO(aru ¥ M4 KOMBIIICUHBIE KIETKH.

O06pazoBanue TPOMOOIUTAPHON TIPOOKH SIBIISIETCSI IEPBUYHBIM MEXaHH3MOM T'e-
MOCTa3a [0 OCTAaHOBKE KPOBOTEYCHUS U OIIEPEKAET 10 BPEMEHH CBEPThIBAHHE KPO-
BU. B mpoiieccax arperanuy v aare3uu TPOMOOIMTOB TAKXKe MPUHUMAIOT Y4acTHe
MIa3MeHHbIe KO(DAaKTOPhI — COIM MarHus U Kanbius, Gpaktop Bunebpanma, hpudpu-
HOTEH U JIp.

OCHOBHBIE MEXaHNU3MbI TPOMOOLIUTAPHO — COCYANCTOTO I'eMOCTa3a 3aKIII0YaroT-
cs1 B cienyronieM. Ha moBpesxaenue cocyaucTast CTeHKa OTBEYaeT CIIa3MOM COCY/IOB.
Jlasiee MpOMCXOAUT aare3usi TPOMOOILUTOB K CyOdHIOTEINAILHOMY CIIO0 MOBPEXK-
JIEHHOTO cocy/a B TedueHue 1-3" mociie TpaBMbl 00pa3yeTcsi TeMOCTaTUIeCKUH TPOM-
OonmTtapubiil TpoMO. [lepBrunHas arperamus 3anyckaercs AJld BbaensseMOi U3 1Mo-
BPEXICHHBIX CTEHOK COCY/IOB U SPUTPOLIMTOB B IIPOLIECCE CBEPTHIBAHUS, TAKKE PH-
HUMAET y4acTHe ¥ SPUTPOIIIIACTHH BBIJCIIIFOIMNCS U3 pa3pyICHHBIX 9PUTPOLIUTOB.
[epBuuHas arperaryst TpOMOOIIMTOB B MECTE MOBPEKACHM. B nanpHeiinieM Habmro-



JIaeTCst 0CBOOOXKICHHE TPOMOOIIMTAPHBIX TEMOCTaTHUECKUX (PaKTOPOB, YTO BEIET K
HaCTYIUICHHIO BTOPOH BOJIHBI arperaluy TpOMOOIIUTOB 1 00pa30BaHUIO IEPBHYHOTO
reMOoCTaTu4ecKoro Tpomba. 3areM NPOUCXOIUT PETPAKIINS KPOBSIHOTO Tpomba. YBe-
JIMYeHHe BpeMeHU KpoBoTeueHHs (mpoba JIproka) MOATBEPkKAAET, YTO MEPBUUHBIN
TeMOCTa3 OCYIIECTBIIIETCS B OCHOBHOM TPOMOOIIUTaMH, a HE CBEPTHIBAHUEM KPOBH.

Ha psiny ¢ TpomMboniTamu Maccy epBUYHON TeMOCTaTHYECKON IPOOKH COCTaB-
JISIFOT M 3PUTPOLIUTEL.

[epBuuHas TpoMOOITApHAst TPOOKA HE MOXKET HAJIEHO OCTAHOBHUTH KPOBOTE-
YeHHe, 0COOCHHO U3 KPYITHBIX COCYZOB M COCYAOB C IOCTATOYHO BEICOKUM JaBJICHH-
€M KpOBH. Y 3JI0pPOBBIX JIIO/IeH TIepBUYHAS TIPOOKA uepe3 ONpeIeIeHHBIN POMEKY-
TOK BPEMEHHU CTa0MIN3UPyeTCs: (GPUOPHHOM, KOTOPBIH 00pa3yercs B pe3y/IbTare BTO-
PHYHOTO KOAryJISILIMOHHOTO I'eMOCTa3a.

Koaryasinmmonnslii reMocTa3 mpeacTaBisieT co00i CIOKHBIN OMOIOrHYeCKUH
IIPOLIECC, B KOTOPOM B OIMHAKOBOM CTEIIEHU Ba)KHBI KaK CBEPTHIBAOIIHE, TaK U ITPO-
THBOCBEPTHIBAIOIINE MEXaHU3MBI.

B Hacrosimee BpeMst n3BeCTHO 13 miia3MeHHBIX (haKTOPOB CBEPTHIBAHHUS KPOBH.
CornacHo MeXIyHapoJHOH HOMEHKIAType, WX 0003Ha4aroT PUMCKUMH IH(paMu.
Hexoropsle 1tazMeHHble (paKTOPBI SBISIOTCS MPOSH3UMAaMHK U IIPH NTPEBPALIECHIH B
AKTHBHYIO ()OPMY — SH3UMBI — X MapKUPYIOT OyKBOH A.

®daxrop I. PubpuHOTeH — 6EIO0K C BBICOKOH MOJIIEKYJISIPHOI Maccoil, CHHTE3H-
pyercs B nedenu. [lon BaussHueM TpoMOMHA rpeBpaiiaercs B puopHH.

®akrop II. [TpoTpoMOMH — ITUKOTIPOTENH, CHHTE3UPYETCS B IEUCHH. BakHYIO
pob B ero cunTe3e urpaet ButamuH K. Ilox BiusHuEM mpoTpoMOnHa36l peBpaia-
€TCsl B aKTUBHYIO (hOpMy — TPOMOUH.

®daxrop III. TkaneBoii TPOMOOIIIIACTHH — JIUITONIPOTEHH C BBICOKOH MOJICKYJISIP-
HOH Maccoii, o0saiaet cBoiicTBaMu MUKpoMeMOpaH. OOpa3yeT KOMIIIEKC y4acTBYIO-
M BO BHEITHEM ITyTH (pOpMHPOBaHUS TPOTPOMOHHA3BI.

®akTtop IV. MoHBI KanbIysl — aKTUBUPYIOT Psia (PAKTOPOB M BXOAAT B COCTAB
KOMILIEKCOB.

®axkrop V. I[Ipoakuenepur (AcrioOyauH, TaOUIbHBIH (haKTOpP) — CHHTE3UPYET-
cs1 B IeueHH. BXouT B coctaB KoMIuiekca, (hopMUpPYOLIEro IpoTpoMONHa3y, OCyIie-
CTBJISIFOLLYIO ITPEBpalleHUe IPOTPOMONHA B TPOMOHH.

®axrop VII. [IpokonBepTuH (CTaOUIBHBIN (PAaKTOP) — CHHTE3UPYETCS B IEYCHU
B IIpUCyTCTBHY BUTaMuHa K.

®akTtop VIII. ArTuremopminbabii Tio0ynuH (AI'T) — mpoTenH, cuHTE3UpYe-
MBIH B tedeHr. COCTOUT U3 HECKOIBKUX KOMITOHEHTOB, CBSI3aH C MOJIEKYIOi (hakTopa
Bunebpanna. YuactByer B GOpMHUPOBAHHUH IIPOTPOMOHMHA3HI 110 BHYTPEHHEMY ITyTH.
Bpewmst nonyxunznu (BITDK) — 12-18 4.

®daxrop IX. [TnazmenHblil TPOMOOIUIACTHHOBBIN KOMIOHEHT, akTop Kpuctma-



ca. O6pasyercs B neueHn, K-BuTaMHHO3aBHCHM, IPUCYTCTBYET B IJIa3Me U CHIBOPOT-
Ke, B KOTOPBIX JUINTEIBHO coxpaHsiercs, Tepmocradmier. BIDK 18-30 u.

®akTtop X. axrop Crroapra-IIpayspa. Obpasyercs B Ie4eHH, TITUKOTPOTEHH,
K — BuTaMMH3aBHCUM, IPUCYTCTBYET B IUIA3ME U CBIBOPOTKE, B KOTOPBIX JJTUTEIBHO
coxpamnsietrcs, TepmocTtadbmieH. BIDK 48-60 4.

®daxrop XI. [TnazmeHHbII NpeecCTBEHHUK TPOMOOIIIIacCTHHA. MecTo cuHTe3a
HE yCTaHOBIICHO, DNIOOYJIMH, HHAKTUBHpYeTcs pu 56°C, coxpaHsieTrcs B IUia3Me u
CBIBOPOTKE, aKTHBHPYETCs U copOupyeTcs kaosmHoM | 1eautom. BIDK 60 u.

®akTop XII. PakTop XaremaHa, KOHTaKTHBIN (hakTop. MecTo CHHTE3a He yCcTa-
HOBJIEHO. CHATOTJIIMKOPOTEHH, aicopOupyeTcs kaosnHoM U rienutoM. BIDK 60 4.

®axTtop XIII. ®udprHOCTAOMIM3UpYOLIHIA (hakTop, PrOpHHOIH3a. MecTo CHH-
Te3a HEU3BECTHO. [J100ymuH, TepMoI00MIIeH, CTadMIeH IPU XpaHEHUH IUIa3MBbl, B
ceiBopoTKe oTcyTeTBYeT. BIDK 3-4 nus. B cBepThIBaroleil cucteMe pa3auyaroT BHYT-
PEHHUI ¥ BHELIHUI MEXaHU3MbI, aKTUBHPYIOILME 3aITyCK T'eMOCTa3a.

Jlnsi BHyTPpEeHHero MexaHu3Ma HeoOXOMM KOHTAKT OEJIKOB IUIa3Mbl ¢ Kojare-
HOM U JIPYTHMHU CyO3HIOTENNAIBHBIMU CTPYKTYPaMH, IPU 3TOM aKTHBUPYETCSI KOH-
TakTHBIN (hakTop (XII) ¢ mocneayonmm 3amyCcKoM CBEPThIBAHNSI KPOBH 10 BHEIITHE-
My MexaHu3My. /|l BHEIITHero MeXaHH3Ma HeoOXOANMO MOCTYIUICHHE U3 CTEHKH
cocyjia 1 TKaHel B KpoBb TKaHeBoro TpombOorutactuHa (I11), koTopslii B komiiekce ¢
¢axropom VII obpasyer aktuBarop X. O6a MexaHH3Ma HEOOXOUMBI JJIsl HOPMaJlb-
HOTO TeMOCTa3a.

B KoarymsiuoHHOM reMoCTa3€e BhIACISIOT YeThIpe MoceioBaTe/bHble (a3bl:

I -hopmupoOBaHUEe aKTUBHON IPOTPOMONHASEL;

II — o6pa3oBanue TpoMOMHA;

IIT — o6pazoBanue pubprHa;

IV — nocnedasa, npencrasiieHHas MpolieccaMy peTpakuuy 1 pudpuHoIM3a.

BzanmopeiictBue Mexy GpepMEeHTHBIMHE M He()epMEHTHBIMU (paKTOpaMH IIpo-
HCXOIHT B CIIOKHBIX OEJIKOBO — JIMTIOMJHBIX KOMIIOHEHTAX, KOTOPbIE 00pa3yroTcs Ha
Pa3INYHBIX CTYNEHIX KOaryJsiMOHHOTO KacKaja. B akTuBaIuy HavyanbHBIX 9TAIIOB
CBEPTHIBAHHSI KPOBU yUaCTBYET KAJUIMKPEUH-KHHUHOBAS CHCTEMA.

[Tpn BHyTpeHHeM MeXaHH3Me aKTHBAlUK IPOTPOMONHA3EI B KOHTAKTE C KOJI-
JIAareHOM WJIM KaKoH — JIN0O JIpyTroi 4yKepoIHOM ITOBEPXHOCTHIO aKTUBUPYETCS (hak-
Top XII, KOTOPBI1 Uepe3 KAIIUMKPEUH-KMHUHOBYIO CUCTEMY BCTYIIAET BO B3aUMOJIEHi-
ctBue ¢ XI (hakTopoM M IpeBpaiaeT ero B akTUBHYIO GhopMy. DTa HadaabHast “KOH-
TakTHas” (aza yckopsiercst hochomunuaabM hakTopom TpoMOoIuToB (3r1dh) u He
TpedyeT nonor Ca (daxrop IV). Bee nmocneayroriue ¢as3pl KoaryssIIHOHHOTO KacKa-
Jla HauuHas ¢ akTuBanuu (axropa IX HyXIaroTcsi B HOHU3UPOBAHHOM Kasbluu. B
IIepBOM KoMILIekce (hakTopoB BHyTpeHHero Mexanuzma “Xlla+XI+3mud” akrusnpy-
ercst paxrop IX; B komrutekce “hakrop [Xa+VIIICa*™+3nd” — dpaxrop X; B KOMIIIEK-



ce “¢axrop Xat+dakrop V+Ca+3nd” daxropy, mocieH1id KOMIUIEKC IeHCTBYET 9H-
3MMOTHYECKH Ha IIPOTPOMONH, ITpeBpalias ero B TpOMOHH (ITpOTPOMOMHOBBIH KOMII-
JIEKC, MPOTPOMOMHA3).

Bo BHemrHem MexaHu3Mme (GpopMHpOBaHHUS IPOTPOMOUHOBON aKTHMBHOCTH 00-
pasyercst komruieke hakropos “III + VII + Ca™”, HanpaBieHHBIN Ha aKTUBAIHIO (haK-
Topa X. Jlanee nporecc cBepThIBaHMS IPOUCXOIUT BO BTOPYIO a3y — (hasy npespa-
LIeHUsI TPOTpOoMOMHA B TpoMOMH. B TpeTbell (aze TpoMOUH oTierusier GuoOpuHo-
nentuasl A U B ot Monekynbsl puOpuHOreHa, npespaiiasi X B GUOPHHMOHOMEPEI,
KOTOpbIE CIIOHTAHHO TOJMMEPU3YIOTCs B BOsIoKHA (puOprHa. TpOMOUH akTHBHPYET
¢axrop XIII, kotopslii ykpemsieT GuOpuH — nommeps ((GHOPHHCTAOMITH3UPY FOIIHI
(baxTop), mepeBoauT pacTBOpUMBI hudpuH S (solubile) B HepacTBOpHMBI HHOPHH
J (insolubile).

B cryctke ¢pubpuna 3anepxuBaercst pepMEHTHBIE 3JIEMEHTHI KPOBH — SPUTPO-
LIUTBI, JICHKOLUTHI, TPOMOOIIUTHI, TOCIIETHUE BBI3bIBAIOT YIUIOTHEHNE U PETPAKIIHIO
crycrtka. [mst onenku 11 a3l reMocTasza: BpeMs cBepThiBaHus 1o Jlu — Yaiity 5-7
MUH. — YJIUHIETCS MIPU THIIOKOAYTYIISINY, YKOPAUUBACTCS MIPH THIIEPKOATyJISIIHH.
AIITB — 35-45", ynnuHseTCs PY THIOKOATYIISIITNK, YKOPAYUBAESTCS TIPY THIIEPKOa-
rymsiuu. [Ipy runepkoaryssinuy yBeInYnBaeTCs TOJICPAHTHOCTD K TeIapHHy.

®uodpunosm3. CeeprhiBaionias cucteMa (PyHKIMOHAIBLHO B3aHMOCBSI3aHA C
($uOpruHOIMTHYECKON, KIHUHOBON M CHCTEMOH KoMIuteMeHTa. PuOprnHoimTHIecKas
cucrema, odecrieynBaet Ju3uc (GuOpHHa B KPOBSHOM pyclie, 3aIlyCKaeTCsl TEMHU Ke
(dakTopamu, 4To U cBepThiBaHKe KpoBU. dakrop Xlla B3anMoaeiicTBYeT ¢ MmpeKal-
JUKPENHOM U BBICOKOMOJICKYJISIPHBIM KHHHHOTeHOM 11a3Mbl (BMK) u aktuBupyer
w1a3MuHoreH. @UOPHHOMN3 UAET TeM OBICTpee, YeM BBIIIE JIOKaJbHAs KOHIIEHTPa-
WSt IJTa3MUHOTeHa B crycTkax. Kpome dhepmMeHTHOH prOpHHOIMTHYECKON CHCTEMBI,
B OpraHn3Me MPOUCXOIUT He(hepMEHTHBIN (PHOPUHOIN3, OCYIIECTBISIEMBII KOMILIEK-
coMm renapuH — antutpoMm6OuH 111 — anpenanu, GpyHKIMOHUPYIOIUM B (PU3UOIIOTH-
YECKHUX YCIOBHAX.

HNHrudéurtops! cBepThiBaHNs KPoBH. CyIeCTBEHHAS CTOPOHA TeMOCTAa3a — HH-
rEOMpPOBaHKE TIPOIIECCa CBEPTHIBAHNSA KPOBU. IHTHOUTOPHI COXPAHSIOT KHUIKOE CO-
CTOSIHME KPOBHU B IIMPKYJISILIMY, MTPEISITCTBYIOT MEPEX0/y JOKAJILHOTO TpoMO0ooOpa-
30BaHUsI B paclpoCTpaHeHHOE. MI3BECTHBI IBE IPYIIIBI €CTECTBEHHBIX HHTHONTOPOB
CBEPTHIBAHHS KPOBH:

1. TlepBuuHBIE, IPEANIECTBYIOMINE CBEPTHIBAHUIO KPOBH, H

2. Bropuunsle, 00pa3yromuecs B MPOIECCe CBEPTHIBAHUS KPOBHU, TPYIIIIA IPO-
TEOHH3A.

AntutpoM6un 111 sBisercss Hanbonee MOIIHBIM MHIHONTOPOM CBEPTHIBAHMS,
JICUCTBYIOLIMM HE TOJIBKO KaK aHTUTPOMOUH, HO M KaK MHAKTUBATOp (hakTopoB Xa,
IXa, XIa, XIIa, VIla, V. Ha anturpom6us 111 u ero hakrop — renapun npuxoaurcs 4/



5 (U3NONIOTHYESCKON aHTHUKOATYISTHTHOW aKTHBHOCTH. B ceMBbsX ¢ HACIICICTBEHHBIM
nedurmrom antutpomOuHa Il Mmeercst BbIpakeHHAss HAKIIOHHOCTh K TPOMOO3aM
(Tpombo¢mns). B mporecce remocraza 00pa3yroTcst JOMOTHUTEIbHBIC AHTHKOAT'Y -
JISTHTBI B BUJIE “ 0TpabOTaHHbBIX “ (PAKTOPOB CBEPTHIBAHUS KPOBU: MOITHBIN aHTHKOA-
ryisaT Gubpus (“aHTHTpOMOMH 1), aACOPOUPYONINI M HHAKTUBUPYIOIINN OOJIb-
10 KOJIMYECTBO TPOMOMHA; IPOIYKTHI PHOPUHOIN3A, TAKKE SBITIOIIHECS aHTHKOA-
TYJISTHTaAMH, JIEJIAal0T MOJICKYIIbI (PHOPHHOTCHA HEJOCTYITHBIMU BO3ICHCTBHIO TPOM-
6una. [TosTOMYy, OnpeniesieHne B 1Ia3Me IPOAYKTOB paclierieH st GUOpUHOTeHA 1
¢udpuna (I11P) nmeer 3HaueHue B pacnosnasannu JIBC — cunapoma. B maronoru-
YECKUX YCIOBHUSAX MOTYT HAKaIlJIMBATHCSI MOITHbIE MMMYHHBIE HHTHOUTOPHI CBEPTHI-
BaHMsI KPOBH, crielin(pUUECKHe aHTUTela MPOTUB TOrO MJIM MHOTO (hakTopa, Hanpu-
Mep MHTHONUTOPEI (hakTopoB 8 1 9 1pu remorInm.

BO3PACTHbIE OCOBEEHHOCTW FEEMOKOAIYNAUUU Y OETEU

BonpmmHCTBO MOKa3aTeneil remocrasa nerei B Bospacte ot | roma mo 14 ner
CYIIECTBEHHO HE OTIMYAIOTCSI MEX/y COOOH, a TaKkKe OT 3HaY€HUH COOTBETCTBYIO-
[IMX TOKa3aTelei y B3pOoCibIX. Y neTed A0 | rofa OThenbHbIC BEIUYUHBI (BpeMs
CBEPTHIBaHUS KPOBHU, COICPIKAHIE TPOMOOIIMTOB M HHICKC TPOMOOIIMTAPHOMN aKTH-
BaIUH, PAJ] TAPaMETPOB, OTPAKAIOIIUX TEMOCTATHIECKHE CBOWCTBA KPOBSHOTO CTY-
CTKa) MOTYT HE3HAYUTEIHHO OTIIMYATHCS OT TAKOBBIX Y JIeTEH O0Jiee CTapIero Bo3pa-
CTa, 4TO OTpaxkaeT (PYHKIMOHAJIbHBIE 0COOCHHOCTH IIEPHO/Ia HOBOPOXKIeHHOCTH. [1pn
POXJCHUH JOHOIICHOTO 3/I0POBOTr0O peOeHKa MMEET MECTO HU3KHI YPOBEHb KOHTAK-
tHOro dakropa XII (Xaremana) no 0,33 — 0,73 E/I/man. JlocTikenue ypoBHs cTap-
IeTO BO3pacTa HACTYIIAeT B TCUCHHE MIEPBBIX 6-12 MeCsIIeB )KU3HU. YPOBEHB (PaKTO-
pa ®netuepa (mpekaummkpenta) u Ouipkepanbaa Onoxke (BBICOKO MOJIEKYISIPHOTO
kuanHOreHa — BMK) takxe camker 10 0,53 — 0,21 EJI/mut u 0,3-0,78 EJI/mit coot-
BETCTBEHHO 10 CPAaBHEHHUIO C WX COEepKaHUeM y JieTelt mepBoro roaa sxuszau (0,62-
1,2 EJl/mn) u B3pocusix (0,5-1,36 EJI/mi). Kommnexe dakrop XII — npekammikpenn
— BMK sBISIHOTCS ITyCKOBBIM UTSI BCEX TIA3MEHHBIX IIPTCOIIMTHYCCKUX CUCTEM, I10-
ATOMY TPU HACJIEICTBEHHOM JEe(UITUTE ero KOMIIOHCHTOB HAPYIIACTCSI KAK CBEPTHI-
BaHME KPOBH, TAK M BHYTPEHHUI MEXaHU3M akTuBaluu Gpuodpunonusa. Kiimnnyeckn
9TO MOKET PEaTH30BaTHCS CKIOHHOCTBIO K TPOMOOTHYECKUM OCTIOKHEHHSIM Ha (hOHE
reMopparnueckux nposisaeHnid. Hanbonee MHTEHCHBHO YPOBEHB (haKTOPOB KOHTAK-
THOW (Da3bl CBepPTHIBAHUS MIOBBIIIACTCS B TCUCHHE 6 MECSIICB, JOCTHTasl 3HAYCHUS B
cpemHeM st Kaxaoro u3 gakropos 1o 0,7 EJl/mi, a B Bo3pacte 1 rona conepxanue
MIepeUCICHHBIX (PAKTOPOB HE OTIMYAETCS OT TAKOBOTO y JAETEH cTapIIero Bo3pacra.

Conepxxanne K-BUTaMUH3aBUCHMBIX (DAKTOPOB y TIOHOIICHHBIX HOBOPOXK/IEH-
HBIX B IIEPBBIH JCHB )KU3HU CHIDKEHO: ypoBeHb nporpomobuna (II) cocrasmser 0,37 —



0,59 EJl/mn, npoxonseptuna (VII) — 0,47-0,85 E/l/mn, dpaxropa Kpuctmacca (IX) —
0,34-0,75 EJl/mn, dpaxropa Crioapra — [Ipayspa (X) — 0,26-0,54 E/I/ma. ITocnenyro-
M€ THU )KU3HN KOHLIEHTPAIHS 3THX (PaKTOPOB CHIKAETCS, JOCTUTAs MUHUMYMa KO
2-3 nuro. U3HOIOrHYECKas Koarysionarus ucuesaet 0e3 crieuaibHoi GpapMaKoso-
THYECKOH Koppekuu K 5-7 aHio. YpoBeHb ¢akropa VII Kk KOHIy TIepBOW Heaean
xu3an gocturaet 0,62-1,16 EJl/mMn. Hanbonee MHTEHCHBHO colepkaHue (akropa
IL, IX, X noBpIlIaeTCs B TEUEHUU MEPBBIX 2-6 MECSLEB, JOCTUTAs! K IOJIYTOLLy B Cpell-
Hem yposas 0,7 EJI/mi, a B Bo3pacte 1 roa ommyaercs OT X COIEpKaHUs y CTap-
mmmx gereid. Crenenp aenpeccuu dakropos 11, IX, X u puck BOSHUKHOBEHHUS TEMOP-
parudeckoii 601e3HI HOBOPOXKACHHBIX B pAHHEM HEOHATAJILHOM ITEPUOIC 3HAUNTEIIh-
HO YMEHBIIIAETCS MTPU PAHHEM MPUKJIIAIBIBAHUHN pebeHKa K Tpy/au (B mepBbIe 2-3 yaca
Tocye pOXKJCHUS ), @ TAKKE MIPU MO3HEH NepeBs3Ke MyMOBHUHBI. “DU3nosIornyeckas
THITOKOATYJISIUS” B YCIIOBHSIX 00S13aTEJIbHOIO TPOMOMPOBAHMUS COCYIOB ITyTTOBHHBI
HOCUT aIaNlTallMOHHBIN XapaKTep, HOCKOJbKY IOBBIIIEHUE KOATyIISLIMOHHON aKTUBHOC-
TH KPOBH /IO YPOBHSA B3POCIIBIX MMAIHEHTOB MOKET CIIOCOOCTBOBATH PA3BUTHIO TPOM-
60308 1 JIBC — curapomMa ake Mpu HE3HAYUTEIBHBIX MTaTOJIOTHIECKUX CUTYaIHX.

[penympexnenue TpoMO00Opa30BaHUS M MOJACPKAHHS arpETaTHOTO COCTOS-
HUSI KPOBH BO MHOTOM 3aBHCHT OT ypoBHs anTuTpomOuHa I11 yHuBepcanbHOro nHru-
OuTOpa CBEpPTHIBAHMS, Ha JIOJIIO KOTOPOTo npuxoauTces 10 80% Bcell aHTHKOAaryJIsiy-
OHHOIl aKTUBHOCTH ILJIa3Mbl. Y JOHOLIEHHBIX HOBOPOXKCHHBIX YPOBEHb AaHTUTPOM-
6una I1I mpu poxxnenun cocrasisiet 0,5-0,75 EJI/mit. Pe3ko noBslimaercs k 6 mec. 10
0,94-1,14 EJ1/m1, Ha IPOTSHKECHHUH ITOCIICAYIOIIECTO BPEMEHH COICPIKAHHE aHTHTPOM-
ouna III ocraercs TakuM ke, Kak y B3pOCIbIX. YPOBEHb JIPYTUX HHTHOUTOPOB CBEP-
ThIBaHUs — O ,-MakpornoOynuna (1,4 EJl/mn) u o -anturpuncuna (0,93 EJl/mn) npu
POXICHUH TIOYTH TaKHUE K€, KaK y B3pocibiX, 1,6 EJl/mn u 1,0 EJI/mit cooTBeTCTBEH-
Ho. K 6 mec. coneprkanue O,-MakpornoOyiiHa pe3ko Bospacraet 0 1,9 EJl/mi, mo-
CTENEHHO CHIXKAeTCsl K TOAY A0 YPOBHs JeTel cTapluero Bo3pacra. bosaee Beicokoe
cozepxkanue 0 -MakpomIOOy/IMHa y IETEH IEPUOIa HOBOPOKIEHHOCTH SBIAETCS, TI0
BUIMMOMY, KOMIIEHCATOPHOM peakiuell opraHu3Ma, HarpaBJIeHHbIH Ha TIpeloTBpa-
LIEHHE TPOMOOTHYECKHUX OCIIOKHEHHI B CBSI3U C OTHOCUTEIBHBIM JIE(DUIIMTOM aHTH-
tpombOuHa III. OTo moxTBepkaaeTcs Goee pe3KNM IOBBIIICHHEM YPOBHS HHTHOUTO-
poB (0 -MI" n 0 -AT) no cpaBHEHHIO C H3MEHEHNEM aKTHBHOCTH aHTHTpoMmOuHa 111
npu nopoctpoM JIBC — cunapome y neteil paBHOro Bo3pacTa ¢ HOMHO-BOCHAIH-
TEIbHBIMHA 3200JICBaHUSAMH.

ITokazaTenb CTPYKTypHOU XapaKTePUCTHKHU CTYCTKa, OOIINH TeMOCTaTHIeCKUIA
ITOKa3aTelNb, PETPAKIHA CTYCTKA, WHAECKC TPOMOOINTAPHONW aKTUBAIINN Y HOBOPOXK-
JICHHBIX IEPBOH HEJIEIU U IEPBOr0 MeCsLa )KU3HU [10 CPABHEHHUIO C ITHM K€ II0Ka3a-
TeJIeM y JieTel crapiie roja. /lanHas 0COOEHHOCTh IIepHo/ia HOBOTOXKACHHOCTH SIB-
JISI€TCsL OHOM U3 IPUUUH, IPEIPACIONIAraroIiuX K FeMOPPArHueCcKuM OCIIOKHEHUSIM
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y NalMeHTOB paHHero Bo3pacra. Kpome toro, Bciencrsue GpopMupoBaHus reMocra-
THUYECKH HEMOJHOIEHHOTO CI'yCTKa I10Ka3aTelb CIIOHTAaHHOrO (pHOpPHHOIM3a PE3KO
BO3PACTACT, 9TO HE COOTBETCTBYET COCTOSHUIO IJIA3MHUHOBOI CHCTEMBI.

Coneprxanue MuasMUHOTEHA M &, -aHTHIIIA3MUHA K MOMEHTY POXIEHHS CaMOE
HHU3KOE, B TO K€ BpeMs aKTUBHOCTh TKAHEBOTO TUTa3MUHOT€Ha caMmasi BEICOKast. B atot
IIepUOJl yPOBEHb MHIMOUTOPA TKAHEBOTO aKTHBATOPA IJIa3MHUHOTCHA BIBOE IPEBbI-
11aeT TakoBOH y B3pocubixX. K rony coneprkanne ruiazmuHorena Bozpacraer go 1 EJI/
MJI TapaJLIeNIbHO MOBBIIIEHHUIO YPOBHS a -aHTHIIasMuHa Jo 1,2 EJI/mit na done chu-
JKEHHsI COZIEPKaHusI TKAaHEBOTO akTUBaropa miasMuuorena. [o nanuaev JI.3. bapka-
raHa akTuBanus (GUOPHUHONIN3A Y HOBOPOXKICHHBIX OCOOECHHO BhIpa)KCHA B TIEPBHIE
MUHYTHI KH3HH, YTO CBSI3aHHO C ITOCTYIICHHEM B KPOBOTOK U3 JISTKUX IPU Hadae
JIbIXaHUsI O0JIFHOTO KOJIMUEeCTBa aKTHBATOpa I1a3MuHorena. Hanbosnee BeipaxkeH 3TOT
IIpoLecc MpH IMO3JHEH MepeBsi3Ke MyNOoBHHBI (0 5 MuH). To B mepBble AHU HOCIE
POXIEHUs peOeHKa CHCTEMa reMacTO3HOIOTMIECKO 3aIuThl 00yCIIOBJICHA aJlarTa-
LIMOHHBIMH MTPOIIECCAMU HOBOPOXKICHHOTO pebeHKa. J([narnocTrka HapyIeHHi BCH-
cTeMe TeMocTas3a npejcTaBieHa B Tabnumax 1 u 2.

CpeacTtBa BnusilowmMe Ha CBepPThIBaOLLY O

M aHTUCBepTbIBaloLme CUCTEMbI

I. Temocraruuyeckue cpeacrsa.

1. TlpsiMbie KOArysIsStHTBI (TPOMOUH, (PHOPHHOTEH )

2. Hemnpsimble KOAryIsHTHI (BUKACOI)

3. AHTH(GUOPHHOINTHYECKOTO AeHCTBUS (KOHTPUKAII, A0/1EH)

4. YMeHbIIAIOUE IPOHUIIAEMOCTH COCY/IOB (2POKCOH, AUIMHOH)

5. Cpencrta yCHIIMBAIOIINE arperamuio TPOMOOIIUTOB (CEPOTOHNH)

W3 TpaB: TUCT KpanuBbl, TPpaBa THICSYEITUCTHUKA, KOpa KaJIMHBI, ‘‘BOISHOTO Tepa’’.

II. CpencrBa TopMoO3siliMe CBePThIBAHHE KPOBH

(aHTHTpPOMOMYECKHUE CPEACTBA)

1. TIpsiMble aHTHKOATYIISTHTHI (TEMIAPUH )

2. HemnpsimMbple aHTHKOATYIISTHTHI (KyMapyH U €r0 IPOU3BO/THBIC)

3. OUOPHUHOIMTHYIECCKOTO AeHCTBHS ((PHUOPUHOTM3HH)

4. CpenctBa MpemATCTBYIONIME arperaiy TPOMOOIUTOB (TremapyH, acUupHH,
JTUTTUPUAIAMOIN )

5. CpencTBa MpEnsATCTBYIOIIUE arperaii SPUTPOIIUTOB (TPSHTAT)
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Tabnuna

Omnpenenenne xapakTepa KPOBOTOYHBOCTH 10 KJINHUYECKUM NMPOSIBIEHHSIM

—

Kaunnveckue XapakTep KPOBOTOYHBOCTH
NposiBJICHUS Koaryasaunonubri Kierounsbrii
I'emaTomsbl (cunsiku) | Bonbmme Hebomnpue,
OBEPXHOCTHBIE
I'emapTpo3bl YacTto BcTpedaroTes y HexapaktepHsl
6-MeCSIMHBIX 0OJIBHBIX
HocoBrie Habnronatores penko YacTo 0OCHOBHOM
KPOBOTEUEHHUS BUJI KDOBOTEUEHHUS
Kemynouno- Kak npeo6namaromuii cuMntom Ipeobnanarommii cum-
KUILEYHBIC BCTPEYACTCS PEIKO, II0Ka HET NITOM
KPOBOTEUCHHUS H3bSI3BICHHS
I'ematypust XapakTepHa HexapakrepHa
MarouHsie Hexapakrepna (6oabmunHCTBO 60sb- | XapakTepHa
KPOBOTEUCHHUS HBIX MY)KUHHbI)

KpoBoteuenue nocne
JKCTpaKIuH 3yda

HaunHaetcs yepes HECKOIBKO
4acoB MOCJIC 3KCTPAKIMU U HE
OCTaHABJIMBACTCS MMOCIIE

HaJIOJKCHMS JIaBSILEH ITOBSI3KU

Haunnaercs cpa3sy mocine
9KCTPAKIMU U OOBIYHO
OCTaHABJIMBACTCS MMOCIIE
HaJIOKCHHUS JaBsIei
TIOBSI3KH

[ocneonepaunonnsie | [lo3aHue KPOBOTEUCHHS KpoBoTeueHus: B OCHOB-
KPOBOTCUCHHUS ¢ 00pa30BaHUEM paHEBOIl FeMAaTOMBI | HOM BO BpEMsI Ollepalluy
XapakTtepHbsle  1po- | boabiune remaToMmel nocie TpaBmbl U | HocoBble 1 MaTouHbIe

SBICHUST 0pU  yMe-
peHHbIX hopMax

OCTaJIbHBIE KPOBOTEUCHHUS [OCTIE
paHeHHH

KPOBOTCUYCHUS

Tabmuna 2

Oo0s3aTe/bHBIH 00beM 1a00PATOPHBIX UCCIEI0BAHNI NPH NEPBHYHOM
00cJie10BaHUM 00JIBHOTO ¢ TeMOoparu4eckum 3adoJieBaHueM

TecThl 17151 XapaKTePUCTHKH
MJ1a3MEeHHO-KOATYJ IS IIHOHHOI0
3BeHa reMocTasa

TecThblI 1151 XapaKTEPHCTHKH COCY-
AUCTO-TPOMOOIIMTAPHOTIO 3BEHA

remMocrasa

BpeMsi cBepThIBaHHS BEHO3HOH KPOBH

PesncreHTHOCTD COCY,E[I/ICTofI CTCHKHN

Bpems pekanbiuUKayy mia3mbl Yucno TpoMOOIIUTOB

AKTHBHpOBaaHHOE NapLUHAIbHOE TPOMOO-
IUIACTHHOBOE BpEeMsi

OnHocTyneHuaToe NPOTPOMOMHOBOE BpeMs
(IpoTPOMOMHOBEII HHIIEKC)

TpomOuHOBOE Bpems JImMTeIbHOCTD KPOBOTEUSHUS

Konuenrpanus ¢pubprnorena

Tect pacTBOPEMOCTH (PUOPHHOBOTO CTYCTKA
B MOueBHHE (akTHBHOCTH (akropa XIII)




FrEEMO®UNUA

TEMO®UJIUSA 0THOCUTCS K KOATYJIONATHsIM C HETIOCPEICTBEHHBIM HApYIIle-
HHEM IeMOCTa3a, Ui KOTOPhIX XapaKTepHa H30IMPOBAHHAS HETIOCTOSHHOCTH OJTHO-
rO Kakoro-auoo ¢akropa cBepThIBaHMs KpoBU. Paznuyaror remoduinmio A (kiaccu-
yeckasi reMouinst), o0yciosieHHast neuiurom daxropa VII1 anturemopmisHOrO
mo0ynuna (AI'T), u remodunio B (6one3ns Kpructmaca), cBs3aHHy10 € IeHUIIITOM
¢axropa IX. ITo gacrore remodunust A cocrasisier 70-80 %, a remodunus B 6-
13 %. Ha nedunur stux aByx dhakTopoB cBepThiBaHMs npuxoautcs 96-98 % Bcex
HacjecTBeHHbIX Koxryionaruid. Ot 0,3 no 1,5 % cocransier neduuut dhaxropos
VII npokonBeptuH, X1 — rasMeHHbIH Mpe/ecTBEHHUK TpoMOoriactiHa, X — CTio-
apta — [Ipayspa.

O ToM, 4TO reMouIIHs HAacleICTBEHHOE 3a00IeBaHNe, ObIJIO M3BECTHO elle B V
BEKe H. 3. YK€ TOr/a 3HAIM O JKCHIIMHAX — MepeAaTyriax reMOQpUINI ChIHOBBSIM.
JKeHIHBI KOHIYKTOPbI MOTYT IepeIaBaTh TeMO(QHIIHIO HE TOJIKO CBOUM JIETSIM, HO
W 4epes iouepei — KOHYKTOpOB BHyKaM, IpaBHyKam 1 OoJiee MOo3/HEMY [TOTOMCTBY,
T10 3TOM IPUYMHE HACIIEICTBEHHOCTh TeMO(MINHY B KIIMHUKE HE BCET/Ia PacIo3HAET-
csi. YacroTra reMoG MK B pa3iIMUHbIX cTpaHax kosediercs ot 6,6 no 18 ma 100 000
XKHTeNel Myxckoro nona. ['ensl perynaupyromme cunare3 gakropos VIII n IX, noka-
Iu3y1oTcst B X — XpOMOCOMe T'eHa, 00yCIIaBInBatoONero ONOCHHTE3 aHTUTeMODITb-
HOTO (hakTopa. DTOT reH pereccuBeH. KoHIyKTOphI 3a00IeBaHSI JKEHIIUHBI, HMEIO-
III€ BTOPYIO HOPMAJIBHYIO X — XpOMacoMy, KaK IPaBHIIO, HE CTPATa0T KPOBOTOUH-
BOCTBIO, TaK KaK aKTUBHOCTB I1aTOJIOIMYECKOH XpPOMOCOMBI 3aMacKHUPOBaHA JIOMH-
HAHTHBIMH T'€HaMH, HaXO/SIINMHUCS B 3/10pPOBOH XpoMOcoMe. Y MYKUHH K€ 3TO 3a-
GoseBaHMe MIPOSIBIISICTCS, T. K. B IOPAKEHHOH XpPOMOCOME HET I'€HOB, 00y CIIaBINBAIO-
mux 6nocuntes paxropos VIII u [X, Tak ke kak 1 B U xpomocome. OTHAKO aKTHB-
HOCTh (hakTopa VIII y >keHIIMH KOHIYKTOPOB CHM)KEHA HATIOJIOBUHY TI0 CPAaBHEHUIO C
HOPMOH, M1 Y HUX MOJKET HaOJIOIaThCsl KPOBOTOUMBOCTB BO BPEMSI POZIOB, TIPH OTIepa-
LUSIX, TpaBMax. Y JKeHIIMH TOMO3HUTOT BO3HUKAET HENPUKPBITast reMO(MIIns B TsDKe-
no# opme.

[Tpru4nHO# reMopuIMK MOTYT OBITH KOJIMUECTBEHHBIE M KaueCTBEHHbIE H3MEHe-
HUsl (paKTOPOB CBEPTHIBAHUSI KPOBU. PazinuyaioT HACIIEACTBEHHYIO M CHOHTAHHYIO
(dbopmy 3ab0neBaHus, TOCIEIHSIS SIBISIETCS CJISACTBHEM BHOBb BOSHUKILIEH My TaIHH.
B macrosimee BpeMs M3BECTHO, YTO MyTalluH Ipu crepmarorenese B 30 pas BhIIIe,
4yeM IpH oBoreHese. [loaTromy MyTauusi reHoB B X — XpOMOCOME MOXKET ¢ O0JbIIeH
BEPOSTHOCTHIO IIEPBOHAYAIIEHO IIPOU3OUTH B OpPraHU3Me 0TI, HEXKETH MaTEepH.

TFEMO®UJINSA C (6onesns PozenTais) cesizana ¢ geduuutom X1 daxropa.
I'er remounu C pukcupyercst Ha U XxpomMocome, 3a00JIeBaHIE ay TOCOMHOE, OoIte-
0T JICBOYKH U MAJIBYHMKHU, BCTPEYAETCsI B TeTEPO- ¥ TOMO3UTOTHOM (hopmax. ['omo3u-
roTHas OopMa MPOTEKAET TSHKEIO.
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B 3aBuCMMOCTH OT KIIMHUYECKOTO TEUESHHS BBIJEIISIOT TPU (hOPMBI 3a00JIeBaHNSL:

1. JlatentHasi ¢popMa — KPOBOTOUMBOCTH BO3HUKAET TOJIBKO ITPH OOIIMPHBIX
TpaBMax 1 OOJIBIINX XUPYPTUUECKUX BMEIIATEILCTBAX U TO HE BO BCeX ciydasx. [Ipu
OTCYTCTBUH JaHHBIX CUTYallMi YEIOBEK MOXKET M HE TI0JI03pEBaTh O OOJIE3HU.

2. Jlerkue ()opMbI — KaK IIPaBmIIO, FeMOPPOrHYECKHUE MTPOSIBICHHS OTCYTCTBY-
10T. KpoBoTeueHHsI MOT'YyT BO3HMKHYTh IIPH TPaBMax WM XHUPYPrHUECKHX BMEIa-
TEJILCTBAX.

3. Bbipa:kHHBIE (POPMBI 00JIC3HH UMEIOT HEKOTOPOE CXOJCTBO C reMOopuIneit
A. HabGmronarorcst yMepeHHbIe CIIOHTAHHBIE KPOBOTEUSHHUSI M3 CIIM3UCTON 000T0UKH
pOTOBOI 1 HOCOBOM NosiocTH. MHOT 1A pu JIerKOM BO3€MCTBUY BO3HUKAIOT HEa 1eK-
BaTHBIE CHHSIKHI M TEMaTOMbI, BO3MO)KHBI OCTPbIE TEMapTPO3bl, Y HEKOTOPBIX JI€BOUEK
B ITyOepTaTHOM IIEpPHOJIE OTMEYAIOTCSI OOMIIbHBIC MEHOPPAruH, KOTOPbIE C BO3PACTOM
YMEHBIIAIOTCSL.

IMATOI'EHE3. Pa3Butue KpoBOTOUYMBOCTH IPOUCXOAUT B CBSA3U C HAPYUIEHU-
€M CBEpTHIBAEMOCTH KPOBH BeiieicTBre HeocTaTkoB (akropos VIII, IX mm XI (maz-
MEHHBIU ITPEAIIECTBEHHUK TPOMOOIIIIACTHHA).

KIIMHUYECKAS KAPTUHA. /15151 reMoGuINK XapakTepHbI HEPHOTTUECKH
MIOBTOPSIIOIIUECS 3THU30bl KPOBOTOUMBOCTH M MOBBIIIEHHOI YyBCTBUTEIBHOCTH K
TpaBMaM. ['eModuins xapakrepusyeTcs, Ipexkae BCero, reMaTOMHBIM THIIOM KPOBO-
TOYMBOCTH — OOJIBIIUMH MEXMBIIIEUHBIMH, BHY TPUMBIIICUHBIMA T€MaTOMaMH, I10-
BTOPSIIOIIMMHUCS] OCTPBIMU KPOBOM3IIMSHUSIMU B CyCTaBbl, Ha (DOHE KOTOPHIX BO3HU-
KaloT XpOHWYECKHe apTpuThl. HabmonaoTcs Bo3pacTHbIe 0COOCHHOCTH XapaKkrepa
KPOBOTOUMBOCTH. Tak, y HOBOPOXKAECHHBIX OBIBAIOT OOIIMpPHBIE KedaaoreMaToMsl,
IO3/THNE KPOBOTEUCHHMS U3 ITYIIOYHOT'0 KaHATHKA, MOJKO)KHBIC ¥ BHY TPHKOXKHBIE KPO-
BOM3IHSHUS. Y OOJBIIMHCTBA JeTeil He HaOII0AaeTCs TeMOpparuii, oKa OHN HE Ha-
YHMHAIOT [10J13aTh U XOANTh. BakunHanus Ha IepBoM rojy )KHU3HH TaKkKe He 00XOANT-
cs1 6e3 KPOBOTOUMBOCTH, IPH IIPOPE3bIBAaHUN 3yOO0B, U3 JIYHKH yIaJIEHHOIO 3y0a y
OOINBHBIX JIeTel OTMEeYaroTcsl KpoBoTeueHus. Ilociie 3-X JIeT MprucoenHsIIoTCs Kpo-
BOM3IIMSHUS B Pa3HbIE CyCTaBbl.

XapakTepHa C€30HHOCTh 000CTPEHHS: ¢ MapTa 1o Maii U B HOsIOpe aekadpe.

Mo TspKeCTH KPOBOTEUYEHUSI, KOTOPAsi CTPOTO KOPPEIUPYETCsl CO CTETEHbIO JIe-
¢unmra dpaxropa VIII wiu IX B miasme 00165HOT0, TeMO(DHIHIO MOAPA3ACISIOT Ha
CIIEIyIOIIHE TPYTIIBL:

a) ¢ yposHeM daxropa VIII mmm IX 0 1% — xpaiine tsoxenast popma; 0) 1-2% —
TsDKenast popma;

B) 2-5% ¢opma cpenHeil TsoKecTH;

r) BbIme 5% Jerkas ¢opma, HO C BO3MO)XHOCTHIO BOSHUKHOBEHUS! TSDKEIIBIX U
JlaXke CMEpTEIIbHBIX KPOBOTEYEHHH IPH TPAaBMaX U XUPYPruueCKUX BMEIIaTeIbCTBAX,
IIPOBOIMMO# O€3 I0CTAaTOYHOW 3aMeCTUTENBHON Teparuy Kpronpeuunurarom VI
i IX dakropa. Hopma VIII B ruiazme kposu 56-110%.
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KpoBoteueHus npu reMouiIiy OBIBAFOT JIJIHTEIBHEIC.

[Tonko)xHBIE TeMaTOMBI 00PA3YFOTCsl Pa3IMYHON BEIHYCHBI 0e300JIe3HEHHbBIE
OMYXOJIH”’, KOTOPBIE PACCaChIBAIOTCS AOITO (0 2-X MECSIIEB) C [IBETEHUEM OT CHHE-
(uros1eTOBOI 110 XKENTOM OKpacku. KoKHbIC KPOBOTHUECHHUS MOT'YT JUTUTHCS 10 16 mHEi
u Oornee.

KpoBoreuenne n3 cim3ncThix 000s104eK Berpedaercs: 3/4 O0IbHBIX TeMOQHIH-
eil. Hanbosee yacTeie KpOBOTEUSHHMS M3 HOCA M JIECEH.

KpoBoTeueHus u3 ’KeIyI0YHO-KHUIIIEYHOTO TPAKTa OBIBAIOT B CBSI3U C TPaBMOU
YKMBOTA, TP HATMYUH [TOYEUHBIX KAMHEH MOTYT OBbITh U CIIOHTaHHBIE [IOYEYHbIE KPO-
BOTEUCHHUSI.

BHyTpuMBbIIIIEUHbIE TeMaTOMbI BOSHHKAIOT I1OCJIE YITHOOB 1 HAOIIOIAI0TCSI IJ1aB-
HBIM 00pa3oM Iipu Tspxeor popme reModrutin. OHU MOTYT €KETOIHO PEIUIUBUPO-
BaTh B OJTHOW U TOH K€ 00JIACTH, COMIPOBOKIATHCS JIMXOPAIKOM, HEIOMOTaHUEM, HKEJI-
TYIIHOCTBIO, YPOOIITHHY pHEH, aHEMUCH.

Y6 raza MOXKET BBI3BAaTh PETPOOPOUTAIBLHOE KPOBOTEUEHHE, dK30(TaIbM,
C/IaBJIEHHE HEPBa U CJICTIOTY.

Hawn6oJiee yacTo Had/II01aeTCsl MOPasKeHUE CYCTABOB, KOTOPOE KJIACCHYECKU
MIPOXOUT OIPEACICHHYIO ITATHOCTh: TeMapTPo3 — FeMapTPUT — aHKWI103. KpoBo-
U3JIMSTHHE B CYCTaB IPOSBISICTCS OBICTPBIM YBEIHUCHHEM 00beMa CycTaBa (Jarie Ko-
neHHoro). [Tanpmanus cyctaBa 6e300Jie3HEHHA, HO TIPU OOJBIIIOM KPOBOHM3IIUSHUH
HaTIPSKCHUE CyCTaBHOW CYMKH BBI3BIBACT CHJIBHBIC OOJIH, HACTYIACT 3aTPyJIHCHUC
JIBIDKCHUI, HOTa MpUHUMaeT Oosiee cOrHyToe nosoxenue. [Ipu paccachiBaHnu n3-
JIMBIIEHCS] KPOBH MOXKET TIOBBICUTHCS Temreparypa, yBemumuuthest COD. Ipu penu-
JIMBaX Ha PEHTTEHOI PAMME OTMEUAETCsI OCTEOIIOPO3 CYCTABHBIX ITOBEPXHOCTEH! BCIeI-
cTBUC AeKanbiuHAIH. OOpaTHOE pa3BUTHE TeMapTPO3a MIPOUCXOIUT Ha 2-3 Hezele.
Hepenko 310 repBblii 1 €IMHCTBEHHBIH IPU3HAK MPOSBICHUS reMortin. 3muBia-
sicsl B TIOJIOCTh CyCTaBa KPOBb MOMKET ITOJTHOCTBIO paccocarhbest 0e3 Kakux — JIn0o oc-
TATOYHBIX SIBJICHHI, HO TIOBTOPHBIE KPOBOUJIUSHHUS B 9TOT )K€ CYCTaB BEIYT K Hapy-
LICHUIO ero (pyHKIIHH.

I'emapTpuT — npUCOETMHEHHE BOCIIAICHHS CHHOBUAIBLHBIX 000JI0YEK K KPOBO-
UBIIMSTHUIO B CYCTaB — MPUBOIUT K XPOHHYECKOMY IPOIIECCY B CYCTaBe KOTOPBII OC-
TaeTCs MPUIYXIINM U HE YMEHbIAeTcst B o0beme. OrnpenersieTcst 3bI01eHUE ITPH MalTb-
naryn. [Tpu orpaHIYeHNN OABIKHOCTH CYCTaBa Pa3BUBAIOTCS aTPOQUs U clIabOCTh
Mbiii. Ha pentrenorpamme BuiHa qedopmaiiisi CyCTaBHBIX KOHIIOB, IOMUMO OCTe-
o110po3a, HaOMoaTCsl MeTadu3apHbIe MONEPeUHbIe MOJIOCH CKIepP03a, HAITIOMHHA-
[OIIMEe PAXUTHIECKUE U3MEHEHHUS. DTH(HU3 00bIIeOepIIOBON KOCTH YTOIIIAETCS, K
STHM H3MEHEHHSIM MTOJICOSANHSCTCS IMTOIBBIBHX, | Mporiecc nepexonut B 11 cramuro —
AHKWII03 (HEOIBMYKHOCTE CyCcTaBa). [ eMOMMIIbHBIN aHKHUII03 MOXKET HACTYITUTh, €CIIH
HE JICUuTh cycTaB. [lociienHui aHKMI03UPYETCs B IOPOYHOM ITOJIOKCHUH, B PE3YJIb-
Tare OONbHON PEOEHOK CTAHOBUTCS MHBAIUIOM.
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JUATHOCTHUKA. Bonbiioe 3HaueHne UMeeT ceMelinblii anamues. [emodu-
JIMFO MOXKHO 3aIl0JI03pUTh TIPH HAIMYMU TEMAaTOMHOTO THIIAa KPOBOTOYHBOCTH, JUIU-
TEJIBHBIX KPOBOTEUCHHUAX P TPABMax M OTIEpAIMIX HA OCHOBAHUHU MOPAKEHHS CyC-
TaBOB. Bompoc oKOHYATEIBHO penraeTcst MpH OLEHKE TeMOCTa3HOrPaMMBI, KOTopast
00HapYKUBAET TUITOKOATYIISILIMIO BCIICACTBHE PE3KOTO HAPYIIIEHHUS TPOTPOMOMHO00-
pasoBanusi. TecTsl, XapakTepu3yromue nepByro (asy cBepTbiBaHUs KpoBH (00pa3o-
BaHHME BHYTPEHHETO0, KPOBSIHOTO TPOMIUIACTHHA MJIM POTPOMOMHA3BI). YBeIn4rBa-
eTcst BpeMsi CBepThIBaHMs KpoBH 110 JIn-VYaiirty, 6osee 10 munyT. AIITB Gonbie 45".

AIITB — akTuBHpOBaHHOE MapIMATbHOE TpoMOOoTIIacCTHHOBOE Bpemst. [IInpoko
B KJIMHUKE ucnoib3yercs onpenenenne AIITB (Hopma — 35-45), mpu runokoarysis-
LUH YATHHACTCS, IPU THIIEPKOATYIAINN yKOPAaunBaeTCs.

PacniosnaBanue Bua reMO(UIHHI MOXKET OBITH IPOBEIICHO C TOMOIIBIO “ TECTOB
CMELIMBaHMA: K IIa3Me KPOBU HCCIIEyeMOro OOJIBHOTO IOCIIE0BaTeIbHO B pa3-
HBIX IIPOOMpPKAX J00ABISIOT 00pa3Ibl I1a3Mbl OOJIBHBIX C U3BECTHOM (hOPMOIi reMo-
¢bwinu, ¢ mouTH HyJaeBbIM copepkanreM (akropos VIII u IX. Eciau cMemmBaroTcst
1a3Mbl ¢ JAe(UIMTOM OJHOTO M TOTO ke (hakTopa CBEpPThIBAHMS, TO KOPPEKIUH C
HapyIIEHHOM CBEpPTHIBAEMOCTH He HabmonaeTcs. [Ipu cMenBaHuy Ii1a3Mbl ¢ HapyIIe-
HHUEM Pa3JInuHbIX (JaKTOPOB ITPOUCXOIHUT B3aMMHasl KOMIIEHCANK Ie()eKTOB M HOpMa-
JM3anus CBepThIBaHMs KpoBH. Dopma reMouiiny ycTaHaBIMBAETCS 110 TOH Tu1a3me
KOTOpAasi HE UCTIPABIISIET y UCCIIeyeMOro O0JIbHOTO BPEMs CBEPTHIBAHHUS KPOBH.

B nepno/; HOBOPOXKAEHHOCTH TeMO(UIHIO TIPUXOAUTCS AU (HepeHIINpOoBaTh C
reMopparndeckoi 00JIe3HBI0 HOBOPOXKACHHBIX, IJIsI KOTOPOH XapaKTEepPHO CHIKCHNE
B KpoBH pebenka ypoBHs K — ButamunzaBucuMbix (akropos 11, VII, IX, X, mo 30 —
70% HOpMBL. B oTimume oT reMopuMINH, 3TO MPHOOPETEHHBIN NeUIHUT HaKTOPOB
IIPOTPOMOMHOBOTO KOMILJIEKCA Ha KOPOTKOM ITPOMEKYTKE BPEMEHH (/10 BOCCTAHOB-
JIeHUs! CUHTe3a BuTaMuHa K B KHIIEYHHKE HOBOPOXKJEHHOTO Ha 5-7 JICHb JKU3HH).
[Tpu 3TOM OTCYTCTBYET CEMEHHBIN TeMOpparnieckrii aHaMHe3, a TAKXKE BBISBIISIOTCS
HapyIICHNSA B TOKA3aTEIAX MPOTPOMOMHOBOTO M ay TOKOATYJISIIIMOHHOTO TecToB. Kpo-
BOTOYMBOCTH YCTPAHSICTCS TpaHC(y3ueH JOHOPCKO# ta3Msl (10 SO M) ¢ OMHOBpE-
MEHHBIM BBEJICHHEM 3—5 MI' BUKacoJa.

JIEYEHHUE remodumiu cocTonT U3 3aMerieHus aeduuurHoro gakropa, a Tak-
K€ B yCTPaHEHUH [TOCIIEICTBUI KPOBOM3IMSHHMN, TVIaBHBIM 00pa3oM B cycraBbl. Hau-
6onee rpdexTrBeH B iedyennu remopuun Kpuonperunutar VIII-ro ¢axropa.

[Ipu nerxoit ¢popme remodunny Ha3HAYAIOT IE30KCHIC30MHUHOBA30IPECCHH
(DDAVP) 0,3 MKI/KI/CyT.

Tspxensie Gopmbl reMOGUIHN TPEOYIOT HA3HAYCHHST KOHIICHTPATOB (haKTOpPOB
VII/IX: nabexnus y1apHO# 036l BELIeCTBa, HENPEPhIBHOE BBEJCHUE.

B kauecTBe HONOIHUTENBHBIX CPEJICTB UCTIONB3YIOT (PUOPUHOBBIH KIICH 1 aHTH-
(UOPUHOIUTUKH.
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OCHOBHBIMU IIPUHIMIIAMH JICYEHHS SIBISIFOTCS CJICTYFOLIHE.

Bo-nepBbix, koHueHTparsl AI'T mpuMeHsIoTCcst BO BpeMsl 31IN30/1a KpoBOTeue-
HUSL, IEPE/l XUPYPTrUUECKUM BMEIIATEIbCTBOM.

Bo-BTOpHIX, B KauecTBE MPOGUIAKTHUECKOTO cpecTBa (MpOoPHITaKTHKA KPOBO-
teueHnii) AI'T CTIONB3YIOT IO 2-M cXeMaM: TiepeMesKarolieecs IpuMeHeHne (CHHO-
BUTBHI, IOCJIEONEPALMOHHBIN TIEPHO/T); HETIPEPHIBHOE MPO(HIAKTHYECKOE IPUMEHE-
Hue 2-3 pa3a B HEZIENIO y JeTeN.

Kpunonpeuunurar — 310 6€JIKOBBII KOHIIEHTPAT, B KOTOPOM MHOTO (hakropa YIII
BBIJIEISIEMOTO U3 JJOHOPCKOH IIIa3Mbl NIPH OXJIAXKICHUH (KproocaxkaeHue). Huskoe
coiepkaHue aabOyMHHA B Mperapare MO3BOJSIET BBOAUTH B KPOBOTOK OONBHBIX B
3HAYUTENLHBIX KOJIMUYECTBAX, MOBBIIIATH KOHIIeHTpanuio ¢akropa YII o 100%, He
oracasich Ieperpy3ku CHCTEMbl KPOBOOOPAIIEHHSI U OTEKa JIETKHX.

Kax mipaBuito, Bo ¢uakoHe (071Ha 03a) COACPIKUTCS 25 MII KPUOIIPELUITUTATA, B
kotopsix He MeHee 200 EJl npenapara. MneansHbIM Ob1TO OBI ONIPEIeNINTh HA KaHyHE
nH(Y3UH KPHOTIPEHUIHTAaTa KOJIHUecTBO aeduitutHoro dakropa (Y1), a, kpome Toro,
HOCTHH(Y3UOHHBIN ero ypoBeHb. OJJHAKO HA3HAYAIOT KPHONIPHULEITUTAT B 3aBHCHMO-
CTH OT TSXKECTH TEMOPPArudecKuX MpPOsBICHUN: yMEPEHHBIN TeMapTpo3bl, HEOOIb-
e KpoBoTedyeHus, ynanenue 1-2 3y6os tpedyer 10-15 E/l npenapara na 1 kr mac-
cbl Tena B cyTkH. [Ipu TshKenbIx remaprpo3ax, OONbIIMX reMaroMax, yi ajJeHHe He-
CKOJIBKUX 3y00B HeoOxoanmo 20-40 EJ1, npu npody3HbIX KPOBOTEUEHHS ITOCIIE OOITb-
LIMX TPAaBM, TPABMATHYECKHUX ONepPanusx (Ha JIErKHUX, IIe4eHH, TOH3WIIIKTOMHUS),
MOYEYHBIX, HKEITyAOUYHO — KUIIEYHBIX KPOBOTEUCHUSIX, FTeMaToMax B 00IacTH IIEH U
JIHA MOJIOCTH PTa, YIPOXKAIOMNX ac(hUKCUEH, HA3HAYAIOT KPUOIIPEIUITUTAT B OOIIb-
mmx g03ax, 10 60-100 EJI/xr maccer Tena. JledeHue KpuOmpeoUITUTATOM IPOBOIUT-
cs1 B TeueHue 3-6 THel, 3a 9TOT CPOK, KaK MPABUIIO YA yTCs OCYIIECTBUTh TEMOCTA3.
[Tpun 3HaYNTENHHON aHEMHU3aMK OOJIBHOTO 32 3TH K€ JJHU Ha3HayaroT UHQy3un or-
MBITBIX 9pUTPOLUTOB. [IpUMEHSIOT KPHONIPENUIIUTAT C YYETOM COBMECTUMOCTH IO
ABO —rpynmam u pe3yc — npuHaaiIexXHOCcTH KpoBH (1 en/kr konneHTpara AI'T yBe-
JIMYMBAET coziepxkanue (akropa B miazme 0osbHOro Ha 2 e/ (2%).

Iepen BBeieHNEM KPHOTIPELUIIUTAT COTPEBAIOT 10 KOMHATHOM TEMIIEPATypbI, a
3aTeM JI0 TeMIIepaTyphl Teja, BBOJAT ILIIPHUIIEM MeUIEHHO B/B. BaxkHo cobmonars
YacTOTy BBJIGHMS IIperapara KoTopas 3aBHCHUT OT OMOJIOIMYECKOro Heproja Moiy-
pacmniazia anturemo¢misHoro ¢daxropa. Tax, 1t dpakropa Y1 sToT mepuox cocras-
jsteT 8-12 4. ¥ BBOOWTE €r0 HAJ0 Kaxkaele 8-12 gacos.

Xpanutcs KpuonpernunuTar npu temmeparype — 30°C. dakrop 1X Beiaensercs
HE B YHCTOM BHJIE, a BMecTe ¢ daktopamu 2, 7, 10, B kommiekce PPCB (o nepBbim
OykBam Ha3BaHHBIH (akrtop): P — mporpom6bun (1), P — npoxonseprun (VII), C —
¢axrop Crioapra (X), B — akrop Kprcrmaca (IX). B 1 M1 komriekca copepxurcst
10-60 EJl daxropa IX, kotopslit 6osiee ycroituus, uem ¢axrop YIII, xpanurcs no
roja mpu temmeparype oxoino 4°C.
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C remMocTaTn4eckoil 1eIbI0 NOKa3aHbl TakKe MHIHOUTOpHI pubprHonm3a: 5%
P-p E-aMMHOKaNpOHOBOH KUCIIOTHI B/B 150-250 M1 B CyTKM MM 1-2 T CyXOro nopoui-
Ka BHYTb.

[IporrBomoOKa3zaHueM JyIsi Ha3HAUYCHUsT HHTHOUTOPOB (PUOPUHONIU3A SIBIISETCS
MI0YEYHOE KPOBOTEUCHHE.

B oTBeT Ha NPOBOAUMYIO TEPAIHIO MOKET BO3HUKHYTh Xumepusm Al'T, T. e. cBo-
eoOpasHblil “cunapom norpednennss AI'T”, mosTomy npu 3aMeCTHTEILHON Tepa-
K 00s13aTesieH KOHTpoiib 3a ypoBHeM Y1 n 1X dakropos.

Emie Gosnee Tpo3HBIM OCIIOKHEHUEM SIBIISIETCS TOSIBIICHUE Y OOIBHOTO TeMO(H-
JIMY IUPKYIUPYIOMIEr0 aHTUKOATYJISTHTa — HHTMOUTOpA. YBEINUEHNE YaCTOTHI U KO-
J4yecTBa HHQY3UPYEMBIX NIPENapaToB KPOBU KaKA0MY OOJIbHOMY ITPUBEIIO HE TOIb-
KO K PE3UCTEHTHOCTH TaKHX OOJIbHX K BBOJMMBIM IIpenaparam, HO U YCHIICHHUIO Kpo-
BOTOYMBOCTH I10CJIE UX BBeJeHUs. YacToTa MHIrHONTOPHOH reModuiiny Koeonercs
ot 7% no 12 % (JI. H. SIkynnna, 1999). JimmTenpHOCTh HUPKYISIUA HHTHOUTOPA OT
HECKOJIbKUX JJHEH /10 HECKOIBKUX MECALEB 1 JIeT. IHrHOMTOp HOCUT UMMYHHYIO IIPH-
POy ¥ OTHOCHUTCS K KJTacCy UMMYHOTT00YTMHOB G.

Ha coBpemMeHHOM 3Tare omnpeneieHne HHIHOUTOPa SABISIETCS 0053aTENbHBIM Y
Ka)KJI0ro OOJIEHOTO Iepe]l HauyaJloM JISYEHHS U B €ro MPOLEcce, a TAKXKe IPH OTCYT-
cTBUM 3¢ PeKTa OT IPOBOAUMON TEPaIHH.

Jast npoprTakTHKY TOSIBJICHUS Y O0JIBHOTO TeMO(GIINH IIMPKYIUPYIOIIETO aH-
THKOAryJIsiHTa — HHTHOUTOpa, B Ka4eCTBE 3aMECTHTEIILHOM Teparuu clieyeT MoJb30-
BaThCsI TOJIBKO OUHIIeHHBIM Al'T' M peKoMOMHAHTHBIM.

Jleuenne nHruOUTOPHOI hopMBI reModrINK npecTaBiIseT OoJIbIINE TPYAHOC-
Tu. B HacTosIee Bpems yCIIEIIHO IPUMEHSIOTCS ABE POrPaMMBI: IBEACKUI IPOTO-
KoJI 1 OOHHCKMH. B mepBoM mpoToKosie MpUMEHSIOT MPEAHN30I0H B COUYETAHUH C
mukstodocdamuiom u IgG n Beicokne 10361 pekoMOuHaHTHBIX (hakTopoB VIII/IX. Bo
BTOPOM — CO3JIAlOT TOJIEPAHTHOCTh BBICOKMMH JI03aMH KaHIeHTparoB 10 200 ew/kr ¢
MOCIEYIOIUM CHUKEHHEM J103bl. IMMyHOTOIEpaHTHBIE O0JIbHBIE HMEIOT B IIUPKY-
ssiun 1gG4 anTHTeNna, KOTOphIe 00pa3yoT KoMIuieke ¢ hakropamu VIII/IX.

[Tpu HeahdEKTUBHOCTH TAKOH TEpaluy MoKa3aH asModepes U JaxKe 3aMeH-
HOE NEepPEeIUBaHUE KPOBH.

Jleuenne reMapTpO30B IPOBOANUTCIBBEACHUEM Kpronpenunurara gpaxropa VIII
20 EJI/xr — ipu nerkoii TpaBme, 0e3 KIMHUYECKUX MPOSIBICHUH; TP OCTPOM remMap-
TPO3EyXJIOCTh U 00JIe3HEHHOCTh cycraBa) — 30-50 EJI/xr. B Teuenue 3-5 mgHel s
YMEHBILIEHUSI KPOBOTEUEHHSI MOXKHO ITOJHATh KOHEUHOCTD, IPUIOKHUTH JIE], TO/IBE-
CHUTh C TIOMOMIBIO MOJIBSA30K 1 IMMOOMIM3UPOBATH (C TTOMOIIBIO OMHTOB U IITHH). 3a-
TeM (oHO(pOpEe30M ¢ THIPOKAPTH30HOM, Kypcamu 1o 10 ceancos, 3-4 kypca B rox.
I'mpokapTH30H HAaHOCAT Ha 00JACTh CYCTaBa B BHJE XKUPOBOH aMyibeuu (125 mr
CYCIEH3UH I'MJpOKapTH30Ha + 35 T jaHonuHa + 15 T Ba3ennHa) B 30HE BO3JCHCTBHS
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Jun o 0o o o oo o o g o
JIe4eHust 1 2 3 4 5 6 7 8 9 10 11
Konuentpauu
a1 pakTopa

]

D 60 D 40 D 30
HNuruéuropsl T T T
(pudpunonuza

Puc. 1 Ilporokon nedeHus: 60JILHOTO reMopHINel IPH KUILICYHOM
KPOBOTEUEHHH.
U omHOoKpaTHOE BBeneHne KoHLeHTpaTa pakropa P60, ®40, O30 - u3 pacyera
coorBeTcTBeHHO 60, 40, 30 e1/Kr Ha BBEJICHHUE.
T TpaHcaM4a BHYTPUBEHHO KaleJIbHO Ha (PU3HOJIOTMYECKOM pacTBOpe U3 pac-
geTa CyTOYHOM 103bI: neTsim 110 1 roga 0,15-0,4 1, B Bo3pacte 2-3 ner - 0,3-0,7 1, 4-6
ner 0,5-1,3 1, 7-14 net 0,8-2,0 .

yibTpazByka. C ycrnexoMm MpuMeHstoT GoHodopes ¢ THAPOKAPTU30HOM TIPH HETEMO-
¢uIBHBIX ocTeoapTpo3ax. Jis nmpenoTBpartieHus aTpo(uu 1 KOHTPAKTYP HEOOXOH-
MO pPaHO Ha4aTh Je4eOHYI0 (PU3KYIBTYpY. APTPOLIEHTE3a 10 BOSMOKHOCTH N30€ratoT.
B CHI paspemens cienyromue npenaparsl ¢paxropa VIII :

1. npodunar, remodui, morokaenut (CIIIA)

2. dankropeit (PpaHius)

3. xpuoOymeH (ABCTpwsI)

4. xpuodaxrop (Mcmanwst)
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FEMMOPAIMYECKUW BACKYNUT

TEMMOPATUYECKHUM BACKYJIUT — reMopparndecKiii MMMYHHbIH MUK-
porpomOoBackymut uiau (Oone3np lennelina —'eHoxa)- caMoe pacpoCcTpaHEHHOE
reMopparuueckoe 3a0ojeBaHHe B JIETCKOM Bo3pacTe. B ero ocHOBe JIeKHUT MHOXKe-
CTBCHHBII MUKPOTPOMOOBACKYITUT, IIOPAYKAFOIIHIA COCY/IBI KOXKH U BHYTPCHHUX Opra-
HOB (KaIuJUISIPbl, apTePUOIIBI, BEHYJIBI).

EcTp nanubie, 4TO TEMOpparnueckuii BacCKyauT onucan XeodepaeH eme B 1801t

BackynuroM 6051€I0T OMMHAKOBO YaCTO MAJBINKU M JI€BOYKH MPEUMYIIIECTBEH-
HO BECHOW U OCEHBIO.

ITHUOJIOT US. I'emopparuyeckuii BaCKyJIUT — IOJIMITHOJIIOTHYECKOE 3a00te-
BaHHE, Pa3BUTHIO KOTOPOT'O CIIOCOOCTBYIOT AJUIETN3UPYIOLINE (PAKTOPBI: CTPENITOKOK-
KOBasi M pECIIUPATOPHAst BUPYCHAS MH(EKIIUS, C YeM, ITI0-BUAUMOMY, CBsi3aHa HANOOJIb-
1rast 3a00JIeBaeMOCTbH B XOJIOJHYIO ITOPY TOAA, a TAKXKE IIPUBUBKH, TIUIIEBAS U JIEKap-
CTBEHHAs ajuieprust. Bce 3TH GakTophl BEICTYHAIOT B PO aHTUTCHOB, IPUHIMAIO-
LIMX y4acTre B (JOPMUPOBAHUY aHTUT'€HHOM 4aCTH KOMILIEKCA aHTUI'€H — AaHTHTEJIO.

W3 numieBbIX MpoayKTOB OONBIIAst POJIb KaK aJUIEPreHaM OTBOIUTCS IIUTPYCO-
BBIM, 3€MJISTHUKE, KITyOHHKE, IIIOKOJIAAy; HHUIIMATOPAMHU aJUIEPTUICCKHUX TPOSIBIIC-
HUH MOTYT OBITh sHIa, MsCO, pbIOa, rpHOBI, HKpa, (aconb u Ap. TPOAYKTHL B. A.
HaconoBa mor4epKuBaeT, 9To MOCIe MUIIEBOH aJIePTriH WA HHTOKCUKAIH O0Ie3Hb
nebroTupyeT abaqoMUHANIBLHON Typiypoid. Kpome Toro aGaoMuHaNBHBIA CHUHIPOM
MOYKET Pa3BUTHCS Y IETEH MMOCIIe YIOTPeOICHNS B MUY alleIbCHHOB, Ha (DOHE TJIHC-
THOW MHTOKCHUKAITUH U JIIMOJIMO03a KUIIICUYHUKa, a Takxke OP3 u kapueca 3y0oB.

[Ipu KOXKHOM KOXKHO — CyCTaBHOM CHHJIPOMaxX MOTYT UMETh MECTO aJICPTIH3H-
pyrome GpakTopsl B BHIEC PECHUPATOPHBIX M CTPENTOKOKKOBBIX mHGekimit (OP3,
aHTHHA, XP. TOH3WIIUT, TAMOPHT, OTUT, Kaprec 3y0oB).

[ToueuHbIil CHAPOM BO BCEX Cydasx NeOIOTHPYET MOCIe OCTPHIX 3a00ICBaHMIA
(OP3, anruna), nepeoxyiaxacHue Wik (1) Ha (POHE XPOHHYCCKUX OYaroB B HHQECK-
11K (TOH3WIIUT, CHHYCHUT, Kapruec 3y00B, XOJIEUCTHUT ), HEPEAKO C UCXOJJOM B XPOHH-
yeckuil nomepynonedput. Y 25% nereii 001e3Hb MOKET BOSHUKHYTH 03 BUIMMBIX
MIPUYHH.

IMATOI'EHE3. Pa3Butre reMopparndeckoro BacKYyJIHUTa CIOKHOE, HapyIIeH
nvmmyHUTET. Enie B 1961 1. yueHble peanoaoKuIv, 9TO KOMIUIEKC aHTUTEH — aHTH-
TEJIO TOBPEXKIACT YHA0TEINAIBHbIE KIETKH COCYIOB, a 3TO BEAET K OTEKY, FeMoppa-
THSIM ¥ TpOoMO03y. B manbHelmem 3ta rumoresa moATBepIiIach.

B HacTosimee BpeMsi HeT YOCUTEIbHBIX JaHHBIX O TOM, YTO TEMOPParHIeCKuit
BaCKyJIUT — Ay TONMMYHHOE 3a00JIeBaHIE. AHTHICHBI PA3JIUYHOTO TPOUCXOKICHUS U
Hecnenuduyeckas: peakiys aHTUIeH — aHTUTEJIO0 MOBPEK/IAIOIIEe BO3ACHCTBYIOT Ha
KaWUIIPBI, apTEPHONIBI U BEHYIBL. [IpudeM KOMITJIEKCHl aHTHTeH — aHTHTENa, Kak
M3BECTHO, MPEIUIUTHPYIOT U ATUMHHHAPYIOTCS U3 KPOBEHOCHOTO pycia (paronnuTH-
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PYIOLIMMH KIIeTKaMH. PacTBOpHMBIC WM MUPKYJIAPYIOIINE UMMYHHBIC KOMIUICKCHI
00pa3yroTCs MPH 3HAYUTEITHLHOM KOJIHYCCTBCHHOM IPEOOJIalaHuy aHTUICHA HAJl aH-
tutenamu. Imenno ono (LIMKu) u akTHBHpyeMble IMHA KOMIUIIMEHTHI BBI3BIBAIOT
BaCKYJIUT ¢ PUOPHHOMIHBIM HE(HPO30M, IEPUBACKY/ISIPHBIM OTEKOM, OJIOKa 101 MUK-
POIMPKYISAIIH, JTSUKOIIUTAPHON MHPMIBTPALUEH, TEMOPPArksiIMU U JUCTPOdUIec-
KHMU U3MEHCHHSIMU B OYare mopa)KeHus, BIUIOTh JI0 HEKpo30B. HapyireHHast moBep-
XHOCTB CTEHKH COCY/1a SIBIISICTCSl MHUIIATOPOM IIPOIiecca BHY TPHCOCYANCTOTO TPOM-
6000pa3zoBanusi. CTpyKTypHBIE JIEMEHTHI CTEHKH COCY/a IIPU TOBPEXICHUHN HAYH-
HaIOT CIIOCOOCTBOBATH II€3UH TPOMOOIIUTOB, AKTHBU3UPOBAThH PEAKITUIO BHICBOOOK-
JICHUSI U3 HAX 9HJIOTEHHBIX (DAKTOPOB arperalyu, y4acTBOBaTh B arperauu TpoMoo-
LIMTOB U aKTUBHPOBATh KOHTAKTHYIO (ha3zy mpoiiecca CBepThIBaHUSA KpoBU. OPUOpHUH
CTaOMIM3UPYIONHH (haKTOP CTEHKHU COCY/IOB CIIOCOOCTBYET 00pPa30BaHMUs OKOHYATEIIb-
Horo (huOpuHa. PazBuBaeTcst MEKpOTPOMOOBACKYIHUT C THIIEPKOATYIISIIUCH KOTOpast
npeo0iaiaeT Ha Beex JTanax 3a001eBaHusl.

Hapsay ¢ KOMIIeKCOM aHTUTEH-aHTUTENa ¢ KOMIUIEMEHTOM Ha CTEHKY KpOBe-
HOCHBIX COCYZIOB BO3/ICHCTBYIOT THCTAMHH M THCTAMHHOIIOIO0HBIE BEIIECTBA, KOTO-
pBIe H30BITOYHO HAKATUTMBAIOTCS B KPOBU OOJIBHHBIX.

BaxHoe 3HaueHHE NMeeT HeHPOCOCYANCThIH MEXaHN3M, CIOCOOCTBYIOIINH pa3-
BUTHIO MHUKPOTPOMOO30B.

J1J1s reMOpparuveckoro BacKyJIuTa XapakTepHa CHCTEMHOCTh IIOPaKESHHSI KPOBe-
HOCHBIX cocy/oB. KiTMHHUYECKHE U [1aToI0r0aHaTOMUYEeCKIE JAHHbIE CBUJIETEIIbCTBYIOT
0 6oJree 9acTOM BOBJICUEHHUH B ITPOIECC MUKPOCOCYIOB KOXKH, CYyCTaBOB, KETYIOIHO
— KUIIIEYHOTO TPaKTa ¥ Mmo4yeK. Ecim mpu BacKynuTe HaOMIOMAI0TCS JeCTPYKTUBHBIC
(HEeKpOTHYECKHE U S3BEHHBIC) U3MEHEHUS, TO peolnaiaeT OTeK, TeMopparnyeckast
uHQWIBTpanys 1 GUOPHHOWIHBIC H3MEHEHHS COCTUHUTEIIHBHO-TKAHHON OCHOBBI KOXKH.
Bce 310 ocnoxHseTcs rHOMHOM HHpeknrel. B nuieBapuTenbHOM TpakTe 4acTo 00-
HApPY>KUBAIOTCS U3MCHEHHUSI B TOHKOM KHINICYHHKE, TIe Ha ()OHE reMOpparudecKmx
MH(DAPKTOB CIAM3UCTON OOOJOYKH M TOJCIU3UCTOTO CJIOSI Pa3BUBAIOTCS OOIIMPHBIE
HEKPOTHUYECKUE U SI3BEHHBIC H3MEHEHNs. BocnanmnTensHbIN 1 JeCTPYKTUBHBIN IPO-
1[ECC MOTYT MEPEXOANTH Ha MBIIIEYHYIO U CEPO3HYIO 000JI0UKY, UTO IPHBOAUT K IEp-
(opanuy KUIIEeIHUKA, K pa3IuToMy (GUOPO3HO THOHHOMY IIEPUTOHUTY.

[Nopaxenue mouek npu I'B MokeT BO3HUKHYTH B Havalle, CEPEIUHE U KOHIIS
3aboJieBaHus, Korna apyrue npusHaku I'B ncuesator unm ucuesnu. [Iporpeccuposa-
HUE IOYETHOH MaTOIOTUH KaK ObI 0CIadsAeT TSHKECTh COCYUCTHIX M3MEHEHHH B JPY-
rux opranax, B JKKT u xoxe. B moykax 4yacTh KanWUISPHBIX TETEb MOBEPraeTCs
TpoMO03y U pudbpHHOUIHOMY HEKPO3y. MOXKET pa3BUTHCS MOAOCTPhIA U XPOHUUEC-
KHH TIIOMEpYJIOHE(PUT C UCXOJJOM B CMOPILEHHYO ITOYKY U a30TEMHIO, OJJHAKO Yallle
BCETO0 10 HCYE3HOBEHHIO KIIMHUYECKHUX IIPH3HAKOB OCTPOT0 IIIOMEpYyIoHe(pHTa KITy-
OOYKH IIOUEK MPUOOPETAIOT HOPMAIBHYIO CTPYKTY Y.
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B 1984 1. A.A. MnibuHBIM ObLIa IIPEIOXKEeHA KIIacCH(PUKaINs FeMopparuiecKo-
T'O BaCKyJIUTA y JIETCH, B KOTOPOI OH BBLICISICT KIMHUKO — AHATOMAYCCKIE (DOPMBIL,
CUHJIPOMBI, TSDKECTB Ipoliecca, (ha3bl AKTUBHOCTH, TEYCHUE OOJIC3HH.

@DopMBI BaCKyJIUTa — HEBHUCIEPAIbHAS, BUCIICPAIIbHAS, CMEIIIAHHAS 3aBUCST OT
OOIIMPHOCTH MOPAKEHHS COCYIOB, C HIIM CBSI3aHBI M CHHIPOMBI — KOKHBIH, KOKHO —
CyCTaBHOW, a0JOMIHAJIBHBIH, [IOYSYHBIHN U JIP., KOTOPBIE MOTYT COYCTATHCS FITH CME-
HATH APYT Apyra. OcTpoTa 3a00JIeBaHUS OMPEACIACTCS TAKECTHIO IMPOIECCa, ero aK-
TUBHOCTBIO U JUTHTEIBHOCTEIO TeueHus. [10 TshkeCcTH Kakaast i3 KIMHHYCCKUX (popMm
MOXKET OBITh JIETKOW, CPEeTHEH TIKECTH U TsKenod. Das3pl — akTUBHAS M CTUHUS —
MOTYT Y4epe0BaThCA, B ’TOM 3aKII0YACTCs BOTHOOOPA3HOCTh TEUCHHUS BACKYIIHTA.

KIIMHUYECKAS KAPTHUHA. [1epexoss kK XapaKTepUCTUKE CHHAPOMOB Bac-
KYJIUTa, CJICIYeT OTMETHTD, YTO ITO TEMOPPArHYeCKOe 3a00ICBaHUE XapAKTEPHU3YCT-
Csl BACKYJIUTHO-ITYPITYPHBIM THUIIOM KPOBOTOYHBOCTH C HAOOJIEE YACTBIM IPOSIBIIC-
HUEM TeMOpPParuy Ha KOXKe (KOXKHBIN CHHIIPOM ); SJICMEHTBI CHITIH CJIETKa IPUTIOIHS -
TBI ¥ CTPOTO OTTPAHUYEHBI, HE NCUE3AI0T ITPH HAJaBIUBaHNUU. [10ABISIOTCS BBICHITIA-
HUSI CHMMETPHYHO, IPEUMYIIECTBEHHO Ha Pa3rn0aTeIbHBIX TOBEPXHOCTSIX TOJICHEH
U pyK, Ha srogunax. /(s neteif oMHOBPEMEHHO C BBICHITAHMUSAMH XapaKTePHO BO3-
HUKHOBEHHUE aHTMOHEBPOTUIECKOTO OTEKA Ha KUCTSX H CTOIAX, Ty0ax, yiax, B o0ia-
CTH I71a3 U BOJIOCUCTOM YaCTH TOJIOBBI.

BrIChIIaHHUSM MOXKET COITyTCTBOBATH MOJICAPTEPHHT — KOXKHO-CYCTaBHOMN CHHJI-
pom. IIpu 3TOM HaOMFOMAaETCsl OTEK B 00JIACTH KPYITHBIX COCYIOB (OCOOCHHO 4acTo B
KOJICHHBIX ¥ TOJIGHOCTOITHBIX ), KOTOPBI COMPOBOKIACTCS JIETyYUMH OOJISIMH pa3HON
nHTeHCHBHOCTH. CyCTaBHOW CHHAPOM MOKET BOSHUKHYTH TOCJIE KOKHOTO, HO YaIle
ObIBacT BMECTE C HUM.

AOIOMUHATBHBIN CHHIPOM MOXKET IPOSBUTHCS Ha (POHE KOXKHOTO HJIH KOXKHO-
CyCTaBHOTO CHH]IPOMA, OJJHAKO OHH PEJIKO MPE/IICCTBYOT UM, IIPOSIBIISSICH U30THPO-
BaHHO KPOBOM3IIMSHUSIMH B CTCHKY KHIIICYHHKA HIIH B OPIOIINHY, OTCKOM H TUCKUHE-
3HMeH JKEeTyI0UHO-KHIIIETHOTO TpakTa. [IprucTynoobpasHbie 60IM THITA KUIIEYHOH KO-
JIUKU BO3HHUKAIOT BHE3AITHO, MOTYT JIOKAJIN30BAaTHCS BOKPYT IMYIIKa, B IPABOM OAPE-
Oepbe, MOUIOKETHON WITH TIPaBOi MOAB3IONTHOM obnacTax. [Ipu Tsokensix hopmax
BacKy/IuTa OOJIH B )KUBOTE HACTOJIBKO CHIIBHBIC, YTO JCTH MOYATCS B IOCTEIIH M KPH-
4ar, MPUHUMAIOT BEIHY)KJICHHOE MTOJIOKEHHE, JIe)Ka Ha OOKY C ITOKATBIMU K KHUBOTY
Horamu. B Takux ciy4asiX BO3HUKAIOT TOI03PCHUS Ha AllCHIUIUT, THBATHHALIUIO
KHIICYHUKA, IEPUTOHHT, OCTPBII MAHKPEATHUT, SI3BY JKEIYIKa, XOJICIUCTHT, NIUCTHYIO
nHBaszuio. [Ipu “gucTom” abIOMUHAIEHOM CHHApOME (0e3 MPOSBIECHUI BaCKYJINTa
Ha KOJK€) TUAarHOCTHKA BeChbMa 3aTpyAHEHa. [ eMopparuu Ha CIM3UCTONH 00O0I0UKe
KHIICYHHUKA U JKEITYIKA MPOSIBIIIIOTCSI KPOBABOM PBOTOM, MEJICHOM MIIA CBEIKEH KPO-
BBIO B CTYJIC, a TAKXKE JIOKHBIMHU TIO3BIBAMU W YYAIICHHBIM CTYJIOM HJIH, HA00OpOT,
3aJepAKKOH ero.
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AbnoMHUHATBHBIC OO MOTYT HOBTOPSITECSL B TCUCHHUH JTHS, HECKOJIBKUX JTHCH,
Henenu u 6onee. CHHAPOM, KaK MPaBUIIO COMTPOBOKIACTCSI IMXOPAIKON, TOBBIIICHH-
€M YHCIIa JICHKOIUTOB B Iepudepudeckoii Kpou u nopbienuem COD, mpu 60i1b-
IIMX KPOBOMOTEPSX MOXKET Pa3BUTHCS aHEMHs, KOJUTaTc. B remocTBazuorpamme or-
penensieTcs THIePTOMOOIINTO3 ¥ THIEPKOAT YIISIIHS.

Kinauka moyeyHoro cuHApPOMa — 3T0 (PaKTHYSCKU OCTPHIN TIIOMEPYIOHS(DPHT,
Pa3BUBIIHICS HAa (JOHE KOXKHOTO, KOJKHO — CYCTaBHOTO WU IPYTUX CUHIPOMOB. [1o-
paKEHHE MTOYCK MOXKET IMPOTEKATh U [0 THITY XPOHHYECKOTO IIoMepyiioHepuTa. B
J000M ciIydae HaOII0AAaeTCst MUKPO U MaKpOTeMaTypusl, TPOTEHYPUS, HETHHIAPYPHSL.
AprepuasbHas THIICPTCH3HUS IPH 3TOH GopMe HepuTa y AeTSH OTMEUACTCSI PEIIKO.
WHorna pa3BuBaetcs HepoTHUIECKUil cuHaApoM. [Ipu3Haku HeppuTa ucye3aroT ye-
Pe3 HECKOJIBKO HEZIEIb MITH MECALIEB, Y YacTH OOJILHBIX OHU HE UCYE3aI0T BOBCE, ObI-
CTPO ITPOTpeccHpysi C HCXOIOM B yPEMUIO B IIEPBBIE J1Ba rojia 3a00ieBaHus. B mo6om
cily4ae TopakeHue modyek npu ['B nenaroT yrposkaronmM IporHo3 3a00IeBaHMs.

V nmeteit 10 mATH JIET MOYKET HAOI0IaThCsl 37T0OKaYeCTBEHHBINA CHHIPOM. B nnTe-
paType 4acTo OMMCHIBAIOT CIydald MOJHHEHOCHOW MypIyphl y AeBouku 2 neT. ['B
pa3BuiIcA y Hee mocie yHOoTpeOIeHns B MUMLY CheT0OHBIX KaueCTBEHHBIX TPHOOB,
crycts 2 — 3 gaca BCe Tello peOeHKa CTaIo MOKPHIBATHCS TEMOPParusiMi KPaCHOBATO
— CHHETO IIBETa, KOTOpPbIe 0YCHB OBICTPO PACIIPOCTPAHUINCH, IIOKPHIBASI JIUIIO U BO-
JIOCHCTYIO YacTh rojIoBbl. [Ipu ocTymiieHnu 1eBovKa Besa cedst 04eHb OECIOKOIHO,
3aTeM Yy Hee Hayaluch CyI0pOI'd, OHA IOTepsijia CO3HAHUE U CITYCTsI 8 4acOB OT Haya-
71a BBICHITIAaHUN ToruOina. [Ipu BCKpeITHH OBLIH OOHAPYKEHBI MHOXKECTBEHHBIE Te-
Mopparuueckue HH(apKThl BO BCEX OT/IeNIaX TOJIOBHOTO MO3Ta.

[Ipu 370KaueCTBEHHOM CHHIPOME C MOJTHUEHOCHBIM T€UEHUEM HE OBIBACT KPO-
BOTEYCHHUH M3 CIU3UCTHIX 000JOYEK, HO BECbMa XapaKTEePHBI SKXUMO3EI Ha KOXKeE,
KOTOPBIC C HEBEPOSTHOI OBICTPOTOMN MOSBIISTFOTCSI M PACIIPOCTPAHSIOTCS CHAYAIA CUM-
METPUYHO Ha HOTaX, 3aTeM II0 BCEMY Tely, OKpacKa UX MOXKET ObITh KPacHOBATO —
YepHOU MU CHHEH, Ha KOXKe 00pa3yI0TCst KPOBIHUCTHIC YIUIOTHEHHS, KPOBSIHICTO —
cepos3HbIe My3bIpy. Takne BHE3aIMHbIE BHICHITAHUS Ha KOXKE MOTYT COITPOBOXKIATHCA
JTUXOPAaJIKOH, IPOCTpannei, CyIoporaMu, TaK Kak HaOMI0MaeTCs TOPaXKEHUE COCYI0B
TOJIOBHOTO MO3Ta, TP 3TOM OOJEHOM MOXKET IIOTUOHYTh B TCUCHUU HECKOJIBKUX Ya-
COB OT TEMOPPAarnYeCKuX HHPAPKTOB MO3TA.

JUATHOCTHUKA. Takum o6pa3zom, juis onpeznenenus I'B 6onbinoe 3HaueHne
MMeeT aHAMHE3, BEISICHEHHE aJUIEPIHUECKUX CUTyallnii HaKaHyHe 3a00IeBaHuUs: TIe-
peHecennble aHruHBI, OP3, mpueM anaeprudecKux JIEKapCTB U MHIIEBBIX MPOTYK-
TOB, TIEPEOXIAXKIeHIE. BaykHO 3HATH O paHHEM aHAMHE3€, CKIIOHHOCTH K aJUIEPTHH B
BHJIE IKCCYAATUBHOTO AUATE3A.

WudepmartiBeH 0cMOTp OOJIHOTO € ONPEAEISHNEM BaCKYJIUTHO ITyPITypHOTO
THTIAa KPOBOTOUUBOCTH. [1pr abiOMHUHAIEHOM CHHIPOME BaCKYJIUT MOXKET COYCTATh-
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Csl WIIK OCJIOXKHATHCS BCEMU OCTPBIMU XUPYPTHYCCKUMHE 3200JICBaHUSMEI OPTraHOB
OpronrHoit mostoctr. Bompoc o nprunae 00J1eii B )KUBOTE HEOOXOUMO PeaTh BMeC-
T€ C XUPypramH.

3aBepIaoT JHArHOCTUKY MCCIEIOBAHUS TeMOTPAMMbI U TeMOCTa3HOTPaMMBI.
st nepruheprIecKoil KPOBH XapaKTEPHO TUIICPTPOMOOIIUTO3, JICHKOIIUTO3 C DO3H-
HO(MIHEH.

B remocTrasuorpamme mnpeodinagacT COCTOSHUE TUICPKOATYISIHHA, OCHOBHBIM
MATOTCHETUYCCKUM (PAKTOM KOTOPOTO SIBIISICTCS] 3HAYUTEIHHOS CHIDKCHUE aHTHKOA-
TYJISHTHBIX CBOWCTB, COKpAIIeHNE TPOMOMHOBOTO BPEMEHH, YCKOPEHHE HeHTpann3a-
nuy (Wiy QYHKIIMOHATBHOE HE MCIONIh30BaHKE) JOOABICHHOTO M3BHE rerapruHa —
MTOBBIIICHUE TOIEPAHTHOCTH IIJTa3MbI K TeapuHy.

Kpome Toro, HaOIrOIAr0TCSl HAaYAIBHBIC IPU3HAKU KOATYIIOIATHH TOTPEOICHHUS,
0 YeM CBUJCTEIIbCTBYET T'HIIEPKOAryJISIIHs Ha MepBoil (pase cokpaieHusi BpeMEHU
cBepThIBaHUS KpoBU 110 JIn-Yaiity. [Toutn y BceX OONBHBIX OTMEUYACTCS YTHETCHUE
(UOPHHOIUTHYECKON CHUCTEMBbI: HU3KHH IPOLIEHT CIIOHTaHHOTO (pUOpHHONH3a, UMEeT-
¢4 TAKKE 3HAYNTENFHOE YBEIMUCHHE TNIOTHOCTH KPOBSIHOTO CTyCTKA. Takoi ThM re-
MOCTa3MOIPaMMBbI XapaKTePeH IS THIIEPKOArysinonHoi ¢aser JIBC — cuHapoma.
Kpome Toro, HeoOXxomuMo MoMHUTE, 4To I'B MokeT ocnoxusthest [IBC — cunapo-
moMm. Ho I'B omnuaercst ot IBC — cuHapoMa MeIKoOYaroBOCTb0, MPUCTEHOUHOC-
TBI0, HOPMAJILHBIM HJIY TIOBBIIIICHHBIM COJICp KaHHIEM B ID1a3Me (peOpHHOTeHa, OTCYTCT-
BHEM TPOMOOIUTOIMHIY ITOTPEOIICHHS M IPYTUX TPOsIBIICHUI. BaxkHOE 3HAUCHHE VTS
OIICHKH TSDKECTU M BapHUAHTA TEUCHNUS MPOLIECCa UMEIOT CIICTYIOIINE NCCIETOBAHMS.

1. KonmuectBeHHbIC OIpeaeiicHIe coaepxkanus hakropa Buiebpana B mias-
Mme. Ero yposens npu I'B 3akonomepno nosbimaercs (B 1,5 — 3,0 pasa), mpuuem
CTENEeHb MOBBIILIEHUSI COOTBETCTBYET TSHKECTU U PACHPOCTPAHEHHOCTH MOPAKEHUS
MHKPOCOCY/IOB) HATOMHUM, YTO YHJIOTEIIUI COCYIIOB — EANHCTBEHHOE MECTO CHHTE-
3a akropa Buiiebpanzaa).

2. OmpeneneHne copepkaHus B IIa3Me MUPKYIHPYIOIINX IMMYHHBIX KOMILIEK-
COB MOJTBEPIKAAET CBSA3B 3a00IEBAHMSI C ITUM Oa3ucHBIM MexaHu3mMoM. [Ipu I'B ypo-
BEHB ITHX KOMIUIEKCOB B IJIa3Me, KaK IIPaBUIIO, TOBHIIIEH, XOTS HE BBIABISIECTCS COOT-
BETCTBHE MEKIY CTCIICHBIO 3TOTO TIOBBINICHHS U TSHKECTHIO OOJIC3HH.

3. T'nneppubOpHuHOreHeMHsl, HOBBILIEHHOE COIEPKAHME B MIazMe O - U Y-TII0-
OyJIMHOB, a TaKKe O -KUCJIOTO TIMKOIIPOTENHA OTPAKAET OCTPOTY M TKECTh OOIIE3-
Hu. OmpeneneHus 5TH BaXXHBI U IIOTOMY, YTO IPU OYECHH BBICOKOM COJACPKAHWUU B
iazme OeNnkoB OCTpoil (baskl remapuHOTEpaIisi CTAaHOBUTCS MeHee 3((EeKTUBHOIA,
ITOCKOJIBKY 3TH O€JKH CBA3BIBAIOT OOIBIIOE KOINIECTBO TellaprHa.

4. OmpeneneHre B CBIBOPOTKE KPHOTIIOOYITMHOB — IIPOCTOM TECT, IIO3BOJISFOIIN I
pacro3Harh “KpuHONIOOyJIHMHEMHYECKYI0 GopMy Oosie3HH . BakHO myTeM oXiax-
JICHUS CBIBOPOTKH, HauuHast ¢ 37°C, yCTaHOBUTb, IIPH KAKOH TeMIeparype oopasyer-
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cst OCNIKOBBIN OCa/IOK: YeM OoJIblle colepskaHne KpUorIoOyJrMHOB TeM npu Ooiee
BBICOKOH Temreparype o0pa3yeTcsi mpelunuTar (Ipu OONBIIOM KOJIHYECTBE — IMPU
30-40°C, mpu cpemanem 20-22°C, npu manom Toabko mipu 4°C).

5. Omnpenenenune anturpomOuHa II1 1 cTeneHn renapuHOPE3UCTEHTHOCTH TTa3-
MBI IMEET 3Ha4eHHUEe IS 1Mo00pa HeoOXOANMOW 03Bl TeApHHA M YCTPAHEHHS U3
KpOBH O0JIBHOTO OEIIKOB “0CTpOii pasbl “, MEMIAIOIINX TePAIIeBTHUECKOMY JEHCTBHIO
ATOTO IMpernapara.

Haubornee 3HaYATEIEHBI 3TH CIIBUTH Y OOJIBHBIX B 30HE BHICHIITAHUS, C a0I0MH-
HaJIBbHOM (Da30# U MPH MOPAKCHUH TTOYCK.

AXTHBHOCTb BOCIIAJIUTEIBHOTO MPOLIECCA OLICHUBAETCSI 10 OOIIEIPHHSTHIM 10~
Ka3aTelsiM, HO 0COOCHHO [IEHHO HCCIIeoBaHne OeJIKOB 0CTpoii (ha3sl (C-peakTHBHO-
r0, O ,-IIMKONPOTENHA, (MOPUHOTEHA), a TAKKE [0 CTETNEHH aKTHBAIMH MOHOLIMTOB.

Tedyenue 60sIe3HU cUUTACTCS OCTPHIM 110 1,5-2 Mec., TOXOCTphIM 2-6 Mec., XP.
pennaAnBUpYIONM — 6 Mec. 1 Ooree.

Oco6oro BHuMaHust TpedyeT audhepeHIranbHast THarHoCTHKA a0I0MUHAIIbHO-
T'O CHHAPOMA IIPH FEMOPPArHIECKOM BACKYIHTE.

I'emopparudecknii BaCKyJIUT, KaK MBI YK€ TOBOPIIIH, MOXKET COIPOBOXKIATHCS
OoisiMu B skuBOTE. [IpH 5TOM MM COITyTCTBYIOT PBOTa U CTYJI C HAJIIMYHEM KPOBH.
Bonu HOCAT pHCTYIOOOpa3HBIH XapakTep, B BUIC KOJIUKHU HIIH IOCTOSTHHBIC.

[IpoBoxst muddepeHInANTEHY O TUAaTHOCTUKY HEOOXOAUMO IIOMHHUTb, YTO TEMOP-
paruvecKuii BaCKyJIUT y JeTel BOSHUKAET, KaK MPaBUIIO, TIOCIE 3 JIET.

IIpexne Bcero y 60mbpHBIX ['B HEOOXOAMMO UCKITIOUNTH MHBATMHAIIAIO KUTIIEY-
HUKa, KOTOopas sIBIsieTCsl Hanboiee 4acToi (opMoil MpruoOPETEHHOMN KUIIIEYHOW He-
MIPOXOANMOCTH y IETEH M BCTpeUaeTcs B 2 pa3a Jalle y MaJBIUKOB YeM Y JIEBOUCK.
70% npuxoautcs Ha nereit 1o 1 roga xu3Hu. st MHBarMHAUK KULIEYHUKA XapakK-
TEPHO OCTPOE BHE3AITHOE HAYAJIO, YaIlle BCETO BO BpeMsi CHa peOCHKA, KOTOPBII BCKPH-
KHBAaeT OT CHJIBHOM OOJIM B )KMBOTE, WJIH BO BpeMs KOPMIICHHSI, KOT/Ia peOCHOK HaYH-
HaeT OECTIOKOUTHCS, 3aTeM IIJIaKaTh, KPUYaTh, OTKA3bIBATHCS OT TPYIH, “CYIHT HOX-
kamu”. bonu npuctynoo6pasusie. [locne mepBoro npuctymna 6osel BCKOpe HaunHa-
€TCsI PBOTA, a 3aTEM, CITyCTSl HECKOJIBKO YacOB, 3aA€PKKa CTyJIa U Ta30B. [Ipoxuiku
KPOBH B CTYJIC HJIM YUCTAst KPOBb BaXKHBIN, HO MTO3IHUI cuMIITOM. HacTynaet HHTOK-
CHKAIIHsI OpraHu3Ma, 00e3BOXKHBAHUE C HOPMAJTbHOM MIIH TIOBBINICHHOMN TEMITepary-
poii Tena. MokeT HacTYIHTb IIOKOIIOJ0OHOE COCTOSTHUE. SI3bIK CYX0i, 00JI0KEH, ITyIIbC
YaCTHIN, CIA00TO HATIOTHEHUS, IBIXaHNE TIOBEPXHOCTHOE U IITyMHOe. /1111 yTOYHeHNS
JTMaTrHO3a MCIIOJIb3YETCsl 0030pHast peHTreHorpadus, KoTopas 00HApy>KHUBAET 3aTeM-
HEHUE B ITPABOM MTOJIOCTH )KUBOTA; HPPUTOCKOIHIO C OApHUEBOM Kalllel UITH BO3LyXOM,
IIPH 3TOM HEPEIKO BUIHBI BHEIPCHUE OJTHON YaCTH KHUIIIKY B IPYTYIO, IOAB3IOIIHON
B 000/I0YHY0, MHBaIHMHAIUS B TOJICTOM KHIIedHHKe. Ha MecTe nHBarmHara Oapuii
BCTpeUaeT NPEIsITCTBHE, 00pa3yeT “yaiin’, HOIyKpYTH, “Tpe3yoLs!”.
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OcTpslii anmeHIUIAT — 3a00JIeBaHNEe, KOTOPOE HY>KHO MCKIIIOUUTH BO BCEX CIIy-
yasix Oos1eit B xuBoTe. B Bozpacte 1o 1 roza anmenaMnuT BCTpeyaeTcst peKo, BO3HUKAs
qamie y neredt 7-14 net. Kak v pu WHBaruHAIMKM MEPBLIM TPU3HAKOM aIeHTUITATA
SIBIIsIETCA OOJIEBOM CHHAPOM. B0oMb BO3HHKAET OCTENEHHO, HO MOYKET OBITh M BHE3AIl-
HOM, HOCUT TIOCTOSTHHBIM HOIOITHIA XapakTep. BaxHO OTMETHTB, 4TO 00JIh MHTEHCHBHA
TOJIBKO B Hauasie 3a00JIeBaHMs, 3aT€M OHA YMEHBILAETCS B CBSI3H C TMOECIIBIO HEPBHBIX
PELIENITOPOB B 4epBe0Opa3HOM OTpocTKe. OH MOXKET COIPOBOXKIATHCS OJTHO — WITH JIBY-
KpaTHOH PBOTOM, CBHETEILCTBYIONIEH O pa3ApaKeHUH OPIOMIMHEL JleTn 3aHnMaroT
BBIHY>K/ICHHOE TTOJIOJKEHHE Ha CITMHE Wik IpaBoM 0oky. Ha sieBom Goky 60J1b ycuiinBa-
ercs, T. K. CJIerasi KUIIIKa BMECTE ¢ BOCMAJICHHBIM OTPOCTKOM IPOBHCAET B OPIOLIHYIO
nonocth. Temneparypa Tena 1o 38°C, B mepudepudeckoil KpOBU OTMEUAIOTCS THITEP-
nefikonutos 10 15-20-10%/1, Hefirpoduiie3 co ciBUroM (HOpMyJIbI BICBO.

Bonu B sxuBOTE MOTYT OBITH IIPU TPaBMATH3ME, IUIEBPOITHEBMOHMSIX, OP3, 1a-
KyHHOM aHTHHE. [Ipn manbnanyy ;kuBOT BCET/a MITKHA, HO O0JIe3HEHHBIH.

JIEYEHMUE. Tepamusi reMMOpparu4eckoro BacKyJUTa MPEACTaBiIseT cOO0i
TPYAHYIO 33/1a4y, 0COOCHHO eCiIi O0JIE3Hb NPOTEKAET C HATMYMEM IT0Y€IHOTO CHHIPO-
Ma. bBonbHbIE HYXKIAOTCSl B CTPOTOM ITOCTEJIFHOM pEKMME He MEHee 3-X Heleb.
Haznauaercs majsmas iueTa ¢ yCTpaHeHUEM aJUIEPTreHHBIX TPOAYKTOB. M3 panmona
HCKJTFOYAFOTCSI OCTPBIC MPOAYKTHI, MIOKOJIA, IUTPYCOBBIC, KIIyOHHUKA, IKCTPAKTHB-
HBIC U JKapeHHBIC OIroa. Pa3pemiaercss MOJIOYHBIC U OBOIHBIC CYIIBI, KAIllH, KAPTO-
(ebHOE MIopE CO CITMBOYHBIM MaciioM, Kehup, 6eibii xi1ed. OnpaBaaHHO 0OUIBHOE
MMUTHE OTBAPOB IIUIIOBHUKA, YSPHOH CMOPOIMHBI, OBOIIHBIX OTBApOB M COkoB. Ha
BTOPOM Hejene + Msco, 3areM omiieT. Ha Tpetbeld Hezesne — MOKHO /1aBaTh U MSICHBIE
Oynponsl. [IueBoii THEBHUK BeAETCS TIIATEIBFHO, C 0TOOPOM MPOIYKTOB, HE aJJIePIeH-
HBIX JJIS1 JAHHOTO OOJIBHOTO. Pacimpenre TueThl Py CTOMKOM KITMHUYECKON KapTHHE.

B kauecTBe 9HTEpOCOPOSHTOB MOTYT OBITH PEKOMEH10BaHbI: nonudenan 11/xr,
THOBepoa 1/2-1 daitHas noxka 1-2 pasa B JeHb, HyTpUKIMH] | YaiiHas goxka 1-2
pasa B JIeHb, KapOoseH u3 pacuera 1o | TabieTke Ha roj1 )ku3Hu peOeHKa, HO He Ooiiee
10 Tabnerok, 1 pa3 Ha HOYb, PHTEPOCOPO, CMEKTa U JApyrue npenaparsl. MexaHusm
JICHCTBUS SHTEPOCOPOIIMH — CBA3BIBAHUE OMOJIOTHYECKH aKTUBHBIX BeriecTs (BAB):
IHCTaMUHa, CEPOTOHMHA U SHOTOKCHHOB B [IPOCBETE KUIIEYHNKA. /JTUTEIEHOTS Jie-
yerus 10-14 nHei, Tak Kak IpH JUTUTEIEHOM TPUMEHEHUH BO3MOKHO CHUKEHHUE YPOB-
HS KaMHS B CBIBOPOTKE KPOBH.

Eciu I'B niporekaet Ha (hoHE 000CTPEHUS] XPOHUIECKUX 04aroB HH(EKIINH, 110-
Ka3aHO Ha3HAYCHNE aHTHOMOTHKOB.

3MHHAT (uedypokcum) — 11eho10 CioprHOBbINH aHTHOMOTHK [T HOKOsIeH S, pej-
HA3HAYCHHBIN U1 MpHeMa BHYTPb. AKTHBEH B OTHOIICHHH MHOTHX MUKPOOPTaHU3-
MOB, TIPOJIYIUPYIOIIUX O-TaKTaMa3bl U PE3UCTCHTHBIX K aMIHUIWIIHHY U aMOKCH-
muaHy. | Tabnerka, mokpbitast 000104ukoi, conepxut 0,125; 0,25 nim 0,5 r iiedy-
pokcuHa akceTmia; 10 TaOICTOK B YITAKOBKE.
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['panyss! JUIs TPUTOTOBIICHUS cycnieH3nu Bo (uiakone 1o 100 mMi/5 mMi1 rotoBoi
CYCIEH3UH ISl IepopajbHOro mpuema cogepskar 0,125 r nedypokcuma akceruia.
Jetam HazHauatoT 1o 0,125 r 2 pasa B cyTku, JleTssMm Mia/IlIero BO3pacTa kKeaareib-
HO Ha3HayaTh IIpenapar B BHJIE CycleH3un. HeT onbita npumeHeHus npernapara y
JieTell B Bo3pacTe 10 3 MecsLEB.

[TporuBoONOKa3aHUs — HOBBINICHHAs] YYBCTBUTEIBHOCTD KIle(haIoCIIOpHHAM.

[Ipu cycTaBHOM CHHIPOME, ITOBBIIIACTCS TEMIIEPATypa TeJIa, JIEHKOIIUTO3 U yBe-
mmaerare COD 00yCIIoBIeHBI MPOLIECCaMU KIMMYHHOTO aCeNTHYECKOTO TeHe3a U He
CITY>KWT ITOKa3aHUEM JUTS Ha3HAYCHUS aHTHOMOTHKOB.

[Tpu BeIsiBNIeHNH Y 0016HBIX [ B kprommoOymuHeMun U pe3ko yBenndenHoi COD
(mo 50 Mmm/m) pekoMeHayeTCs Kypce JedeOHoro iasmModopesa, B COUeTaHUH C Temna-
pHHOTEparnue, TpaHcy3usMu CBeXE3aMOPOXKEHHOH IJI1a3Mbl U IPUMEHEHNEM HU-
KOTHHOBOM KHCJIOTEHL.

bazucubiM Metoniom Tepanuu ['B siBisiercst renapunorepanusi. Hasnagaercst ru-
napus 1o 150-200 E/, a B Tspkensix ciryyasix 200-400 EJI/kr maccsl Tena B CyTKH,
pa3/ieNeH bl Ha 4 MHBEKIUH, Yepe3 KakIble 6 4acoB MOIKOXKHO 110 MeTonuke Mena
— Becciiepa B mepeiHIOI0 OPIOLIHYO CTEHKY HHDKE ITYTTOYHON JIMHUH.

Bes anturpom6Ouna I1I remapun HeaddexkrureH. Jlsl MOMOIHEHHS OpraHU3Ma
60sbHOTO aHTUTPOMOUHOM 111 ¥ Ia3MUHOTreHOM (OH HEOOX0AUM 151 (HPUHOPHHOIIN3A)
nepenuBaetcs 150-200 MM cBexe3amopoxerHo# maazmel (C31IT) 1-1,5 mur/kr, kopoT-
KHM KypcoM. PekoMeHtyeTcs 1e3arperanTsl — KypaHTui o 1—3 apake B IeHb B Te-
yeHnu 7-14 nHen.

[Tpeanu30I0HOTEpANUS [TPU CPEIHETSDKEIBIX M TSHKENbIX (hopmax 3aboneBaHus
— 0,5mr/kr-1Mr/Kr.

[Tpu Gostee sterkom Tedenun I'B MOXHO IPUMEHSTH aHTUTHCTAMUHOBBIE TIpeTIa-
parhbl: KIIapUTHH U JApYTHE.

[Tpu orcyreTBun 3 dekTa OT paHee MPOBOIUMOM Teparuy MPOBOAAT I1a3Mode-
pe3. Banmanne! KonTposs 3a cBepThiBaeMOCThI0. [IpH H3BSTHH UMMYHHBIX KOMII-
JIEKCOB U3 LIUPKYJISITOPHOTO pycia 3h(EeKTUBHOCTH TenaprHa pe3ko Bozpacraer (yc-
TpaHseTcs 0JI0Kaja rermapruHa UMMYHHBIMH KOMIUIEKCAMH).

AnbTepHaTUBHbIE CpeaCcTBa fleYeHus.

BrreniepeuriciieHHast Tepamisi T0CTaTOYHA IIPU OCTPOM TCUCHUH 3a00JICBAHUS.
[pu penmnusax ['B, passutuu Hedpura Tepamus I0DKHA OBITH MEpecMOTpeHa. B
Ka4eCTBE aJITCPHATUBHBIX CPEJCTB MOTYT OBITh PEKOMCHIIOBAHBI: HECTEPOHIHBIC
npoTuBoBocHauTenbHbie mpenaparel (HIIBIT), MemOpaHOCTaOMIN3aTOPEI, HMMY-
HOKOPPHUTHPYIOIINE penapaTsl, aHTUMETaOOTHHBI ¥ IUTOCTATHKH.

HIIBII — oproden (BoabrapeH, ukiodeHarn HaTpusi), HUIOMETAUH — II0Ka3a-
HBI TIPY HAJTMYHUX TPOTUBOTIOKa3aHmii K HazHaueHnto OKC u coxpaHstomeicst akTuB-
Hoctu. Pexomennyercst HIIBII npu BoHooOpazHom Teuennu ['B. Cyrounas mosa
1-2 mr/kr Ha 2-3 nprema, KpoMe HUIOKCETOILIMHA, CyTOYHAsT 1038 KOTOPOro 2-4 MI/KT.
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[IponomxurenbHOCTD JiedeHust 4-6 Heaelb.

[porrBOBOCTIANUTENBHBIM 3 (eKToM 00I1a1at0T MPOU3BOHBIC XUITOINHA — IIJTaK-
BEHWJI, KOTOPBIN TIOKA3aH MMPH BeeX BapuaHTax Hedpura npu I'B. YcraHoBIEHO, 4TO
IUTAKBEHW 00IaaeT IMMYHOKOPPUTHPYIOIINM, aHTHOKCHIAHTHBIM, aHTHATPerar-
HBIM U Apyrumu dpderramu. CyTouHas 1032 IIAKBEHWIA 4-6 MI/KT, [UIMTCILHOCTh
npumeneHus ot 4 1o 12 mec. C yueToM noOOYHBIX IEHCTBHI, 0COOEHHO OpaXkeHHe
IJ1a3, IOJDKEH OBITh KOHTPOJIb 32 JICUCHHEM.

K rpynre npenaparoB MeMOpaHOCTaOMIM3UPYIOLIETO IHCTBHS OTHOCSTCS BU-
tamuH E (5-10 Mr/kr B cyTKH B TeueHHE Mecsia), peTuHoI (1,5-2 Mr/kr B TedeHue 2-
X Hezenb), pyTHH (3-5 Mr/kr 1 mecsiin). DTu npemnaparsl OKa3aHbl IPU BHIPAKEHHON
KOKHOU IypIType, IpU BOJIHOOOPA3HOM TeueHHu IpH Hedpute (IOociie CHUKEHHS
CTETICHN aKTUBHOCTH MOCJIEIHET0).

MeMOpaHOCTaOMIN3aTOPBl YIIyUIIAIOT ¥ yBEIMYMBAIOT PEreHepaluio TKaHeH,
MIOABIISIIOT CBOOOJHO pa/IMKalIbHBIE peaKiny, yBeluuuBaloT akruBHocTh HIIBII,
CHIDKAIOT MTPOHHUIIAEMOCTH COCYINUCTOMN CUCTEMBI.

VIMMyHOKOpPHTHPYIOIIHE Tpenaparsl [eJecoo0pa3Hbl IpH BOTHOOOPA3HOM Te-
yeHuu ['B 1 KanmnuisipoTokcHueckoM Heppute. DT0 MOXKET OBITh A0a30J1, YBEITUUN-
BAIOIIMI CHHTE3 HYKIMHOBBIX KHCIIOT, HHTEp(epOHa, YCHINBAIOIINA aKTHBHOCTh
¢aroruroB. [Ipy HU3KOH QyHKIMOHAIBHON aKTUBHOCTH MTOKA3aHbI UMMYHOKOPPEK-
TOPBI, TIPH BBICOKOH — aHTHOKcHAaHThl. CyTouHast 103a qubazona 1-2 mr/kr B 2 nipu-
eMa B TeueHue 4 HeJelb.

VIMMyHOKOPPUTHPYIOIINM ASHCTBHEM 001a1aeT M HU3KOIHEPTeTHYECKOE JIa3ep-
noe manyuenne (JIN). T. I. Iliaxyra, 1999 pexomenayer JIU y 6onbubix I'B npu
PELMINBUPYEMOM TCUCHUH [UINTEILHOW MaKporeMarypuu pu Hedpure”(3-4 cean-
ca JIN na kpynHbIe BEHbI, a 3aTeM Ha peduiekcoreHHble 30061 Ha ypoBHe Th1x — Thxn
6-7 ceaHCOB.

AHTHMETa0OJIUTHI U IUTOCTATHKHU UCIIONIB3YIOTCS P KAMIIISIPOTOKCHYECKOM
HepuTe PU HATUYKUK MPOTUBOMOKA3aHWid K HazHaueHuio [’ KC, mpu oTCyTCTBUH
s¢dekra nux npruMeHeHus! pu 00ocTpeHnn HedpuTa ¢ MaKporeMaTypuen.

CuMrnToMaTHaeckast Tepamnus BKIIOUAET 00s3aTEIbHYIO CaHAITMIO XPOHUIECKUX
04aroB HH(QEKIHH, JIeTeIbMEHTU3ALUIO, JIeUeHnEe MeMOITHO03a, TeJIMKO0aKTepro3a pu
XPOHHUYECKOM raCTPUTE U FACTPOAYO/ICHUTE.

Peabunuranus nereit, nepenecnx I'B, nomkHaa ObITh HanpasieHa Ha npodu-
JaKTUKy peruansa, OTBOJ OT MPO(HIAKTHIECKUX TPUBUBOK Ha 2-3 roja.

IIpu Hedpure HEOOXOAUM MOMAIIHUKA PEKUM U 00yueHHe Ha momy, npu OPBU
TTOKA3aHbI Ie3arperaHThl 1 aHTUOUOTHKH 110 7-10 THEH, KOHTPOIIb 32 aHAIM3aMU MOYH,
B TOM 4HmcJie TpoObI o 3uMHuLIKOMY | pa3 B 1-3 mecsina, Y3U nouex 1 pa3 B 3 mecsina.

[Tocie BeINMCKN U3 CTAlMOHApa 32 OONBHBIM HaOoaeT neauarp. Jucnancep-
HOE HaOIrofeHNe JIIUTCS 2 — 5 JeT ¢ 00s13aTeNIbHOM caHaleld XpOHNYECKUX 09aroB
nHpexnum, JIOK, asporepanueii, pallnoOHATLHBIM TUTAHUEM.
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TPOMBOLUTOMNEHNYECKASA MYPIYPA

Tpomboruronennueckas mypmypa \TIIII\ OTHOCHTCS K TeMOpparn4ecKuM 00-
JIE3HSAM C HapyIIEHHEM TPOMOOIIMTAPHOTO 3BEHA TeMOCTa3a U 00yCIIOBIEHA YMEHb-
LICHHEM TPOMOOLIMTOB KPOBHU HIKE MUH. HOpMBI-150-10%/11.

3TUOIMATOTI'EHE3. B noxassiromeM OONBIICHCTBE CIy4YaeB TPOMOOITUTO-
MICHNYECKUI CHHJIPOM SIBIISIETCS] IIPHOOPETEHHBIM, OJJHAKO, CYIIECTBYET HeOOoIbIIas
rpynna HacjaencTBeHHbIX TpomoOoruTonieHui (TIT), cBsI3aHHBIX CO CTPYKTYpHOM He-
ITOJTHOIICHHOCTHIO TPOMOOLIMTOB, IPUBOIAIICH K YKOPOUSHHIO IPOJOKUTEILHOCTH
ux xu3Hu. [Ipnobdperennsie TIIIT B cBOIO ovepes MOAPA3IEISIFOTCS HA UMMYHHBIE
(namOoree yactsle, Ha ux gouto npuxoantces 4/5 Bcex TIIIT) u HenmmynHbie. Henm-
myHHble TIIIT MoryT OBITE 0OYCIIOBICHBI HEIOCTATOYHBIM 0Opa3oBaHnEeM TPOMOO-
uroB (pu AA, OJI), moBbieHHBIM uX noTpednenueM (JABC-cunapom, remanruo-
MBI), TOBBIIIEHHBIM pa3pymeHneM (TIPH MEXaHMIECKUX TPaBMax, CIUIEHOMETMIIHN ).
Nmvmynnas TTIIT MoxkeT ObITh CHUMITTOMATHYECKOM, HO B OOJIBIIIEHCTBE CIIy4YaeB 3TO
nepsuuHas TIIIT — camocTosTennbHOE 3a00neBanue. B mocnemneit MexyHapoaHON
KJaccuduKamy OoNe3Hel yTBep)KJIeHO Ha3BaHHUE HMONIaTHIeCcKasi TPOMOOIUTOIE-
nuueckas mypnypa (U TIT), kotopast 3aMeHsieT psiji LUPOKO pacpOCTPaHEHHBIX Tep-
MHUHOB: 0ose3Hb Bepibroda, sccenunansnas TIIII. Ognako, y nereit B oTau4ue ot
B3POCIBIX ayTONMMYHHBIE TPOMOOIIMTONICHUH, K KOTOPBIM OTHOCHTCS OOJIBITHHCTBO
¢dopm UTII cpaBHHUTENBHO PEAKH. B 3aBHCHMOCTH OT IaTOr'€HE3a, T. €. MEXaHH3Ma
BBIPAOOTKH aHTUTPOMOOITUTAPHBIX aHTUTEN Y ACTEH Pa3IHyaloT CIeIyromue GopMbl
nmmyHnHo# TITIT:

1. H3ommmyHHas (aJ1oMMMyHHasi) ¢opMa. DTUOMNATOIEHE3 €€ BO MHOIOM
NJICHTHYEH TeMOJIMTHYECKOM 00JIe3HI HOBOPOXKICHHBIX, HO HECOBMECTUMOCTD U UM-
MYHOJIOTHYECKI KOH(IINKT KacaroTCsl TPOMOOIIUTAPHBIX aHIIT€HOB, MOTYYCHHBIX pe-
OEHKOM OT OTI[a U OTCYTCTBYIOIITUX Y MaTepu. OOBIYHO MaTh HE UMEET TPOMOOIIUTAP-
Horo antureHa PLAI (B momymsamum Takux moxaeit 2-5%), a y pebenka oH ects. B
CEHCHOMIN3NPOBAHHOM OPraHW3Me MaTepy IOSBIISIOTCS aHTUTPOMOOLIUTapHbIE aH-
tutena (AT), npoHuKaronye yepes IUIAleHTy MaTepH U BBI3BIBAIOIINE TPOMOOLIUTO-
3 y miona. Mzoummynnas ¢gopma Berpedaercst y 1 u3 5000-10000 HOBOpOsKIeH-
HBIX. B Oonee cTapieM Bo3pacTe BO3MOXKHO BOSHUKHOBeHHUE 3Toi (hopmbl TTIIT mpu
reMoTpancy3usx.

2. TpancumMyHHasi popMa, Ipu KOTOPOH aHTUTPOMOOIITTAPHBIE ayTOAHTH-
Tesia Marepu, 6ospHOI UTII, mpoHnKaroT uepes IialneHTy K 10y, BBI3bIBAs y HETO
TII. Ora ¢popma 3abonesanus HadonaeTcs y 30-50% HOBOPOXKAESHHBIX, POMBIINX-
csl oT MaTepei, crpapatomux UTIL.

3. TerepoummyHHasi popma cBsizana ¢ oOpazoBanuemM AT B 0OTBET Ha U3MEHE-
HHUE aHTUTEHHOW CTPYKTYPHI TPOMOOIIMTOB I10 THITY TarTeHa I10/] BO3/IeHCTBIEM (haKTo-
poB, moBpexaaronux TpomooruT. Ota Gopma TIIIT y gereii BcTpeuaeTcs vare.
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4. AyroummyHHasi popma, ripu kKotopoii AT BeIpabaTbIBatOTCs MPOTUB COO-
CTBEHHBIX HEM3MEHEHHBIX TPOMOOIMTOB. HavanbHbIe TyCKOBBIE 3BEHbSI OSIBIICHUS
AT ocrarorcs HEsICHBIMU.

3a0omneBaHns M BHEUIHHE BO3/IEHCTBHSA, HETIOCPEACTBEHHO MPEAIICCTBYIONINE
nagairy M TIT y pebeHka MOT'YT ObITh Pa3IMIHBIME: HHGEKIMH, YaIlle BUPYCHBIC, PEXKE
OakTepuabHbIC, MPO(UITAKTUICCKHE TPUBUBKH, BBEJICHUE TaMMAarIo0yIMHA, IPUEM
JIEKapCTB, IIEpErpeBaHue Ha COJIHIIE, IepeoxIokKAeHue. BpeMs, npoueamniee nocie
HUX JI0 Pa3BUTHSI ITyPITypHl, B cpeaHeM cocrasisier 2 Hegenu. Y 1/3 6onpubix UTIT
HauyuHAeTCs 0e3 BUIUMON IPHUYNHBIL.

B passutuu UTII pemaroiiee 3HaueHnEe UMEET UMMYHOTIATOJIOTMYECKUI Tpo-
1IECC, B YACTHOCTHU CHHTE3 aHTUTPOMOOIIUTApHBIX AT. TpoMOOIUTHI 1101 BO3IEHCTBHEM
AT rubnyt. [Ipn UTII npoomKUTeIbHOCTD )KU3HE TPOMOOLIMTOB COKpariaercs ¢ 7-
10 nHel 10 HECKONBKUX 4acoB, MPOAYKLUS e UX B KOCTHOM MO3I€ OCTAeTCsl HOp-
MaJIbHOM WJIM Aaxe Bo3pacraer (T. H. runeppereneparopHas TII. AT moryrt ObITh
HaTpaBJICHB! U IPOTUB METAKapHUOILUTOB, TOTZIA 3TOT POCTOK MPEACTABIACTCS OITyC-
TomeHHbIM \runopereneparopHas TI1). B Hactosmiee Bpemst ummyHHBbIH reHe3 MTIT
o0menpu3Han, OH MOATBEPIKAACTCS OOHAPY)KEHHUEM TPOMOOTIUTapHBIX AT, BBICOKUM
ypoBHeM Ig G Ha MOBEpXHOCTH TPOMOOIMTOB, 0OHAPY)KEHUEM B KPOBH OOJILHBIX CEH-
CHUOMIIN3UPOBAHHBIX K ay TOTPOMOOLIUTaM JTUM(OLIUTOB.

Omnpenenennyto pons B pazsutun UTII urpaer cenesenka. B Hell npoucxoaut
MIOBBIIICHHAS JECTPYKIMS TPOMOOIIUTOB, KPOME TOTO, CEJIE3EHKA SIBIISCTCS MECTOM
npoxykiuy anTuTpoMoonuTapabix AT (00pa3yroTcs IITaBHBIM 00pa30M Ceae3eHOY-
HBIM ITyJIOM JIUM()OITUTOB).

B marorenese kpoBotounBocTH npu TIIIT Bemyieit sBiasercss TpoMOOIUTONE-
HUSI; UMEIOT 3HAYCHUE yJacTHe TPOMOOIMTOB B TEMOCTa3€ ¥ X aHTHOTpouIecKas
¢ynxumst. CocyancThIi 3HA0TEINH, JIMIIEHHBIH TPOMOOIIUTApHOH TOAKOPMKH \B HOP-
Me exxemHeBHO 10-15% IUpKYIHPYONHMX TPOMOOIIUTOB MOIJIOMIAOTCS UM \ CTaHO-
BUTCS TTOPO3HBIM, IMOBBIIICHHO MPOHHUIIAEMBIM, YTO MPUBOJUT K BO3HUKHOBEHHUIO
CIIOHTAHHBIX FeMOpparui.

3abonesaemocts TIIIT cocraBmsier 1,5-2 Ha 100000 gerckoro HacenaeHnus. bo-
JIe3Hb MOJKET BO3HHUKATH B JIIOOOM BO3pacTe, HO Yallle B MPEJIOIKOIBHOM H IIIKOJIb-
HoM. [Tocie 10 jetT BBIABISIETCS OTUCTIMBOE IIPeodiIalaHue JeBoYeK, B 2-3 pa3a 00-
JICIOT Yalle MaJIbuUKOB.

KJIMHUKA. 3a0oneBaHue WHOTJAa HAUMHAETCS MCIOJBOJbL, HO HaIle OCTPO.
Kmnnngecku TIIIT nposiBrisieTcst reMOpparndecKuM CHHIPOMOM; HaOIIOMAeTCs Tie-
TeXeaJbHO-TISITHUCTBINA MM MUKPOLUPKYJISITOPHBII THIT KPOBOTOYMBOCTH: HEOOJIe3-
HEHHBIE MATHUCTbIE KPOBOM3JIUSHUS HEFE€MaTOMHOIO THIIA HAa KOXKE U CIU3UCTBIX-
9KXHMMO3BI, IETEXUH, KPOBOTECUEHHUS CO CIIU3UCTHIX.

Hanbornee nocrosiHeH KOXKHBIN reMoppariyecKuii CHHIPOM, JUIsl HEro XapakTepHO:
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1) CHOHTaHHOCTH BO3HHKHOBEHHS FeéMOppariii 1 HeaJeKBaTHOCTh UX CTEIIEHH
BHEIITHETO BO3JCHCTBHS TP TPaBMax;

2) monumopdHOCTh. Hapsiny ¢ skxuMo3aMu pa3HOil BETHUUHBI B (POPMBI- pa3-
MepBI IKXHUMO30B BapbupyroT oT 0,5 10 10 cM u Oosee B TuaMeTpe — UMEIOTCS MeJT-
KOTOUEYHBIC TIETEXNH;

3) nomuxpomHOCTB. Kak mpaBuiio, 0JHOBPEMEHHO OOHApY KUBAIOTCSI HA KOXKE
9KXMMO3bI Pa3HOW OKPAaCKU B 3aBUCHMOCTH OT BPEMEHHU HX ITOSBICHHS: OT SIPKUX
IypITypHBIX (purpura (JlaT) Kpacka TeMHOOArpoBOTO [[BETA) /IO CHHE-3€JICHBIX H JKeJl-
TBIX;

4) HECHMMETPHUYHOCTH. V310016 HHOH JIOKaIN3aliui KOXKHOTO TeMopparndec-
KOTO CHHJPOMa HET.

VY HEKOTOpBIX OOJNBHBIX YHMCIIO KPOBOM3IMSHUI HACTOJBKO BEJIMKO, YTO KOXKa
IpUoOpeTaeT CXOACTBO CO LIKypo# Jsieonapaa. IlosBieHune remopparuii B obnactu
TOJIOBBI CYUTACTCS CEPHE3HBIM CHMIITOMOM, YKa3bIBAIOIIMM Ha BO3MO>KHOCTH KPOBO-
n3MMsAHUA B MO3T. Kak mpaBniio, KpOBOTEUEHNSI OTMEUAIOTCSA BMECTE C KOKHBIM Te-
MOpparuueckuM cuHapomMoM. Hanbosee THITHUHBI HOCOBBIE KPOBOTEUEHHS, HEPE-
KO YIIOpHbIE, OOMIIbHBIE, BO3MOXHBI TAK)KE JIECHEBBIEC, MATOUYHBIE, JKEIYJOUHO-KH-
LIe4HbIe, ToYeuHble. KpoBoTeueHune npu ynajaeHun 3y00OB HaYMHAETCs cpa3y Hociie
BMeEIIATeNbCTBA, JUINTEIBHO, OJTHAKO, IOCJIE OCTAHOBKH, KaK PaBHJIO, HE BO30OHOB-
nsiercsi. Mnorna (npemioxeno W. Grosby, 1975) TIIII, xapakTepu3yromuiyocs Haju-
YyleM KPOBOTEUCHHH, HA3bIBAOT “BIAYKHOM ’, TIPU UX OTCYTCTBHH FOBOPST O “‘CyXon”
IypItype.

3a UCKITIOUCHNEM [IPU3HAKOB MOBBIIIEHHON KPOBOTOUMBOCTH, B OCTAJIbLHOM CO-
CTOsIHUE OONIBHOTO HE cTpajaeT. TemnepaTypa HOpManabHasl, HET CHMIITOMOB HHTOK-
CUKalUK; JIUMQOY3JIbl, IeYeHb, CeJIe3eHKa He yBenndeHsl. [Ipu pasBurum nmocrre-
MOpparuuecKoi aHeMUH MOTYT HOSIBUTHCS COOTBETCTBYIOIHE XKaJI00bl 1 N3MEHEHHUS
CO CTOPOHBI CEPJICYHO- COCYIUCTON CHCTEMBI; 3TH HapyLIEH!Us OBICTPO HOPMAJIH3Y-
I0TCSI TTOCJIE TMKBUALIUH AaHEMHH.

Bore3Hb MOXKET mpoTeKarh pa3inyHo. B OonbimuHCcTBe ciaydaeB y merei TIIIT
HAYMHAETCSI OCTPO, C BBIPAXKEHHBIX KIMHUYECKUX MPOsABIeHHH. OOBIYHO reMopparu-
YeCKHI KpU3 yJaeTcst KylmipoBaTh B TCYEHUH MecCsa ¢ JOBOJILHO ObICTpoii 0Opar-
HOM JINHAMHUKOM KIIMHUYECKUX CHMIITOMOB U BBI3ZIOPOBICHUEM HEPEKO Y)Ke uepe3
2-3 mecsna. . B aTux ciaydasix peds uiaer o rerepoummyHHoi popme TIIII, muist koto-
POt XapakTepHO OCTpoe TeueHHe (CPOKOM JIo O Mec.).

OpnHako nepBble KIMHUYECKUE POSBICHHUS 3a001€BaHUs HE ITO3BOJISIIOT OTHEC-
Tn KOHKpeTHbIN cirydail UTII x onpenencauoit popme. He Tombko BO Beex ciydasix
reTepOMMMYHHON TPOMOOIIUTONIEHUN O0JIE3Hb HAYMHAETCSI OCTPO ¥ OYypHO, HO U 60-
Jiee, 4YeM Y MOJIOBHHBI OOJIbHBIX 2y TOMMMYHHOM TPOMOOIITOIICHHEH ITepBbIe KIMHU-
YeCKHeE MPOSBICHHS ObIIIH OCTPBIMH, TI0O3TOMY 10 Hayally 3a00J1eBaHMs MIPEACKa3aTh
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nanpHeimee teuenne TIIIT TpynHo. IIpu ayrommmynHbx (opmax TIIIT Gonesns
MOYKET HaYMHAThCS KaK OCTPO, TAK U UCIIOIBOJIb, IOCTENEHHO, 0e3 BEIPayKEHHBIX OC-
TPBIX KITMHAYECKUX MTPOSIBICHHUH, KaK MMPaBUII0, 0e3 BUAUMOM MPUUKHBL. [1epBhIii kKpn3
y’Ke MOYKeT PUHUMATh 3aTSHKHOM XapaKkTep U, HECMOTPS Ha MIPOBOANMYIO TEPATIHIO,
KJIMHUKO-71a00paTOpHBIE TaHHBIE YACPKUBAIOTCS JUTUTEIRHO — O6oiee 1 mec. MHorma
Ha (oHe JIeueHNs TIIFOKOKOPTHKONIaMH MTPU3HAKK O0JIE3HH MCUYE3a0T, YUCIIO TPOM-
6onnTOB HOpManu3yercs. OHAKO MOCIIe MX OTMEHBI WITH TT0CIIe KaKol- T00 nHpeK-
1M (IIPOBOKALMK) BHOBb HACTYINAeT 000CTpeHUe, O0JIe3Hb MIPUHUMAET XPOHUYEC-
KO€ BOJIHOOOpa3Hoe TeueHue (bosee 6 Mec), Koraa epHoIbl yayUYIlIeHHs BHOBb CMe-
HSIOTCSI IEpHOAaMHU 00O0CTPEHHS M 3aTATHBACTCS HAa MHOTHE rofbl. [lomyanTs mosn-
HYI0 KJIMHHKO-TEMaTOJIOTHYECKYI0 PEMHCCHIO ObIBaeT oueHb TpyxnHo. Ilo mepuomy
0O0JIC3HU BBIJICIISIOT: 000CTpeHUE (KPHU3), KITHHHYECKYIO PEMUCCHIO (OTCYTCTBHE KPO-
BOTOYMBOCTH IpH coxpausitomeiics: TIT) 1 KIMHUKO-TeMaToJIOrHYeCKy 0 PEMHICCHIO,

[To crenenu TsHKECTH pasyingaroT Jerkyro (“‘cyxas” MypIrypa, TPOMOOIMTEI
>100-10%1), cpennerspkenyro (¢ BuaxHas™ myprypa, Tpomoouutsl 100-50-10°/1) u
soxenyto TIIIT. TTpu tsoxenont TIIIT HaGmrogaroTcst ATUTENbHBIE, OOMIBLHBIE KPOBO-
TEUEHHS, IPUBOAAIINE K AaHEMU3AIIH, BRIPAKCHHBIN KOYKHBIN TeMOpparinyeCcKUi CHH-
apom, TpoMOGouThl — MeHee 50-10%/11. Beienenue Takux popM HECKOIBKO YCIIOBHO,
T. K. CTETIeHb TPOMOOIIMTOIICHUH HE BCEIIIa COOTBETCTBYET CTETICHN KPOBOTOUHBOCTH.

IIPU JIABOPATOPHOM ucciieioBaHuU B IEPBYIO OUEPEb PETUCTPUPYETCS
CHIDKEHHUE YHCIIa TPOMOOLIUTOB B Nepudepruieckoil KpoBH (MHOTA BILIOTH JI0 10JI-
HOTO MX MCYE3HOBEHHS ), YUCIIO JICHKOIIUTOB B MpeJiesiaX HOPMBI, aHEMUSI IIPU OTCYT-
CTBUH 3HAUUTEIHHON KPOBOMIOTEPH HE MPOSBIIACTCS. YHCIO0 METaKapHOLIUTOB B KOC-
THOM MO3T¢e B nipejieniax HopMblI (54-114 B 1 mxon) wim yBenndeno. [Tpu T yunwas-
eTcsl BpeMsi KpOBOTEUCHHS (TIPEIIOYTUTEIbHEE ONpeIelsiTh MeTojoM bopxrpeBun-
ka-Baanepa — nepBuuHoe Bpemst KpoBoTeueHus: B HopMe 10-12 mun; Meton [Iproka
MeHee To4eH). Pe3ko Hapymiaercst peTpakuusi KpOBSHOTO CI'yCTKa, MHOTJa OHA He
HACTyTaeT BoBce (B HOpMe nHAEKC perpakunu 60-75%). [TonoxutensHb! IpoOsI Ha
JIOMKOCTb KamiUISIpoB (Mpo0a KryTa, MUIKa, 0aHoIHAas).

JANATHOCTUKA UTII ctpouTcst HA OCHOBAaHWUH XapaKTEPHOU KITMHIUYECKOM
KapTUHBI M YKa3aHHBIX TCCTAaX.

JTUO®OEPEHIUAJIBHBIA JUATHO3 npoBOJST ¢ CHMITOMATHYECKHMH
(BTrOpUYHBIMHI) TpoMOOLIMTONICHUIMU U HaciencTBeHHbIMU TIII1. [Ipu cummtomaru-
yeckux TIII kinHHYECKast KAPTHHA BO MHOT'OM 3aBHCHT OT OOJIE3HU, KOTOPOM CTpa-
naeT 0onpHOI. B OonpIieHCTBE ciyyaeB aHAMHE3 W MPOBEICHHBIC MCCIICIOBAHUS
MO3BOJISAIOT UCKIIIOUUTh CUMITTOMaTueckuid xapaxrep TII.

TpomOonuTONIEHNYECKNH CHHIPOM MOXKET OBITH NPOSIBICHHEM 3a00J1eBaHMH,
COIPOBOXKIAIOMINXCS THIOIIIa3uel kocTHOro Mo3ra (OJI, AA). lnarHocTHKe TOMO-
rafloT 0COOCHHOCTH KJIMHMYECKOW KapTHHBI: 00Ilee COCTOSIHUE JIeTel, CHMIITOMBI
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MHTOKCHKAIIUH, TOPAKCHHE BHYTPCHHUX OPraHOB — BCE 3T MPH3HAKH TO3BOJISIOT
ommmunth OJI, AA ot UTII. Pemaroriee 3Ha4eHNE UMEET MEEIOrpaMMa (OITyCTOIIe-
HHUE KOCTHOTO Mo3ra npu AA u Onactaas uauasTpanus mpu OJI).

AytonmmyHnHast TIT moxkeT ocnoxxanth Teuenne CKB, xpoHndeckoro remarura.
ITpu BeIpaxkennoi kaprune CKB nmuddepennmansuas nuarnoctuka ¢ UTII He cinoxk-
HA, HO B IPYTHX CITydasx clelyeT oOpamark BHUMAHHE Ha MAJIBIC CHMITTOMBI, TIOMO-
TafoIUe 3aI003PUTh CHCTEMHBIN MPOIEcC (HEaJIeKBaTHOCTh TSIKECTH COCTOSIHUS
HAMEIOIIAMCS TEMOPPArmIeCKUM TPOsIBICHUAM, Hapsiay ¢ TI1 pa3Butue anHemMuu, He
COOTBETCTBYIOIIEH TOW KPOBOTOYMBOCTH, KOTOpast ooycinosiena TIII, momkHb Ha-
CTOpaXKMBATh MPU3HAKH aKTUBHOCTH- JIEHKOIINTO3, yckopeHue COD, BHICOKHE OCT-
poda3zoBsie nmokaszarenu), orcyTcTBytomtue mpu MTIT. TTIIT MoxeT ObITh IEpBHYHBIM
nposisiienreM CKB, 0coOeHHO y 1€BOYEK-IIOIPOCTKOB, B CBSI3U C YeM IIOKa3aHbI ce-
POJIOTHYECKUE UCCIICIOBaHMS Ha ipeaMeT uckiroueHus CKB.

TIIIT MokeT HAOITFOAATHCS PH MATOMETAINH, OCOOCHHO Y JIETSH paHHETO BO3-
pacra. IIpu nuromeranuu TIIII coueraeTcsi ¢ mopaxxeHUEM JIpyrux OpraHoB U CUC-
TeM (4arie Bcero rematutoM). OKoHYATENbHBINA TUATHO3 YCTAHABIMBACTCS TIPU JI0-
MTOJTHUTEIBHBIX HCCIEOBAHIX (BRICOKHE TUTPHI crierudmnueckux Ig G, Ig M u mo-
noxwurenbHas JJHK-monmumepasHas ienmHast peakius).

[Ipu yMeHbIIIEHNH YHCITa TPOMOOITUTOB Y IETEH paHHETO BO3pacTa CICIyeT HC-
KITFOYUTH BO3MOXKHOCTh TCHETHUECKU 00YCIOBICHHOW TPOMOOIIMTOIICHUH (CHHAPOM
Bucxkorra-Onapuua). Cunapom Buckorra-Onapuya HacineyeTcs 1o pelieCCHBHOMY
THITY, CIIETUIEHHOMY ¢ X-XpoMocoMoi. bonerot manpauku. 3aboeBaHue MposBIsSeT-
Cs y’KE B TIEPBBIE MECSIIBI JKU3HHU; XapaKTePHBI MOBBINICHHAS KPOBOTOYHBOCTH, Yac-
Thie HH(EKIMK (BBUILY UMMyHOaeduiuTa), sk3ema. [Ipu cuaapome Buckorra-Oma-
pHUYa OTMEUaeTCs BpOXKACHHBIN Ae(EeKT TPOMOOIUTOB, OTCIONA UX ITOBBIIIICHHAS Pa3-
pymaemocts (TIT), B KpoBH MHOTO MEIKHX TPOMOOIHUTOB. /InarHocTudeckoe 3Have-
HUE UMeeT HU3Kul ypoBeHs Ig M.

JIEYHEHUE. I1pu nono3penun Ha TIIIT GonbHOM rocnuTanuzupyercs. [Ipu ko-
nrdecTBe TpoMOouuToB HiKe 30-10°/11 (KpUTHYECKUI YPOBEHB) MOT'YT OBITH CIIOH-
TaHHBIC KPOBOM3IUSHUS U YTPOKAIOIINE KU3HU KPOBOTCUCHHS, TO3TOMY OOJIEHBIC
TpeOyrOT 0COO0r0 BHUMAHUS [IPH TPAHCIIOPTHPOBKE (CAaHUTAPHBIA TPAHCIIOPT, TOPH-
30HTAJILHOE ITOJIOKEHUE). PEIKUM TOCTENBHBIN, B TAIHEHIIIEM PEXKHUM IIPEyCMaT-
pHUBaeT OrpaHUYCHHE TPABMUPYIOIIUX UTP W 3aHATHU. [IuTaHME NOMKHO COOTBET-
CTBOBAaTh BO3PACTHBIM MOTPEOHOCTSAM B MHUIIEBBIX HHTPATUCHTAX.

Jleuenue TIIII npeaycmarpuBaeT KynupoBaHHE TeMOPPAruyecKoro CUHIpoOMa 1
BIIMSTHAE HA MMMYHHOIIATOJIOTHYECKUH Mporiece. B ieaeHnn Hemonbp3yroT KOHCepBa-
TUBHBIC U XUPYPIHYCCKUE (CIUICHIKTOMISI) METO/IBI, KOTOPBIE CICIYET paccMaTpu-
BaTh KaK CJMHOE JTAIHOE JcueHUe. JIeueHne 0OBIYHO HAYNHAIOT C TIIFOKOKOPTHKOH-
JIOB, YaIle ¢ npeaau3oi10Ha (1,5-2 Mr/kr/cyT. BHYTpb). B TsDKENbIX citydasx 3Ta 103a
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MOXET 0Ka3aThCsl HEAOCTATOUHOU. B HacTosIIee BpeMsl OTMeUaeTCsl CTPEMIICHHE yBe-
JIMYMBATH CTAPTOBBIE J03bI PEHM30JI0HA C LIEJIBIO TIOBBIIEHHS MX 3P (eKTHBHOCTH,
B TSDKEJIBIX CITydasix 70 4-8 MI/KI/CyT. BHYTPb B TEUCHHUE HEJICNH C TTOCIIEYIOLINM UX
cHIDKeHHEeM. DPQeKT Tepariu 00bIYHO ITPOSIBISIETCSI B IEPBbIE AHM JieueHus. BHaua-
JIe ICYe3aeT FeMOPParndaecKuil CHHIPOM, 3aTeM HAYMHACTCS YBETMUCHHE YHCIIa TPOM-
6onmToB. IlepBble TOPIUK TPOMOOIIUTOB IOYTH LIEIUKOM YXOIST Ha “HONKOPMKY
sujoTenus. [laxe npu OTHOCHUTEIBHO OBICTPOM 3P QeKTe TOPMOHAIBHYIO TEPAIHIO
PEKOMEHTyEeTCs IPOBOAUTH B UCXOHOM J103€ B TeueHUe 3-4 He/leNb ¢ MOCIEAYOIINUM
MTOCTETICHHBIM CHW)KEHUEM J03bI (KaKIble 5-7 AHEH Mo 5 MT)I0 MOJIHON OTMEHBHI.
CymIecTByIOT CXEMBI JICUCHHS MPEPBIBUCTHIMU KYyPCAMH TITIOKOKOPTUKOMAOB. [Ipn
orcyTcTBUH 3 (heKTa OT JIeueHHs IPEHU30IOHOM IPUMEHSIOT KypcaMu JieKcameTa-
30H (0,6 MI/KT/CYT. B TeueHUE 4 THEH KaXKable 28 THEi) ¢ MccaeJ0BaHHEM TPOMOOIIH-
TOB Ha 5, 18, 28 1eHb OT Hauasa JIeUeHus, MOXKHO IIPOBECTH JI0 TAKUX KYPCOB.

Xopoumii a3hexT nocTuraeTcs Npu Je4eHUN BHY TPUBEHHBIMH HMMYHHOITIOOY -
nmuramu (BBUI'). BBUI — npenapar HopMasibHOTo moiucnenuduaeckoro IgG, mo-
Jy4EHHOTO U3 ITyJla CBIBOPOTOK HECKOJIBKUX THICSY IOHOPOB, C TAKUM JKE pacIpese-
JICHUEM I10 CyOKIJIaccaM, Kak ¥ B HOPMAJIbHOW CBIBOPOTKE, U IIEPUOOM MOTyBbIBEIC-
Hus okoJio 3 Henl. B nmpenapare copeprxutcs Bech HopManbHbli criektp 1gG, Brimoda-
I0IIMH B ce0st aHTUTENa K 9K30TeHHBIM aHTHI'€HAaM, €CTECTBEHHBIEC aHTHTEJIA K ayTO-
AHTHTCHAM U aHTHUAMOTUITUYCCKUC aHTHTENA K ayToaHTuTeaaMm. OCHOBHBIM MeXa-
HuzMmoM paevictust BBUI npu stewennn UTII siBisiercs 61okana Fe-penentopos kie-
tok POC. BBUI" HaszHauaercst B mo3¢ 1000 mMx/kr ogHOkparHO i 2000 MK/Kr B
TedeHue 2-5 aHeit. OgHUM M3 ydIIUX MpenapaToB cuntaercs “CaHmormoOynuH”.
Croiikas KITMHAKO-TeMaTOJIOTMYeCcKasi PEMUCCHSA TOcIe |1-ro Kypca JedeHns oTMeda-
ercsiy 25-30 % GonbHBIX. BO3MOXKHBI TOBTOPHBIE KYPChI BBEICHNSI UMMYHHOTIO0Y-
JINHOB, UX COYETAHUE C MPEIHU3ZOIOHOM.

W3 6noxaropos kierok POC napsny ¢ BBUI (mpexnodrurensHee B yrpoxaro-
IIUX KU3HU CUTyaIusx ) B aedeHun 60nbHbIX ¢ UTTI npumMensiercs antu- D — uMMyH-
HOTIOOYMH (aHTH-D), paHee UCIoIb30BaABIINICS B aKyIIEPCKON MPAKTUKE JIST TIpe-
yTIPEKICHNS TEMOIMTHYECKON OO0JIE3HN HOBOPOXKIEHHBIX. AHTH-D mpeacraiser
CTEpHIIbHYIO JIMO(UIIBHO BBICYIICHHYIO (pakiuio IgG, coaeprkalioo aHTuTena K
Rh (D) OnrrumassHO¥ pu3HaHa Kypcosast 103a 50 M1/ Kr. BoaMo)kHO offHOKpaTHOE
BBEJ/ICHHE BCEil 103bI B/B WM ApOOHOE BBEJCHUE B/B WM B/M B T€UEHHE 2-5 aHEH.
Tepanus anTu-D mo3BonseT JOCTHYB MOTHOTO TE€MaTOIOTHYECKOro oTBeTa y 72 %
nereit ¢ ayroummyHHoi TIIIT (M Andrew u coaBt., 1999r.) [ToBTOpHBIE BBEACHUS
npemnamnpara He MeHee d3Q(eKTUBHBI, ueM repBoe. OCHOBHBIM TO00YHBIM 3 hexrom
aHTH-D sBIsIeTCS TPAaH3UTOPHAS TEMOUTHUYCCKAS AaHCMHUS.

[Tpn HeahheKTHBHOI KOHCEPBATHBHOM Tepariuy BOZHUKAIOT IIOKa3aHuUs K CILIe-
HAKTOMUH (depes 6-12 Mec OT Havasa JIeYeHus ), KOTopast sIBJSIETCSI 2-M TaIloM Jieue-
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nust UTIL. JleueOnblid 2 dekT oT NIIOKOKOPTHKOUAOB, Oia0KkaropoB kieTok POC n
CIUICHOKTOMUU CBSI3aH C MX BIMSHHEM Ha MMMYHHOIATOJIOTHYECKHH MPOLece Mpu
TIIII. B 75% cnyuaes npu ayroummyHHO# opme UTII crisieHsKTOMEsI IPUBOIUT K
BbI30pOBICHHIO. Jlaxe npu HeadhekTuBHOMN CIICHIKTOMIHK OoJiee YyeM y 1/2 6ob-
HBIX KPOBOTOYHMBOCTH MCYE3AET, XOTS YPOBEHb TPOMOOIIUTOB OCTACTCA HU3KHUM; Y
4yacTH HabrogaeTcst oTcpodeHHbIH dddexT oneparun. OnHON 13 TPUIUH HeIPPeK-
TUBHOCTH CIUICHIKTOMUH MOJKET OBITh HAJIMUME HEYJaJICHHBIX BO BPEMsI OIIEpPALIH
J00aBOYHBIX CEJIE3EHOK, YaCTOTa BBISIBICHHS KOTOPBIX BapbUPYET, 110 JaHHBIM pa3-
HbIX aBTOpoB OT 10 110 25 %. [ToTeHmanbHbIMI (PAaKTOPAMHU PUCKA CIUIEHIKTOMHHU
SIBIISTIOTCS TEXHUUECKHE CII0KHOCTH BO BpeMsi onepaiuu y 6onmbHbIX ¢ TTIIT, kak mpa-
BUJIO, JUTUTEIHHO MOMyYaBIINX TOPMOHAIBHYIO TEPANNio, Pa3BUTHE KPOBOTCUCHUN
BO BpeMsI ONEpalfii U TOCJICONEPAlMOHHOM IIEPHOIE, a TakkKe HH(EKIIMOHHO-CeI-
THUYECKHUE OCJIOKHEHNUS. YIaJICHHE CEJIe3eHKH OTPHLIATEIIFHO BIUSET HA UMMYHHOJIO-
T'MYECKYIO pEaKTHBHOCTb OpraHn3ma pedenka. Cene3eHka sIBISIeTCS] €ANHCTBEHHBIM
HCTOYHUKOM Ta()TCHHA, OHOM 13 (ppakiny raMma-riio0yIMHOB, KOTOPBIN BIMSET HA
(aronuTapHyr aKTHBHOCTD HEHTPO(HIIOB M PETYITHPYET AeATEIbHOCTE T- 1 B-nm-
¢douutos. [lehuuut TapTCHHA IPUBOIUT K CHIDKCHHIO (haroiuTapHOi aKTHBHOCTH
nerikouutoB u penpeccun POC. B HacTosiiiee Bpemst albTepHaTUBOM CIUIEHIKTOMUU
SIBJISIETCS IPOBE/ICHNUE PEHTICHOAHI0BACKYIIIpHO# okkimo3nu (PDO) cenesenku. Ona
HE YCTymaeT e 1o 3(p(GEeKTUBHOCTH U UMEET MUHUMAaJIbHOE KOJIMYECTBO OCJIOXKHE-
HUH, 0c00eHHO y O0sIBbHBIX ¢ TiryOoKoit TTI

Cremyronim 3TaroM SBISETCS Tepays UMMYHOACTIPECCaHTaMU (IIUTOCTAaTHKA-
MH); B TIEIHATPUN ATO OE3yCIIOBHO Tepamwsl OT4asHus. ITO 00yCIOBIEHO HE TOIHKO
1X 0OIIEN3BECTHBIMA OCIIOKHEHUSAMHE, N3TI0KEHHBIMH B pa3zene jedenus OJl, Ho n
BO3MOYKHOCTBIO IIUTOCTATHKOB ITOBPEXK/IATh IIOJIOBBIE XKEJIE3bl, BBI3BIBATH XPOMOCOM-
HBIE TIEPECTPONKHU, CHU)KATh IPOTUBOOIYXO0JIEBbIH UMMYHHUTET. [lo3TOMY Ha3HauaroT
sti nipenapartsl 6obHBIM W TIT Toneko npu HeaddexrnBHOCTH cruteH kTomMun. 13
IIUTOCTATHKOB MPEAMIOYTHUTEIIFHEE HCITOIh30BaTh BUHKPUCTHH 1,5 Mr/mM? B/B CTpyHHO
1pa3 B Heemo, Kypc JieueHus 3-6 Helelnb Wil BUHOIACTHH (pa3oBast 103a B 2 pa3a
BbIIIE). B mocneanue roasl B Tepanuu OOJBHBIX cO crepouaopesucteHTHOH WTII
HaXOJIUT yCIEIHOE NPUMEHEHNE MHTEP(PEPOH-,, ABIAIOIMICS aKTHBHBIM (PH3HO-
norundeckuM peryisitopom (1500000-3000000 ME 3 pasa B Hepento 1/K WiH B/M B
TeueHne 4 u Gornee HexeNb B 3aBUCHMOCTH OT HOJydaeMoro agdekra). MexaHusm
nevictBus npenapara npu UTIT octaercst moka HesicHbIM. OJJHAKO OYEBUJICH €r0 HH-
rubupyromunit 3pGexT Ha NPOAYKIMI0O HMMYHHOIIIOOYIMHOB B-KieTkaMu 3a cuer
YHUUTOKEHUS M3JIUIIKOB TOMYISAUN KIOHATBHBIX — JIUM(OINTOB, BOBJICYCHHBIX B
BEIPAOOTKY ayTOAHTHUTEIL.

[TonoxurenpHbI 3PEKT AAIOT YepeyIonecs: Kypchl IPenapaToB, CTUMYIIN-
PYIOIINX aJre3MBHO-arperallMOHHYI0 aKTHBHOCTH TPOMOOLIMTOB — TUIIMHOH, aJIPOK-
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coH, utus cykuuHat, e-AKK (cnocodna n narnbuposars puOpuHONIN3); Ha3HAUe-
HUE ICTPOTCHOB, MPOTECTUHOB MPH MAaTOYHBIX KPOBOTCUCHHsIX. TpombOomacca He
MOKa3aHa, T. K. BOBMOXKHO ycyryOneHue Tpombonmronusa. [Ipu rirybokol anemusa-
LMK Ha (POHE KPOBOIIOTEPh MOKHO MTEPEIUTh OTMBITBIC 3pUTPOLUTHI (8-10 MiT/KT.)

MecTHO MPUMEHSIIOT reMocTaTHIecKyto ryoky, e-AKK, agpakcon u ap. cpen-
ctBa. BONBHBIM HeElb3st HA3HAYATH JICKAPCTBA, HAPYIIAOIINE arperalliOHHbIC CBOM-
CTBa TPOMOOIIUTOB.

IMPOI'HO3, kak npaBuiio, O1aronpusThIi.

[Tocne BeIMUCKH U3 cCTalMOHApa OOIBHON HAXOMUTCS Ha []- yueTe B MOJUKINHU-
Ke y remaTosiora B TeueHue 5 yieT. Ha 1-M roxy mocie BBITUCKH peOSHOK OCMaTpHBa-
etcs 1 pa3 B 1-2 mecsna, Ha 2-M 1 pas B 3 Mecsina, 3atem 1 pa3 B momyroaue. [Tocie
BCSIKOI TIepeHeceHHON NH(EKIK 00s13aTeIeH KOHTPOJIb TPOMOOIIUTOB. B Teuenue 1
rojia MoCIe BBI3IOPOBICHHS MPO(. MPUBUBKU MPOTUBOIIOKA3aHBI, B JaJbHEHIIIEM
BOTIPOC PEIIACTCS WHAUBUIYAIBHO (B 3aBUCUMOCTH OT SMHJIIOKA3aHUH U pa3perie-
HUS IMMYHOJIOTa TPU HOpMajibHOM TpoMOouuToB). [Ipu croiikoit TTI, ropmoHab-
HOW Tepanuy MKOJIbHUKAM IT0Ka3aHa yueba Ha JOMY, IaJAIIHi OT TPABM PEKHM.
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FrEEMOJINTUYECKMUE AHEMWUU

AHEMMSI (anaemia, rped. an- 1 haima — 6eCKpoBHe, CHHOHUM MaJIOKPOBHE) —
COCTOSIHHE, XapaKTePHU3YyIOIIEeCs YMEHBIIEHUEM YHCIIA SPUTPOLIUTOB U CHUKEHUEM
YPOBHSI reMOIVIOONHA B €AMHHIIE 00beMa KPOBH.

Mo knaccudukammu I'. A. Anexceesa (1970), aneMun JensT Ha TP OCHOBHBIC
IPYMIIBL: BCJIEACTBUE KPOBOMOTEPD — MOCTIEMOPPATNUECKUE; BCISICTBIE HAPYILIEH-
HOTO KPOBOOOpa30BaHMUs; BCIECICTBUE TOBBIIIEHHOTO KPOBEPA3PYIIEHHS — T'eMOJIH-
THUYECKHE.

Kak ykaspiBaer A. Y. BopoObes (1985), kiaccuduimpoBanue aHeMuii Ha OCHO-
BE IaTOreHe3a U HAa30JIOTMYECKOEe KIacCU(PUIIMPOBAHNE aHEMHI HEBO3MOXKHO C I10-
3UIUIA HAYYHOH CTPOTOCTH, IIOCKOJIbKY KaXK/Iyl0 aHEMHIO HEJIb3sl BMECTUTh B PAMKH
IPYIIIBL, K KOTOPOW OHa NMpuHaUIeXuT. Hanpumep, nmocrremopparinyeckas aHeMHus
JKeJIe30e(PUIUTHASE OTHOCUTCS K IPYIIIC aHEMUH, CBA3aHHBIN C KPOBOIIOTEPEH, U K
rpyIIe aHEMHUH ¢ HapyIeHnsIMH 00pa3oBaHus KpoBH. K aHeMusM, BEI3BAHHBIM Ha-
pyILIEHHEM KPOBOOOPA30BaHMUS B AETCKOM BO3pACTE, OTHOCAT Kele301e(HIUTHYIO,
BUTaMHH-B -(oneBo-/1epUIMTHYIO U arTacTHYECKUE aHEMHH.

3a pyOeKoM B OCHOBE KiIacCH(MKAlMM aHEMUH JISKUT CPEHUIA SPUTPOLHTAp-
Hbli 00beM (CDO) spurpounToB. COOTBETCTBEHHO BBIACISIOT MHKPO-, MAaKpo- 1
HOpPMOLUTApHbIE aHeMUU. DopMa IPUTPOIIUTOB — CEPIIOBUIHOKIETOUHAS, AaHEMUS,
MHIICHEBUHAS U T. 1.

K MUKPOLIUTAPHBIM AHEMMUSIM oTHOCSTCS: Kelie30A¢(hUIIUTHAS aHEe-
MU, Majasi 1 OosipIasi b-tamaccemMus, OTpaBJICHHE CBUHIIOM, aHEMHH NP XPOHU-
YeCKHX 3a00IeBaHNUSX.

MAKPOLUTAPHBIE AHEMMMH 4acTo cornpoBOKAAIOTCS METalI001acTO30M
KOCTHOTO MO3Ta, I09TOMY M KIIacCH(ULIUPYIOTCS [0 HAJMYHIO WK OTCYTCTBUIO Me-
rago0nacrosa.

METAJIOBJIACTHASI AHEMMSI nabmonaercs npu neuunre Buramuna B,
1 QoJIMEeBOIt KMCIIOTHI, TPUMEHEHUH JIEKaPCTBEHHBIX CPEJICTB, HAPYIIAIOIINX MeTa-
605i3M (OJIMEBOI KUCIOTHI (METOTPEKCTaT, TPUMETONPHUM), OOJIE3HIX OOMEHa Be-
mecTB (OpOTOBas AUy PHs), BBLACISIOT TAKKe THAMHH-3aBHCUMYIO aHEMHUIO.

N30 IJUMPOBAHHASI MAKPOLIUTAPHASI AHEMMS (6e3 merabnacto-
3a) BCTpedaeTcs IpH 3a001€BaHUAX NIEUCHH, IIOPAKEHNU KOCTHOTO MO3Ta, THIIOTHPE-
03€, IPIMEHEHUH HEKOTOPBIX JIEKAPCTBEHHBIX CPEJCTB (BaJIbIIPOEBAst KUCIIOTA).

HOPMOLIMUTAPHBIE AHEMMM uaie BO3HUKAIOT IPU KPOBOTEUEHUSX, I'e-
MOJIU3€ U CHUKEHUH MPOTYKIUU 3PUTPOLIUTOB.

IIpn KPOBOTEYEHMWMU Heo0X0AMMO BBISIBUTH UCTOYHHK KPOBOTEUEHHUS.
OcTtpoe KpOBOTEUEHHE CONPOBOXKAAETCS MPONOPLUOHAIBHON MOTEpPEH IIa3Mbl U
KJIETOK, Ho3TOMY ypoBHH HB 11 Ht He n3MeHstoTcs. AHEMUs BO3HHKAET TOJIBKO MOCIIe
BoccranoBnenust OLIK (mpumepno uepe3 3 cyTok). PeTukynonuTo3 BO3HUKAET uepe3
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6-12 gacoB nocie KpoBOIIOTEPH B CBS3M C MOOMIIM3AIMEN 3a11acoB KOCTHOTO MO3ra;
pa3BepHyTasi FeMOJIUTHYCCKast KapTUHA HaOmomaeTcs yepes3 5-10 cyT. XpoHudeckas
KpPOBOMOTEPS MPUBOANT K ACPHUINTY jkene3a U, KaK CIEICTBHE, K MUKPOIUTO3Y U
YMEHBIICHHIO YUCIIA PETUKYIIOIIUTOB.

TEMOJIMTUYECKHUE AHEMMM pa3BuBaroTcs B pe3yibTare MpexIeBpe-
MEHHOTO pa3pyLIeHHsI 3PUTPOLIMTOB U BKJIIOYAIOT MHOXECTBO 3a00J1€BaHUH.

MNPUYMUHAMM remonnza 5puTpOLUTOB MOTYT ObITh: MEXaHUYECKOE ITOBPEK-
JICHUE SPUTPOLUTOB (MCKYCCTBEHHBIE KJIalaHbl Cep/Ila, TPaBMa), TEPMHUYECKOE I10-
BPEXKICHNE, MUKPOAHTHONIATHH, THIIEPCIUICHU3M, ayTO- ¥ M30MMMYHHBIC aHEMUH,
OoTpaBJeHus TpubaMu, 6oje3Hb BuiibcoHa (MOBBIMIAETCS YPOBEHb MEIH B KPOBH),
nH(}EKIMOHHBIE 3a00IeBaHNS, HAPYIIIEHHE CTPYKTYPhI MEMOPAHBI YPUTPOIIUTOB, Te-
MontoOuHa, pepmenTornariy. OTcoa BCe TeMOIUTHIECKIE aHEMUH JIETISTCS 1O TIPHH-
LUy YTOYHEHUS (DaKTopa, BBI3BABIIETO IEMOJIU3.

HaciienctBeHHBIC aHEMUU JICISATCS HA CICIYFOIIIE TPYIIIIBL:

1. C HapyuieHneM MeMOpPaHbI SPUTPOLIMTOB — HACISACTBEHHBIN MUKPOChepo-
LUTO3, HACJICACTBEHHBII OBAJIOLUTO3.

2. Cpsi3aHHBIC C HAPYIICHHEM aKTUBHOCTU ()EPMEHTOB SPUTPOIIUTOB — jgedu-
LIUT IJTI0K030-6-hocdarierniporutasel.

3. Cssi3aHHbBIC ¢ HAPYIICHUEM CTPYKTYPbI U CHHTE3a reMoriiabuna — [3-raac-
CEMHS M CEPIIOBHTHOKIICTOUHASI aHEMHSI.

W3 HacieIcTBEHHBIX TEMOJIMTUYCCKAX aHEMUH y IETSH Yalie BCTPEYaeTCs] MUK-
pocdeponnTos, pexe ObiBacT Aeduuut y-6-JI. B Tponnyeckux crpaHax pacmpoct-
paHEHBI CeMEHHBIE TalaCCeMHUs U CEPIIOBHIHOKICTOUHAs aHeMus. V3 mpuobperen-
HBIX aHEMUH Yalle BCTPEIaeTCs — TeMOJIUTHIECKask 00Ie3Hb HOBOPOXKACHHBIX, B TPO-
MMUKaX — aHEMUH, 00YCIIOBIICHHBIC EPHUIIMTOM BUTAMUHOB, [TAPa3UTAPHEIC.

JAUATHOCTUKA. B o3y reMOTUTHYECKON aHEMUH CBUICTEIILCTBYET OJIe/I-
HOCTH KOXKHBIX ITOKPOBOB C JKEJITYIIHBIM OTTCHKOM, MHOT/IAa BHE3AITHO BO3HUKIIIKE.
ITpu naboparopHoM 00CIIEIOBAHNN OTMEYAETCS MMOBBINIEHUE YPOBHS HEMIPSIMOTO O1-
TUpyOUHA B CBIBOPOTKE, CHIDKEHIE CBIBOPOTOYHOTO TallTOIIOONHA, TIPH TSKEJIOM T'e-
MOJIN3€ — CHUYKEHHE TeMOTI00MHa ¥ TeMorioOnHypust. OTMedaeTcst uaMeHeHue Ghop-
MBI SPUTPOLIUTOB: MUKPOC(EPOIMTHI, MUIIIEHEBUIHBIE U T. /1. [lanbHeliee odcieno-
BaHUE BKJIFOYAET IpoBeaeHue mpoosl KymOca, anekrpodopes He, onpenenenue oc-
MOTHUYECKOW Pe3nCTeHTHOCTH. OCMOTHYECKasE PE3UCTEHTHOCTD TPH IT'eMOJINTHYEC-
KHX aHEeMHUSAX pe3Ko CHIKaeTcs. O6s3aTeNbHO HCCIeAYeTCs TeMMOTrpaMmMa C TIojicye-
TOM YHCJIa PETUKYIIOINTOB. B 3aBUCHMOCTH OT CTENIEHH TeéMOJIN3a OTMEYAETCs POCT
YHCIIa PETUKYIOUTOB. BO BpeMst TeMOTUTHYECKIX KPU3UCOB YHCIIO HX MOXKET JOC-
TurHyTh 100%. Yncno TpoMObonuTOB Beeraa B HopMe. Uncio JIeHKOIUTOB B IIEPHOJ
KPH3HCOB PACTET, C HEUTPODMIBLHBIM C/IBUTOM B JIeBO. B 3aBHCHMOCTH OT ypOBHS
[erHoro moka3zarenst (L[[1) anemun MOTyT OBITH HOPMOXPOMHBIC, TUIIOXPOMHBIE,
THIIepXpOoMHBIe. Bece remonutudeckne aHeMUd — HOPMO — WJIM THIIEPXPOMHEIE, 3a
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HCKJTFOUYCHHUEM TAJIACCEMUH, KOTOpasi BCerna THIoxXpoMHasi. OTMeqaeTcsl CHIDKCHUE
qyclia 3PUTPOLUTOB U ypoBHs HB, a Takke M3MCHEHUE 3PUTPOLUTOMETPHYCCKON
kpuBoit [paiic-JI>xonca. Ecnu cpeaauii amaMeTp HOpMaIbHBIX SPUTPOIUTOB 7,2-7,5
MKM, TO IIPY T€MOJIUTHYECKUX aHeMusix kpusas [Ipaiic-J[>xoHca pacTsiHyTa 3a cueT
AHU3aIMTO32, MMOCKOJIbKY UMEIOTCS AQPUTPOIIUTHI ¢ TUAMETPOM OT 4 110 9 MKM 1 60-
nee. Peaknus KymOca, kak mpaBuiio oTpurareibHas. KocTHbI MO3T oueHb Oorar
KJICTOYHBIMH JIEMEHTAMU 32 CYET TUIICPIUIa3HU KPACHOTO POCTKA.

TAJTACCEMMSI (mumeneBuiHO-KIICTOUHAsI aHeMus, Oone3nb Kynn) xapak-
TEPU3yeTCsl MOBPEKIACHUEM (JIeTeueil TeHa, OTBETCTBEHHOTO 3a CHHTE3 O-IIn
B-uemneit, IIpu O-TamacceMun HapylieH cuHTE3 O-rierneil. II0CKOIbKY AaHHas IEelb
BXOJIUT B COCTAB BCEX HOPMAJIBHBIX (PpaKIiil reMorio0nHa, IPH a-TaJaCCEMUH Ha-
OJIFO/IaeTCsl pAaBHOMEPHOE CHMIKEHME JTHX Iieneil. B ocHoBe [3-ranacceMun JexUT
HACJIEICTBEHHOE YrHETEeHHE [3-1iereid, BXosmx B coctaB HBA. Onucansl ciiyyan
Y-, &, B-rasaccemuu ¢ HapyIeHHEM CHHTE3a COOTBETCTBYIOIINX [ierei rioduna. Yare
BCTpeyaercs [3-rajgacceMusi.

Tamaccemus pacripocTpaHeHa B OCHOBHOM B 30HE CyOTPOITMYECKOTO KIIMMaTa, B
CpenmnzemHoMopbe, cpenu HaceneHus: FOro-Bocrounoii Asuun, Adpuku, Ha OCTPO-
Bax Tuxoro okeanbl. CIOpaiuecKue CIIy9an BCTPEYAOTCS BO BCEX PaiOHaX 3eMHO-
IO IIapa, OHU SIBJISIFOTCS CIIOPANICCKH BOSHUKITMMH MyTanusiMu. [1oCKoIbKy reMo-
3HTOTHI TOTUOAIOT, HE JOCTUTHYB JCTOPOJHOTO BO3PACTa, TO OTOODP HIET B IOJIB3Y
TeTepO3UTOT.

MAJIAS TAJTACCEMMUS (HocuTebCTBO MPU3HAKA O-TaJacCeMuu).

I'eteposunotHas popma (O-TaracCeMU COMPOBOKIAETCS HE3HAYUTEIFHON aHe-
Muel. YpoBeHb remorioonna B cpenteM Ha 20-30% Hmke BO3paCTHON HOPMBL. DPHUT-
PLUHTHI THIIOXPOMHBI, OTIIHYAF0TCS MEKPOITUTAPHOCTHIO, OTMEYAETCsI IIOMKHIIO- H OBa-
JIOLIUTO3 ¥ 4acTo IpyObie 6a30(riIbHBIC BKITIOUCHHS, BCTpeuaroTcst MUIICHEBHTHBIC
KJICTKH, HO B HEOOJBIIIOM KOJHYCCTBE;, UX HE CIIEAYECT PacCMAaTpPHBATh B KaYeCTBE
cnenn(prIecKoro Juis TalaceMHUHU Mpu3HaKa, MOXKeT YMEPeHHO COKpPAaIIaThCs Mpo-
JOJDKUTEIBHOCTD JKU3HM SPUTPOIHUTOB, OJHAKO SBHBIC MPHU3HAKU T'€MOJIN3a, KakK
MIPABHUJIO OTCYTCTBYIOT. YPOBEHB JKeJie3a B CBIBOPOTKE HE M3MEHEH HITH MTOBBIIICH.

VY HOcuTenel reHa TalacCeMUU HEPEIKO OMMOOYHO CTaBAT JHMATHO3 JKEJIe30-
JNePIUUTHOW aHEMHH, 110 TIOBOJY YEro UX B TCUCHHE JITUTEIHHOTO BPEMCHHU JIeUaT
npenaparami xkenesa. bonee uem y 90% nun, Hocuteneil rena, yposens HBA2 mno-
BBIIIEH /10 3,4-7,0%, 4TO MMeeT TuarHocTudeckoe 3HaueHre. [10uTu y moIOBUHBI U3
HUX HECKOJIBKO TIOBBIIIEH (B mpeaenax 2-6%) ypoens HaF.

Ecnu math wim oTen ABIAIOTCSA HOCUTENSIMH TeHa, TIPU KaKI0i OepeMeHHOCTH
PHUCK pa3BUTHUS OOJNBIION TamacceMHH cOCTABISET 25%. METOMUKY, TO3BOJISIONIHNE
MIPOU3BECTH 3200 KPOBH ILIO/A, CO3IAI0T BOSMOKHOCTD €€ MpernaTalbHON TUarHoC-
TuKd. C MOMOIIBIO MPSIMON aACIMPAIIMY KPOBH M3 BEH IUIAICHTHI IPU (HETOCKOITHH,
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BEITONTHsIeMON B 16-20 Henens OepeMEHHOCTH, MOKET OBITh IMOJTYeHA HEeOOJbIas
npoba kpou mwiona. Ee uakyOupyror ¢ neiiunsoM “C, mocie 4ero Mo)XHO Koiude-
CTBEHHO OIICHHUTH CHHTE3 a-, Y- 1 O-1leTeil. ¥ TOMO3HTOTHBIX MO O-TaTacCEeMHH ILI0-
JIOB C MTOMOIIBIO 3TOTO METOAA YAAETCS MPOIEMOHCTPUPOBATH 3aMETHOE CHIDKCHIE
cUHTEe3a Ol-1IeTen.

BrLsiBIIeHIEC TOPAKCHHBIX IUI0O0B CMOXKET OBITH OCYIIIECTBICHO IIPU UCTIONB30-
BaHUM (PCPMCHTOB, OTPAaHHYUBAIOIINX SHIOHYKIIea3y, it ananmu3a JJHK ¢pubdpobdia-
CTOB, IOJTYYCHHBIX 3 aMHACTHYCCKOHN KHUIKOCTH. broncus Tpoho01acToB mo3Bos-
€T YCTaHOBTh JIMAHO3 Yy TJ10/1a B Bo3pactel0-12 Henenb.

Bonbmas B-tanaccemust (romo3urotHas popma) mpoTeKaeT TSHKEIO BCIEACTBHE
reMOoJIM3a ¥ HapyIIeHHOTO dPUTPOonod3a. M3BecTHa Kak 60ne3Hb Kymu.

[Tarorenes. [Ipu TanacceMun He CHHTE3UPYETCS WM MAJIO CHHTE3UPYETCSI OlHa
u3 nernei mobuHa. B HopMe cuHTE3 1ierelt cOanaHcupoBaH U CBOOOIHBIX €Nl HeT.
[Ipu TamacceMuu MOSIBISTIOTCSI U30BITOYHBIC IIETIH ITIOOMHA, YTO SIBJSICTCS TIIABHOU
MIPUYUHON HEIPPEKTUBHOTO IPUTPOITI0I3a. DPUTPOKAPUOLIUTHI PA3PYIIAIOTCS B KOC-
THOM MO3T€, a SPUTPOLUTHI U PETUKYIOLUTHI HEPUPEPHUISCKON KPOBU — B CETIC3CHKE.
IMpu B-TanmaccaMuy MPOUCXOIUT M30BITOYHOE HAKOTIIICHHE B SPUTPOIUTAX (heTasb-
Horo remonioonHa (HBF), koTopsiii 001a1aeT OBBIICHHBIM CPOJICTBOM K KUCIIOPO-
Iy, B pe3yJIBTaTe pacTeT TKAaHEeBas THIIOKCHS, HAPYIIASTCS POCT M pa3BUTHE PEOCHKA.
W30bITOK MUETIOKAPUOIITOB B CKEJICTE BBI3BIBACT JIe()OPMAIINIO KOCTEH.

KJIMHUYECKAS KAPTUHA. [IposiBnenus 000N TamacceMUn HaunHa-
IOTCS Ha TIEPBOM IOy JKU3HHU. XapakTepHa OJIETHOCTb, TSHKETIast aHEMHS — TeMOTJIO-
6uH 10 60-20 /i1, 3puTpoLHTHI 10 2 MiIH. B Maskax nepudeprudeckoil KpoBU-MHIIIE-
HEBUJIHBIC SPUTPOLUTHI AHU30- U MMOUKIIIONUTO3, THIIOXPOMISI IPUTPOIIHTOB.

VYBenu4yeHue yucia KJICTOK S3PUTPOUIHOTO POCTKA B KOCTHOM MO3Te, SIBJISETCS
HE UCTHHHOW TUTIePIUIa3uel KPAaCHOTO POCTKA, a pe3yIFTaTOM HAKOIUICHUS (DyHKITH-
OHAJILHO HEIOJHOICHHBIX dPUTPOUIHBIX JIEMCHTOB. YBEIHUYCHHE HX COJCPKAHUS
MIPOUCXOIUT 3@ CUET HAKOIICHHS SIPOCOACPKAIINX KIETOK KPACHOTO POCTKA, HE
CIoCOOHBIX K auddeperipoBKe, T. €. oTMedacTcst Hed(HEKTUBHBIN IPUTPOITOI3.

Kpome anemun u KenTyxH, Ui TaJacCCEMUH XapaKTEPHBI OTCTABaHUE B POCTE U
N3MEHEHHsI B KOCTHOH TKaHH (0COOEHHO CO CTOPOHBI KOCTEH depera), nedopmariys
yepera, NpuBosias K GopMupoBanuto “numa 6omsHOTO anemuei Kymn” — Oarien-
HBII Yepen, YBEIIMYCHHUE BEPXHEH YEIIFOCTH, MOHTOJIOUTHBIN pa3pes Iia3, BEICTYILIC-
HHUE PE3LOB U KIJIBIKOB C HApyIICHHEM MpUKyca. PEHTTeHOIOTHYEeCKH OTIpeiesieTCs
CHMIITOMOM “‘BOJIOCATOTO 4eperna’ Wik “‘€KrKa”, TaK Ha3bIBA€MbIM MTOJIBIATHIN T1e-
puocto3. B UIMHHBIX TPyO4UaThIX KOCTSAX PACIIMPEHBI KOCTHOMO3TOBEIE TOIOCTH,
KOPTHKAJBHBIH CIIOH UCTOHYECH, YaCThI TATOJIOTUICCKUE TICPEITOMEI.

PanHMiT npr3HAK TAJIACCEMHUH — 3HAYUTEILHOE YBEIIMYCHUE TICUCHHU M CEJIC3CH-
ku. [Ipu pa3BuTHH runepciuicHn3Ma Ha (hOHe- JISHKO- U TPOMOOIIUTOTICHUH Pa3BHBa-

40



FOTCSI BTOPHYHbBIC TeMOPPALH, HHPEKIIMOHHBIC oclokHeHus. HaunHas ¢ 8-10 yet
BO3HUKAIOT OCIIOKHEHUS, CBSI3aHHBIC C IEPEHACHIIIICHUEM OPTaHOB JKEJIEe30M (TeMO-
CHIEPO30M BHYTPEHHHUX OpraHoB). [ eMocuaepo3 MHOKapAa ¢ pa3BUTHEM CEPACUHON
HEOCTaTOYHOCTH — OCHOBHAS IPUYMHA CMEPTH OOJIBHBIX aHeMuer Kymu.

Ienaromerainust sIBISIETCS] POSIBIICHHEM T'€MOCHIEp03a U 3aKkaHuuBaeTcs Gpuo-
po3oM, popMupoBaHUEM IEPPo3a edeHu. DHOPO3 MOMKEITYTOIHOM KETe3bI OCIOK-
HSICTCSI pa3BUTHEM CaxapHOTO JHadeTa; MOXKET Pa3BUTHCS KATbKYIIC3HBIA XOJCIIHC-
TuT. CHIDKEHUE KOHIICHTPAIIMOHHON CIIOCOOHOCTH MOYCK yCyTyONIsieT THIIOKCHYEC-
Kyt auctpoduto. Jlaxe OoJbHBIC, MPOIIE/IIINE JIeUeHHE, YMUPAIOT B Bo3pacte 17
net. OTHAKO TIPU XOPOIIEM JHCIIAHCEPHOM HAOIIONCHUN U MEPHOIUIECKOM BBEIC-
HuH aecdepana CPoK KU3HU 0OIBHOTO MOXKET OBITH IPOIJICH.

Boiaensior 3 ctenenu TsKeCTH TOMO3UToTHOM B-Tanaccamuu:

1. Tsoxenyro, pa3BUBINYIOCS C IIEPBBIX MECSIICB KU3HU PeOCHKA U OBICTPO 3a-
KaHYHBAIOIYIOCS CMEPThIO peOCHKA;

2. XpOoHHYECKYI0, HanOoIee YacTO BCTPEUAIOIIYIOCS, IPH KOTOPOU IETH JOKHU-
BaroT 110 5-8 jeT;

3. Jlerkyto mpu KOTOPOM OOIBHBIE JOKHUBAIOT JI0 B3POCIIOT0 BO3pacTa.

Brremsiror Taxoke Mamyro (rerepo3urotuyro gopmy) B-ranaccamuu. Habmroma-
€TCsI y TPAKTHYECKU 3OPOBBIX JIUI] CO COATaHCUPOBAHHBIM CHHTE30M TNTIOOMHOB B
KOCTHOM MO3T€ ¥ OTCYTCTBUEM Hed(D(HEKTUBHOTO SPUTPOII0I3a, OTHAKO Y HUX O0HA-
PYKHBAFOTCSI MUIIICHEBUTHBIC SPUTPOLIUTHI.

JIEYEHHUE. ManosddexrnBro. OHO COCTOUT B OCHOBHOM U3 TPAHC(Y3HUOH-
HOW Teparuy OTMBITBIMHU YPUTPOIUTAMHU U BBEACHHUS Xenaropa aecdepana (CyTod-
Has 103a 250-500 Mr.), crmoCOOCTBYIOMIETO IKCKPEITUU C MOYOW 3HAUYUTEIIBHOTO KO-
JITYECTBA XKele3a, 0COOCHHO IPU HACBIIICHUN OpraHu3Ma aCKOPOWHOBOM KHCIIOTOM.
HaznauaroT npemaparsl, HCOOXOIUMBIC TIPU HAIIPSDKCHHOM 3PHTPOII0I3€, B YACTHO-
CTH (hOMEBYIO KMCJIOTY M BUTaMKH B, npyrue BuTamunbl rpyrnnsl B (B ) u BU-
tamuH E. [IpuMeHeHne TIIIOKOKOPTHKOUI0B CUUTAETCS HEOTIPaBIaHHBIM.

IIpu BbIpasKEHHOH CINIEHOMETraIMK IIoKa3aHa crieH3KkroMust. 11o BozmoxkHOCTH
OTIepaINIO OTKJIAIBIBAIOT JI0 5 JIETHETO BO3PACTa, YTOOBI YMEHBIINUTh PUCK CEIICHCA.

CEPINIOBUJHOKJIETOUYHASI AHEMMS — Tax:ke OTHOCUTCS K reMoria-
OMHOMATHSIM — IIIUPOKO PacIpocTpaHeHa B crpanax Cpean3eMHOMOpHs, bimxkHero u
Cpennero Bocroka, Mnanu, Amepuke. CeprnioBugnoknerounas anemust (CKA) — re-
MOTIIOOMHO3 S, “peonornueckasi 6one3np” onucana B Hadase 20 B., Korja ObUN OT-
KPBITBI 3PUTPOLIUTHI CEPIIOBUAHOM (opmbl, B 1956 Toay ObUIO H0Ka3aHo, yto HB S
omnyaercs oT HB A TeM, 9TO B MOJIOKEHNH 6 B IETIN TIIIOTAMUHOBAS KUCIIOTA 3aMe-
HCHA Ha BaJIMH.

ITHUOJIOT US. [Ipeanonararor, 94To 3TOT MeTaMop]o3 MPOU30IIEI BIIEPBHIC
[IPY MHBA3HH IUIA3MOJIUS MAJISIPUH KaK 3aIUTHBIN aKT, a 3aTEM CTall HaCJIeJOBAThCS.

1,6,15
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Hacnenyercst 3aboneBanue ayTOCOMHO M HOCUT KOJIOMUHAHTHBIN XapakTep, HOCKOJIBKY
HapyIIEHHS BBISBISIOTCS Y 000MX NapTHEPOB, OTCIO/Ia BBICOKUH YPOBEHB 3a00J1eBac-
MOCTH ¥ CMEPTHOCTH, O0YCIIOBJICHHBII TOMO3UTOTHOCTHIO.

IMATOI'EHE3. 3amenienre rioTaMiHa BAJIMHOM IIPUBOAUT K TOMY, 4TOy HB S
BMECTO OTPHIIATENILHOIO 3apsijia, XxapakTepHoro st HB A, nosBisiercss HeHTpaib-
HBIH, @ 9TO YCHJIMBAET CBSA3b OJJHOM MOJIEKYJIBI C APYrOW MOJIEKYJIOH reMorIoonHa.
BuyTtpu spurporra He mepexoauT B COCTOSHHE TeJisl, @ TPHU NOHMKEHHOM TTapLiu-
AJIBHOM JIaBJICHUH KHCJIOPOJa OCAXKJIAETCS B BUJIE TAKTONUIO0B — BEPETEHOOOPa3HbIX
OCTPOKOHEYHBIX KPUCTAIUIOB. TaKTOMABI PACTATUBAIOT SPUTPOLUTH IpUIaBas UM
ceprioBuAHYIO (hopmy. [TosiBIIEHIE CEPITOBUIHBIX SPUTPOIIMTOB 3HAYUTEIHHO TTOBBI-
II1aeT BA3KOCTHh KPOBH, YTO YMEHBIIIAET CKOPOCTH KPOBOTOKA U MIPUBOAUT K 3aKyTIOp-
K€ MEJKHMX KallWUISIPOB. S-3PUTPOLUTHI TEPSIOT INIACTUYHOCTh, 3aCTPEBAIOT B Ka-
MUUISPAX C TOCJIETYIONIUM TPOMO030M (OKKIIFO3MEl ) COCYI0B, BOSHUKAIOT HH(APK-
TBI, COTIPOBOXK/IAEMbIE I'MITOKCHEH.

KIMHUYECKAS KAPTUHA. I1pu ¢pusukaibHOM 00CIeI0BaHUN OOIBHBIX
BBISBIISIOTCS OJICTHOCTH KOJKU U CITU3UCTBIX 000I0UEK, )KENITYIITHOCTD, YCHIIMBAIOIIA-
sic ¢ BO3pacToM. Y MITaJIINX ACTel HadMHas ¢ 6 MECSIIeB MaJbIINPYETCs CeTe3eHKa,
OJTHAKO K § T0/1aM CIZICHOMETJINI0 OOHAPYKUBAIOT PEIKO. DTO 00BsicHsIeTCst HHOpo-
30M CEJIC3CHKH, Pa3BUBIIUMCS Ha (hoHE yacThIX HHapKTOB. Y 60% nereil oOHapy-
YKMBAIOT rernaroMeranuio. Hepeako orMeuaroT KapuoMeraimio, Ipy 3ToM HaJi o0Jia-
CTBIO Cep/ILia BHICIYIINBAIOT PA3INYHON HHTEHCUBHOCTH IIIYMBI. XapaKTEePHBIM CHM-
IITOMOM SIBIISICTCSI QCHOIATHSA, B )KEITIHOM ITy3BIPE BBISABIIAIOTCS KaMHH (XOJECITUTH-
a3), 4acTo BCTpeuaeTcs si3Ba 12 mepCTHOM KHIIKH.

bonpabie CKA UMEIOT XapakTepHbIH BU: YJIMHEHHBIA HIDKHUNA CETMEHT Tela,
JopcanbHbIi KM]o3 1 TToMOaNIBHBIH JIOp03, KyNonooopasHoe (“rotudeckoe”) Heo,
BBICTYHAIOMINHI 7100 ¥ “OaleHHbIN” yepen, 3HaYuTeIbHOE YIUIMHEHNEe KOHEYHOCTEH.
Hapy1enue nporieccoB pocra y 3THUX A€Tel HMEEeT Olpe/ielIeHHbIC 3aKOHOMEPHOCTH
B BO3pacTe 10 3 JIET, KaK MPaBUIIO, HET OTCTaBaHHUSA OT CBEPCTHUKOB, 3aT€M HEKOTO-
pasi 3aepikKa 70 7-8 JIeT, a B B3pOCIIOM BO3pacTe OOIbHBIE IMEIOT HOPMAaJIbHBIA pOCT
1 1akKe HECKOJIBKO BHIMIE. J[eTH OTCTAroT B ITOJIOBOM Pa3BUTHH, OJJHAKO YPOBEHD HH-
TEJIEKTYaJILHOTO Pa3BUTHUS KaK ITPABUIIO HOPMAJIbHBIH.

3abosieBaHuE IPOTEKACT XPOHUUECKH, OOIBbHBIE TSKEI0H (POPMOIT )KUBYT OKOJIO
20 net BBIBaIOT NEpHOANYECKN OCTPBIE COCTOSIHUS — KPU3bI, KOTOPBIE JEISITCS Ha 2
rpynmsl: 1 -kauHIYeckne (00IeBble NITH BA30OKKIIIO3UOHHBIE ), TP KOTOPHIX MOKa3a-
TEJIM COCTaBa TeMOITIOONHA U PEeTHKYJIOIIUTOB HE OTIMYAIOTCS OT HOPMBI; 2- TéMaTo-
JIOTHYECKHE C PE3KUM CHIDKCHHEM ypoBHS HB m BBICOKMM peTukymonuro3om. He-
PEIKO KPHU3BI COYETAIOTCSI.

KJIMHUYECKHUE KPHU3bI (6oneBbie, BA300OKKIIO3UOHHEIC, CEKBECTPAIIMOH-
HBIC) HAYMHAIOTCS HA 2-3 Toy Kn3HU pedeHka. OHU MPOBOLUPYIOTCS MH(EKINOH-
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HBIMHU 3200JICBAHUSAMU, JIMXOPAJKOH, NeruapaTanueii oprannzmMa, GU3NIeCKUM IIe-
peytomieHueM. boseBoii cuHIpOM cBsi3aH C BOSHUKHOBEHHEM HH(APKTOB BCIIE/ICTBUEC
OKKJTFO3UH CEPIIOBUIHBIMU APUTPOIIUTAMHU COCYA0B. H(apKTHI MOTYT OBITH B KOCT-
HOM MO3Te, KOCTSX, IEPAPTUKYIIPHBIX TKaHAX cycTaBoB. OCHOBHOM MPU3HAK OKK-
JII03UU — 0OJIh PA3TMYHON MHTEHCHUBHOCTH C ITOBBIIICHHEM TEMIIEPATypPhl, BOZMOXK-
HBIM CUMMETPHYHBIM OITyXaHUEM THUIBHBIX ITOBEPXHOCTECH KHUCTEH CTOI — CEpIIO-
BUIHO-KJIETOUHBIH TAaKTHIIUT, CHHAPOM “PYK-HOT”, 4TO MOKET OBITH ITEPBBIM KIIMHH-
YECKMM MpOSBICHHEM. PeHTreHOIorn4eckn HaOMIoal0TCsl 0CTE0CKIEPOTHYECKHE
H3MeHeHUs. B KOCTHOM MO3re BO3HMKAIOT HEKPO3bl, HH(PAPKTHI, C MOBBIIICHHEM
TeMIepaTypsl, 6eCIoKoicTBa, paccTpoiicTBa cozHaHus. Co CTOPOHBI JIETKUX — OT-
JpIITKa, KpoBoxapkanbe. Co croporsl CCC- Taxukapaus, UaHo3.

CekBecTpaNMOHHBINH KPU3 POUCXOIUT IPH 3aXBaTE CEPIIOBUIHBIX SPUTPOLIU-
TOB CEJIE3CHOYHBIMU CHHYCAMU, KOTOPBIE SIBJISIOTCSI MECTOM I'MOCITH yTPATHBIINX CBOIO
CHITy S —3pUTPOLMTOB, YTO IPUBOAUT K JICTTOHUPOBAHHIO KPOBH B CEJIE3EHKE U I1eue-
U, ymenbimeHuto OLK, pa3BUTHIO THTIOBOJIEMHUYECKOTO I0oKa. [Ipuuem ObicTpoe
YBEIMYCHHE CEIEe3EHKH COIPOBOKIAETCS MOOIETHEHNEM KOXKH U CIIM3UCTBIX 000I10-
YeK, HaMpsDKEHUEM MBIIIIT KIBOTA M3-3a OOJIE3HEHHOCTH CEeNIE3eHKH, CHMITOMAMU
CepIIeYHON HEeIOCTaTOYHOCTH, PBOTOM. Y NIETEH CO CIUTAHOMETaiel HaOIIIaroTCs
YacThIe PELUIMBEI, 1 ATO HEPEIKO IPUBOIUT K CMEPTEILHOMY HCXOY.

TFEMATOJIOT'MYECKUME KPU3bI. (anacTryeckuii, rHIepreMoIMTHIECKHH,
Merayio0JacTHBIH ).

HawnGonee Tsoxenblil — anacTH4ecKuil Kpu3 HabmromaeTcs y aeteit 5-8 jer. B
pe3yabsTaTe BPEMEHHOTO MPEeKpPalIeHus 00pa3oBaHMsI SPUTPOIMTOB PE3KO MagaeT
yPOBEHb IreMOINI00MHA, HCUE3al0T PETHKYJIONUTHI. HacTynaer amnasus ToiIbpKo Kpac-
HOTO POCTKa; HapyIlIeHUe JIHKo- ¥ TpoMOoIHMTOonos3a HeT. OTMevaercs OJaeHOCTh
KOXHBIX ITOKPOBOB CIM3UCTHIX 000JIOUEK, TUXOpaIKa, 001u. boau B KOCTIX, MOYTH
BCEra UMEIOTCS IPU3HAKU CepIeUHON HeocTarouHoCTH. [Ipu 9TOM B KpoBH conep-
xurest okono 20 1/ He.

I'unepreMo/IMTHYeCKUIi KPU3 Pa3BUBACTCA B PE3ybTaTe Pe3KOro reMojm3a
apuTporuToB. Kpome O1eaHOCTH M TUXOPAAKH, IS ATOTO KpH3a XapaKTepHO Hapac-
TaHUE JKEJITYITHOCTH.

MerajodaacTuyecKkuii KpU3 UMEET MHOTO OOIIEro ¢ arlaCTH4eCKUM, HO B
JIJAHHOM CJIy4ae KpOMe PE3KOr0 CHIDKEHHUSI TeMOINIOOMHA ¥ PETUKYIIONUTOB, B KOCT-
HOM MO3T€ MPOHMCXOIUT MeralilacTHas THIEPIUIa3us KpacHOro pocTtka. [Ipm stom
KpH3e 00JIbIIIOEe 3HAYCHUE MPUIAIOT XPOHUYECKOMY JIe(UIUTY (OTUEBON KUCIOTHI.

JIEHEHHUE. CriettnaabHBIX METOOB JICUSHHSI CEPIIOBUTHOKICTOUHOM aHEMHUH
HE CYIIECTBYET, IPHUMEHSCTCS] CAMITTOMATAYCCKAsl TePaIIusl.

HazHauaroTcst aHAIBIeTHKU M THIPATAIIMOHHAS TEPAITUs C IS0 YMEHBIIICHUS
BSI3KOCTH KpoBU. Ha3HauaroT WHTHOUTOPBI 00Pa30BaHUS CEPIIOBHIHBIX IPUTPOIIH-
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TOB, B YaCTHOCTH IIPENaparhl IMHKA, IOBBIIAIOIINE XUMUYECKOE CPOJICTBO TeMOIIa-
OrHa K KUCTIOPOy. (IIMHK YMEHBIIAET YNCIIO CEPIIOBHUIHBIX 3PUTPOLUTOB, Oaroa-
Ps BO3IEHCTBHIO HA MEMOPaHHYIO MPOHHUIIAEMOCTD ). Takoi ske 3P PeKT 0OHAPYKEH Y
HoBokanHa. [Tokaszan sputpormradapes ¢ HoCIeAYONIM BBEACHUEM dPUTPOLIUTOB.
Tpancdysun s3puTpoMacchl PEKOMEHAYIOTCS TIPH TsOKeNoW crernenn anemun (HB
Mmenee 60-70 /1) 1 armIacTHYeCKUX Kpru3ax (4 MI1 SpUTPOLIUTAPHON MACChI ITOBBIIIA-
10T ypOBEHb reMorioonHa Ha 1 1/11.).

VY4uThIBask TSHKECTh TEUEHHS U HEOIAaronpHTHBII TPOTHO3 ITPU CEPIIOBHTHOK-
JIETOYHOW aHEMHH U TaJJaCCEMUU HEOOXOIMMO TTPOBECHNE MEINKO-TEHETUIECKOTO
KOHCYJIBTHPOBAHUS B CEMBSIX.

[IpenaranpHasi TUArHOCTUKA MTO3BOJIIET YCTAHOBUTH AMArHo3 y tiona ¢ 10-12
Hen. (npu ouoricuu Tpodobiacta), ¢ 16-20 Hexeab BOZMOXKHO IIPOBEICHUE aclupa-
LIUM 13 BEH IUIAIEHTBHI.
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HACNEOCTBEHHbIA COEPOLIUTO3

HACJIEJACTBEHHBIA C®EPOIIMTO3 — HC (6ome3as MHHKOBCKOTO-
[oddapa) sBasieTCS MIMPOKO PacIpOCTPAHECHHBIM 3a0osieBanreM (2-3 cirydas Ha
10000 HacereHus) ¥ BCTPEYAETCs y JIAI OOJIBIIMHCTBA STHUYCCKUX TPYIII, OHAKO
yare OOJICIOT JKUTEJIN ceBepHOIt yacTu EBponbl.

3TUOITATOI'EHE3. 3aboneBanue nepenaercs 1Mo ayToCOMHO-I0OMUHAHTHO-
My Tury. Kak mpaBuiio, y OZHOTO U3 pOAUTEINEH BBIABIAIOT IPU3HAKA TEMOIUTHIEC-
Kol aHemuH. Bo3MOKHBI criopaanyeckue ciydan 3aboneBanus (B 25%), mpencras-
nsrore coboit HoBbie MyTaruu. B maroreneze HC GeccriopHbl 2 TOM0KEHUS: HAJTH-
YHe FeHeTHYECKH JAeTePMUHUPOBAHHOW aHOMAJIMK OEJIKOB, MJIH CIIEKTPUHOB, MEMO-
PaHbI SPUTPOLIUTOB U ATUMUHHUPYIOIIAs POJIb CEIE3EHKH B OTHOIICHUH cheponalb-
HOM3MEHEHHBIX KJIETOK. Y Bcex OosbHbIX ¢ HC oTmeueH neuuuT CHEKTPUHOB B
SPUTPOLUTAPHOI MeMOpaHe (10 1/3 HOPMBI), @ y HEKOTOPBIX — HApPyIICHUE UX (PyH-
KLIMOHAJIBHBIX CBOWCTB, IIPHYEM YCTAHOBJICHO, YTO CTENEHb Je(HUIUTA CIIEKTPUHA
MOYKET KOPPEIUPOBATh C TSHKECTHIO 3a00IeBaHUS.

HacirenctBeHHbIH 1eeKT CTPYKTYPBI MEMOPaHBI 3PUTPOIMTOB IPUBOIMT K I10-
BBIIICHHOH NPOHUIIAEMOCTH €€ JUIsl HOHOB HATPUsI M HAKOIIEHHIO BOJIBI, YTO B CBOIO
odepe/Ib BEAET K Ype3MEPHON METa00JINUECKOM Harpy3Ke Ha KIIETKY, OTEPE TOBEPX-
HOCTHBIX cyOcTaniumii 1 popmupoBanuto chepounta. Popmupyrompecs cheporuTsi
IIpH IBMKEHUH Yepe3 CEe3eHKY HAYMHAIOT UCTIBITHIBATE MEXaHMUECKOE 3aTpyIHe-
HUE, 33/IePKUBAsICh B KPACHOH MyINbIIE U MOABEPTasch BCEM BHUIAM HEOIArOMpHsT-
HBIX BO3JICHCTBHIA (T€MOKOHIICHTpaNus, u3MeHeHne pH, akTuBHas ¢aronutapHas
cucTeMa), T. €. CeJe3eHKa aKTHBHO HAHOCUT C(EpOITaM MOBPEXKJICHNUS, BbI3bIBAs
ertie OOIBIITYIO (hparMeHTanno MeMOpaHbl U cepyIIIInIo. DTO HOATBEPKIACTCS TPH
ANIEKTPOHHO-MUKPOCKOTIMYECKUX NCCIICTOBAHUSAX, TO3BOJIMBIINX OOHAPYKUTH YIIBT-
pacTpyKTypHBIC H3MEHEHHUS B 3PUTPOLUTAX (YTOIIICHHE KIIETOYHOW MEMOPaHHI ¢ ee
paspeiBamMu 1 00pazoBaHUEeM Bakyouieit). Uepes 2-3 maccaxka depes cele3eHKy cde-
pormT nozsepraercs Jau3nucy u (arountosy. Cene3eHKa SBISETCS MECTOM I'MOEIH
SPUTPOLIUTOB; MPOAOIDKUTEIBHOCTD KM3HU KOTOPBIX COKpAIAeTCst 710 2 HeJlellb.

Xotst nedextsl sputpouutos npu HC 00ycoBiIeHbI TeHETHYECKH, B OPraHU3Me
BO3HHUKAIOT YCIOBHUS MPH KOTOPBIX YIIYOJSIOTCS 3TU 1e(EKTHl B PeaTn3yeTcs TeMo-
TUTHYECKUH Kpu3. Kpru3bl MOTYT IpOBOIIPOBATHCS HHPEKIUSAMH, HEKOTOPBIMHU XH-
MHYECKHMH BEIECTBAMU, ICHXUIECKIMHU TPAaBMAMHU.

KJIMHUKA. 3a60neBaHre MOXET MPOSIBISTHCS C HEOHATAILHOTO IEPUO/Ia, OJ1-
Hako 0oJiee BRIPAKCHHBIC CHMITTOMBI OOHAPYKHUBAIOT K KOHILY JOIIKOIBHOTO U B Ha-
Yajie IKOJILHOTO Bo3pacrta. PaHHee nposiBiieHHe 3a001eBaHys MTpeaonpeesser 6o-
nee Tshkenoe TedeHue. Yaiie 00Ie0T MaBYMKH.

HC — remonutrdeckast aHeMUs € MPEUMYIIIECTBEHHO BHY TPUKICTOUHBIM THIIOM
TeMOJTN3a, 3TO 00YCIIOBINBACT U KITMHUYECKHUE IPOSBICHUS OOJIC3HHU — KEITYXY, yBE-
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JIMYEHHUE CEJIE3EHKH, OOJIBIIYI0 MIIM MEHBIIYIO CTEIIEHb aHEMHH, CKIIOHHOCTB K 00pa-
30BaHHUIO KAMHEH B JKEITYHOM ITy3bIpe.

JKanoOb1, KMMHUKO-TabopaTopHasi CUMIITOMAaTHKa BO MHOTOM OTIPEAETISIOTCS
neprooM 3aboneBaHnua. BHE TeMOTUTHYECKOTO KpH3a JKaI00bl MOTYT OTCYTCTBO-
BaTh. IIpu pa3BUTHH TEMOJUTHYECKOTO KPH3a OTMEYAIOTCS >KaJI00bl Ha TOBBIIICH-
HYIO yTOMJIIEMOCTb, BSUIOCTB, TOJIOBHYIO OOJIb, TOJIOBOKPYIKEHHUE, OI€AHOCTS, JKel-
TYXy, CHIDKCHHE allleTHTa, O0JIN B )KUBOTE, BO3MO)KHBI IOBBIIICHHE TEMIIEPATYPHI J10
BBICOKHX I (]P, TOIIHOTA, PBOTA, YYAILCHHUE CTYyJIa, TPO3HBII CHUMIITOM — ITOSIBIICHHE
cyzopor.

CumnToMaTHKa KpH3a BO MHOTOM OIPEIETISeTCs aHeMUEH 1 3aBUCHT OT CTETICHI
reMoJTu3a.

[Tpn 0ObeKTHBHOM 00CIIEIOBAaHUU KOKA U BUAMMBIC CIIU3UCTBIC OJICTHBIC HIIH
JIMMOHHO-XeNThIe. Y nerei ¢ panHuMH nposiBieHussMU HC Bo3aMoxxHBI edopmarin
cKeleTa, 0coOOCHHO ueperna (OalIeHHbIH, KBaJIpaTHbIA Yeperl, U3MEHsIETCsI pacIoio-
JKeHHe 3y0O0B U T. J1.); HEPEIKH TeHETHIECKUE CTUTMBI. Y OOJbHBIX OOHAPYKUBAIOTCS
pa3HOM CTETIEHH BBIPAKCHHOCTH H3MEHEHHS CO CTOPOHBI CEPACYHO-COCYIHCTON CHC-
TeMbl, 00yCIOBIIEHHBIC aHeMHUEH. XapaKTepeH TenaToINeHaIbHbIA CHHIPOM C TIpe-
MMYIIECTBEHHBIM yBeIMUeHNEM cesie3eHKH. Celle3eHKa III0THAs, I1ajIKasl, HEPEIKO
Oosie3HEeHHas, YTO, [T0-BUAUMOMY, OOBSICHSICTCS] HANIPSDKEHNEM KallCyJIbl BCIIECICTBHE
KPOBEHAIIOJIHEHUS] MM TepHCIuIeHUTOM. OKpacka 3KCKPEMEHTOB B MOMEHT KpH3a
nHTeHcuBHas1. CleayeT OTMETHTh BO3MOXKHBIE KOJEOaHUsI B pa3Mepax CENIC3CHKH:
3HAYNTENIFHOE YBEINYCHUE TIPH TEMOIUTHIECKUX KPU3aX U YMEHBIIIEHHE B TIEPHON
OTHOCHTEIBHOTO OJIaroIoyyus.

B 3aBucumocTu ot TspxkecTrt HC KIMHWYECKIe CHMITTOMBI MOTYT OBITH BBIpaXe-
HBI HE3HAUUTENbHO. HOr1a JKeNTyXa MOXKET OBITh €JMHCTBEHHBIM CUMIITOMOM, IO
MIOBOJIY KOTOpOH 00JIbHOI oOparaercst K Bpady. IMEHHO K 3THM JHMIIaM OTHOCHUTCS
n3BectHOE BhlpakeHue [loddapa: “Onu Gonee xenTymHbl, 4eM 00abHEL . Hapsay
C TUIUYHBIMU KJIACCHYECKUMU NIpU3HaKamu 3a0oneBanus Berpedarorcs popmbr HC,
xoraa I’A MoxeT ObITh HACTOJIBKO XOPOIIIO KOMIIEHCHPOBAHA, YTO MAIIUEHT y3HAET O
3a00JIEBAHUH JIMILIb [TPU TPOBEJCHUH COOTBETCTBYOIIETO 00CIIEI0BAHMSI.

Hapsiny ¢ Haubouree THITMYHBIME TeMOJIMTHYECKUMU Kpr3amu rpu TsoxeaoM HC
BO3MOJKHBI apereHepaTopHbIe KPU3bl C CHMIITOMaMH TUIIOIUIa3UH TPEUMYILIECTBEH-
HO KPacHOTO POCTKa KOCTHOTO Mo3ra. Takue Kpu3bl MOTYT pa3BUBAThCsI OCTPO C J10-
BOJIFHO SAPKUMH CHMIITOMaMH aHEMHUH-THIIOKCHH U HAOIIOAAI0TCA 0OBIYHO Y JAeTei
noce 3 JeT )Ku3HU. ApereHepaTopHble KPU3bl KpaTKOBpeMeHHHI (1-2 Heaenn) u Ho-
cAT 00paTUMBII XapakTep B OTIINYHE OT ICTHHHOM aruia3uu.

HC ocnoxusiercs 00pa3oBaHHEM NMUTMEHTHBIX KaMHEH B JKETYHOM ITy3bIpE U
YKEITUHBIX IPOTOKAX, rocie 10 JIeT KaMHH KeITYHOTO ITy3bIpsi BCTPEYAIOTCsl y TOJIOBH-
HBI OOJIBHBIX, HE TIOIBEPTHYTHIX CINICHIKTOMUH.
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Tabmnuma 3
OcHoBHble Tu( PepeHINANBHO-IUATHOCTHYECKHE TPU3HAKH
reMOJMTHYECKHX AHEMU M BUPYCHOIO renaTura

3a0os1eBaHue
HC I'bBH | I'enatut BupycHblii | Ayroummynnas T'A

Mpusnak

+
'

Hanuuue 3a60aeBanuit
Y POJCTBCHHHKOB
Bbaennocts

Kentyxa

VBEIIMYCHHUE CEIIC3CHKH
YBeJIMYEHHUE NeUEHU
LiBeT Moun JKEINT JKEJT IBET MUBA JKENTHIH/9epHBIH

]+ [+
+ |+ |+
+

|+ [+

+
+ |+

- +
- +

Anemust +

I+

PetukynounTos +
YBenuuenue 6mwmpyorHa
¢ mpeobaganueM

MPSIMOTO - - + -
HENPSIMOIo + + - +

I+

AKTHBHOCTB HOpMa | HOpMa HOBBIIICHA HOpMa
amMuHOTpaHchepas

IIpo6a Kym6ca - + -
MukpochepounTos + - +
CHIDKCHHE OCMATHYECK. + - R
PE3UCTEHTHOCTH
JSPHUTPOLIUTOB

IIpusnaku HapymieHus - -
CBEPTHIBAIOLIEH
CHCTEMbI KPOBHU
D¢ dexTuBHOCTD - - - +
TIIIOKOKOPTHKOUIOB

]+

I+
'

[Tpumeuanwne: [Ipu3HaK BBIpaKeH: MOCTOSIHHO +, HEMOCTOSHHO &, OTCYTCTBYET —

Juarno3 HC ctaBuTCs Ha OCHOBaHMH I'€HEAJIOTNUYECKOr0 aHaAMHEe3a, KIIMHNYeC-
KHX JIaHHBIX, OIIMCAHHBIX BBIIIE 1 JJAOOPATOPHBIX UCCIIEN0BaHUN. [ eMOIUTHUECKYIO
MIPUPOY aHEMHUH TIOATBEPKAAI0T HOPMOXPOMHAsI HOPMOLIUTApHAsl aHEMHUSI C PETH-
KyJIOIIUTO30M, HENpsiMasi THepOrInpyOMHHEMHUSI, CTETICHb BBIPAKEHHOCTH KOTOPBIX
3aBUCHT OT TSDKECTH reMoiin3a. OKOHUYaTeNIbHBIH IMarHo3 OCHOBBIBAeTCs Ha Mopdo-
JIOTHYECKUX OCOOCHHOCTSAX 3PUTPOLMTOB U XapakTepHoM npuzHake HC — n3mene-
HUM OCMOTHYECKON PE3UCTEHTHOCTU 3puTpouuToB. K mopdonornyecknm ocoden-
HOCTsM dpuTporuToB Ipu HC oTHOCSITCS TIapooOpasHas hopma (ChepornThI), yMEHb-
mieHue auamerpa (cped. auamerp 3. < 6,4 MKM), yBeIM4YEeHUE TONIMHBI (2,5-3 MKM
nipu Hopme 1,9-2,1 MKM) 1ipy 0OBIYHO HOPMAJILHOM CpEeTHEM 00BbEME IPUTPOLIUTOB.
Copnepxanune HB B apurponurax B rpesesnax (U3HoI0riueckoil HOpMbI HITM HECKOIBKO
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Boite. LIIT 6rmusok k 1,0. Opurporuromerpudeckast kpusas Ilpaiic-/xonca pacrs-
HyTa, CBepHYyTa BICBO. JICHKOTpaMMa H3MEHSETCSI JIUIIb B IEPUO]] Kpr3a (JICHKOIIH-
TO3 ¢ HEUTPODUIE30M, CABUT JIeHKoIUTApHOH (hopMyIbl BiIeBO), COD B mepuoa Kpu-
3a yBenm4ueHo. KonmuecTBo TpOMOOIIMTOB HOPMAIIBHOE.

XapaxkTtepHbIM npuszHakoM HC sBsieTCsl CHIYKEHUE MUHUMAIbHOW OCMOTHYEC-
KO pE3NCTEHTHOCTH (CTOMKOCTH) 3pUTPOLIMTOB — reMon3 HaunHaetcs npu 0,6-0,7%
NaCl (ropma 0,44-0,48% NaCl). JIns moaTBep KICHHS JHArHO3a BaXKHO 3HAYUTEIb-
HOC TIOHM)KCHHE MUHHMAIILHOW OCMOTHYECKOH PEe3UCTCHTHOCTH. MaKcUMallbHas
CTOHKOCTh MOXeT ObITh moBbImeHa (HopMa 0,28-0,3% NaCl). Cpeau 6ompapx HC
BCTPEUAIOTCS JINIA, Y KOTOPBIX, HECMOTPsI Ha SIBHBIN C(HEpOLNTO3, B OOBIYHBIX YCIIO-
BHSIX OCM. CTOWKOCTh dPUTPOIMTOB HOpMalibHasl. B aTHX cioydasx HeoOxomumo eé
HCCIICIOBATH MOCIIC IIPEIBAPUTEIHHON CyTOYHON HHKYOAIIUU SPUTPOIIUTOB.

Teuenne HC BommHOOOpasHoe. Beren 3a pa3BuTHEM KpH3a yiTydIlaloTcst KITMHU-
KO-JTa0OpaTOPHBIC TIOKA3aTEeNIN U HACTYIIAET PEMHUCCHS, KOTOPAsk MOXKET JUIUTHCS OT
HECKOJNBKHX HEIETb 10 HECKOIbKHUX JIET.

Juddepentmansusiii quarnos. HC cnenyer quddepeHimpoBars OT Apyrux BpOK-
JICHHBIX T€MOJIMTUYECKUX aHeMull. J[aHHblE CEMEHHOro aHaMHe3a, UCCIEA0BaHue
Ma3KOB KPOBHU M OCMOTHYECKOW PE3UCTEHTHOCTH SPUTPOIIMTOB OTIINYAOTCS HAHOOb-
el JUarHoCTUYECKOH LIEHHOCTBIO.

W3 npyrux 3abonesannit HC npexxne Bcero quddepeHunpyor ¢ reMoauTuiec-
Kol 6one3npto HoBopoxkaeHHBIX (I'BH), B Gonee crapiiem Bo3pacTe — ¢ BUPYCHBIM
remaTuToM, ayTOMMMYHHO# remonutryeckoit anemueit (I'A) ( Tab. 3).

Jleuerne mMpoOBOAT B 3aBUCHMOCTH OT KIMHUYECKUX IPOSBICHUH 3a00IeBaHUSA
1 Bo3pacTa pebeHka. B mepron reMoIuTHYEeCKOTO Kpr3a JIedeHHe KOHCEPBATUBHOE.
BonbHoM oamnesxxuT rocrutanu3anuid. OCHOBHBIMH MTATOJIOTHYSCKUME CHHAPOMAMH,
Pa3BUBAIOIIUMUCS B MIEPHUOJ KPU3a, SBIISFOTCS: aHEMHUSI-THITIOKCHS, OTEK TOJIOBHOTO
MO3Ta, THIepOMIAPYOUHEMIISI, TEMOINHAMUYCCKUE HAPYIICHHS, allUAOTHICCKUE U
THIIOTINKEMIYECKUE CABUTH. Tepanus JoIKHA OBITh HAlpaBieHA HA JTUKBUIALIUIO
9THUX HAPYUICHUI 110 OOIIETPHHATHIM cxeMaM. TpaHcdy3un 3puTpOMAacChl IIOKa3aHbl
JIUTIb TIPU Pa3BUTHH TsDKeoi anemuu (8-10 mur/kr). [IpuMeHeHne TTIOKOKOPTHKOM-
JIOB HeresiecooOpasHo. 110 BEIXOMy M3 KpH3a pacIIUpsIETCs] PEXKHUM, 1eTa, Ha3Hada-
FOTCSI KeTTYCTOHHBIC TIpernaparhl (IPEeUMYIIECTBCHHO XOJICKHHETUKH). B ciyyae pas-
BUTHSI apETCHEPATOPHOTO KpH3a He0OX0IMMa 3aMeCTUTEIIbHASI TeMOTPAHC()Y3HOHHAS
Tepanusi ¥ CTUMYJISIIHS TeMOoI033a (TpaHc(y3un d3pUTPOMACCHI, TPEIHHU30I0H

1-2 mMr/kr/cyTku, BUT. B, 10 NOSABIIEHHs PETUKYIIONMTO3a U 1p.). PajukanbHbM Me-
tofom nederns HC sBIsSeTCs CIUIEHIKTOMUS, KOTOpasi 00ecreynBaeT MPakTHIECKOe
BBI3JJOPOBJICHHE, HECMOTPS HA COXPAHHOCTh CPEPOLIUTOB U CHUIKEHHE OCMOTHYEC-
KOW PE3UCTEHTHOCTH (CTEICHb WX BBIPAXKCHHOCTH YMCEHbINaeTcs). OnTuMalbHbIA
BO3pPACT JUIS IPOBEICHHUS orieparuu 5-6 jet. OJJHaKoO BO3PaCT HE MOKET PacCMaTpH-
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BaThCs KaK MTPOTUBONOKA3aHNE K XUPYPrHUECKOMY JICUCHHIO. TsDKeNble reMOIUTH-
YECKUE KPU3bI, UX HENPEPBIBHOE TEUEHHUE, apETeHEPATOPHBIE KPU3bl — MOKA3aHUs
JUISL TIPOBEJICHUS CTIICHIKTOMUH JIaKe y JieTel paHHero Bo3pacta. CyIuecTByerT mo-
BBIIICHHAs CKJIOHHOCTh K MH(EKIMOHHBIM 3a00JIeBaHUAM B Te4eHUe 1 roma mocie
ornepanyu. B cBs3u ¢ 3TUM B psiie CTPaH NPUHSITO €KEMECSIUHOE BBEICHUE B TEUCHHE
OJTHOTO roJia IIOCJIe CINICHIKTOMUY OUIMIUIMHA — 5 WK NIepe/] INIAHOBOH CIICHIKTO-
MHEH TPOBO/IST UMMYHHU3AIMIO ITHEBMOKOKKOBOH MOJIMBAKIIMHOM.

IMPOTI'HO3 npu HC Gnaronpustblid. OfHAKO, B TSDKEIBIX CIyYasX TeMOIUTH-
YECKOT0 KpU3a NP1 HECBOEBPEMEHHOM JICUCHHH SIBIISIETCS CEPbE3HBIM (BO3MOXKEH Jie-
TaILHBIA UCXO).

Tak xax HC Hacnemyercst mo ayToCOMHO-IOMHHAaHTHOMY THITY C JOBOJIBHO BBbI-
COKOH MEHETPAaHTHOCTBIO T'eHa, HEOOXOAMMO YUUTHIBATH, YTO CTEIIEHb PHUCKA POXKIe-
HUst OosibHOTO pedenka (Jrodoro noia) nmpu Haanuun HC y oxHOro M3 poantenei
cocrapiser 50%. Jletu, 6onpabie HC, HaXoAaTCs Ha MOCTOSHHOM JHMCIIAHCEPHOM
yuere.
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AOEPULNT ATUBHOCTMU I'-6-o] SPUTPOLIUTOB

JleuuuT akTHBHOCTH IJTFOK030-6-(hocdarnerunporenass (I'-6-DJI) BcTpeuaet-
cs1 HanboJiee 9acTo B TOCYIaPCTBAX, PACTIOIOKEHHBIX Ha odepexbe Cpean3eMHOro
Mopst (Mramus, I'pennst), B Adppuke n Jlaruackoit AMepuke u ip. cTpaHax

ITUOJOI'UA. [Tpuunny Hapyenus aktuBHOCTH I'-6-/1d sputpounToB y Ha-
CEJICHHSI Pa3JIMUHBIX STHUYECKUX I'PYIII CBS3BIBAIOT C PACIIPOCTPAHEHUEM MaJISIPUH.
Bru1o 00HapyXeHO, 9TO B HOPMAJIBHBIX )PUTPOIUTAX MTAPA3UTOB MEHBIIIE, YEM B DPHUT-
pouuTtax ¢ aedurmprom I'-6-DJ1. Xopoiro #3BECTHA HACICACTBEHHA TIepeIada TOro
3a00ieBaHus ¢ X-XpPOMOCOMOM.

IMATOTEHE3. B spurponurax co CHWKEHHOW aKTUBHOCTBIO (hepmenTa I'-6-
@/1 ymenbmraercst 0Opa3oBaHne BOCCTAHOBICHHOTO HEKaTHHAMU A3 ICHUH-INHYKJIe-
orundocdara (HAJID) u cBs3bIBaHUE KUCIOPO/IA, & TAKIKE CHHIKACTCSI CKOPOCTH BOC-
CTaHOBJICHUSI METTeMOITIOONHA M MTOHMKAETCS YCTOHYNBOCTD K BO3ICHCTBUIO paz-
JIUYHBIX TOTEHIINAIBHBIX OKUCIIHTENEH — aCKOPOMHOBOM KHCIIOTHI, METUIIEHOBOTO CH-
Hero u zp. M3BectHo Oosiee 40 MeAMKaMEHTOB (XMHUH, CYJIb(haHUIAMHUIHBIC TIpeIa-
parsl, HUTpOQypaHbl, IEBOMULETHH, aM(OTEPULINH, ACTUPHH U JIp.), HE CYUTAs BaK-
LIUH U BUPYCOB, PSIJI PACTUTENIBHBIX IPOIYKTOB, KOTOPbIE IIOTEHIIUAIBEHO CIIOCOOHBI
BBI3BIBATH OCTPBIA BHYTPUCOCYIUCTBIN T€MOJIN3 B 3PUTPOLUTAX Y JIUIL C ISHUIIUTOM
I-6-®/1.

KJIMHUYECKAS KAPTHUHA. Henocrarounocts ['-6- OJ] otmruaeTcst npu-
€MYIIECTBEHHO Y JIUI MY>KCKOTO ITOJIsI, 00JIaafoNInX, Kak N3BECTHO, CAMHCTBEHHOM
X-XpoMOCOMOM. Y JKEHIIMH KJIMHUKA TOMO3UTOTHOCTH Ha 3-5-11 IeHb nocie npuemMa
TepareBTHYECKON J103bI TOTO WIIM MHOTO Ipernapara.

Beigensitor msth knmHngeckux Gopm HepocrarogHoctH ['-6-DJ] B spurpormrax:

1) OcTpblii BHYTPHUCOCYIUCTHIN TEMONU3 — KJlacCuieckas (hopMa He0CcTaTod-
Hoctu ['-6-®/]. Yarie BcTpedaeTcs y NpeacTaBUTeNeH eBPOIIEOUTHON 1 MOHTOJIOHT-
HOM pac. Pa3BuBaeTcs B pe3ynbTare npreMa JICKapcTB, BaKI[MHAILINH, THa0eTHIECKO-
TO alK/03a, B CBS3U C BUPYCHOM MH(EKIHEH;

2) daBu3M, CBI3aHHBIN C yIOTPEOICHONEM B ITUIILY WIIN BIIBIXAaHHEM LIBETOUHOH
IIBUTBIIEI HEKOTOPBIX 0000BbIX (Vicia fava);

3) T'emonuTHyeckas 00JIe3Hb HOBOPOXKICHHBIX, HE CBA3aHHAS C TeMOTIIOONHO-
MaThel, ¢ TPYIIOBON WIN Pe3yCc-HECOBMECTUMOCTBIO, OCIIOKHSIOMIETOCsS WHOTAA
“SIepPHOM XKENTyX01

4) HacnencrBenHasi XpoHHUYECKast FeMOJIUTHYECKast aHeMus (HeceporurapHasi),
o0ycioBieHHast He0CTaTOYHOCThIO ['-6-D/1 B apuTponuTax;

5) beccumnromHas opma.

Knmnnueckn 3a6051eBaHIe MPOSBIIAETCS )KENTYITHOCTEIO, YBETMUCHHEM IICUCHH.

B nepudeprieckoii KpoBU BBIpAXKEHA aHEMUSI C PETUKYIIOIIUTO30M, JIEHKOIITO30M
CO CIIBUTOM J0 MHETOIUTOB. OTMEdaeTCst aHU30-, TONKMIONNTO3, BUHBI OCKOJIKH dPUT-
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POLMTOB (IIM30LMUTBI), OIMXPOMa3Hsl, 0a30(HITbHAs ITyHKTALHS] SPUTPOLIUTOB.

XapakTepHbIii IPHU3HAK BHY TPUCOCYANCTOTO FEMOJIN3a — TUIIEPreMOITIO0NHEMHS,
CBIBOPOTKA KPOBHU IPU CTOSHUM NMPHOOPETaeT KOPUUHEBBII 1IBET 3a CUET 00pasyro-
merocst MetTreMoriioonHa. OTHOBPEMEHHO 0TMEYAETCs TUIIEPOMINPYOMHEMHS, MOYa
MOXET OBITh LIBETA YEPHOTO MMBA, YTO 00YCIIOBIEHO BBIACISIIOIINMUCS F'€éMOITIO0H-
HOM, METTeMOIIIOOMHOM, a TAKXKe TeMOCHJICPUHOM M YPOOHIMHOM.

JIEYEHHME. Haunnaercst ¢ OTMEHBI JIEKapCTBA, BbI3BABLIETO TEMOJINTUYECKUN
kpu3. [Ipy HeTsKeI0M KpH3e Ha3HavYaloTCs aHTHOKCHAAHTHI (3peBuT, Vit E). [Ipume-
HSIFOTCSI CPEJICTBA, CIIOCOOCTBYIOIINE YBEIMUCHUIO BOCCTAHOBIEHHOTO [Ny TaTHOHA B
SPUTPOLUTAX, KOJTUIECTBO KOTOPOTO CHIKAETCSI IIPH TeMOJIMTUYIECKUX KPU3aX, KCH-
qut 1o 0,25-0,5 1. 3 pa3a BHyTpb. OHOBpEMEHHO naetcs heHobapOuTa (M 3UKCO-
PHH) B CyTOYHOM 7103€ B 3aBUCUMOCTHU OT Bo3pacta netsim 1o 0,005-0,01 B Teyenue
10 nueit. denobapOurTan, odnanaer OMIMpPyOMHKOHBIOTHPYIOIIUM JIeHCTBUEM, WH-
JQYLHPYET DIIOKypOHUITpaHc(hepasHyIo CHCTEMY IIEUEHH.

[Ipu TSOKENBIX TEMOTUTHYECKUX KpU3ax s MPO(UIAKTHKNA OCTPOH TOYSUHOM
HEIOCTAaTOYHOCTH BHYTPUBEHHO KalleJIbHO B 3aBHCHMOCTH OT BO3pacTa BBOIAT 1-4%
pacTBOpa HaTpus THAPOKapOOHATa M3 pacuera 5 M Ha | Kr Maccel B CyTKH, 4TO
CHOCOOCTBYET BBIBEACHHIO MTPOIYKTOB remoinu3a. Kak ciiabblii quypeTuk u aHTHar-
perant TpoMOOLMTOB, YIyUIIAaONIMK MOYEUHBbII KPOBOTOK, mpumensiercs 2,4% p-p
9y(HIIMHA BHYTPHUBEHHO KarenbHo 4-6 Mr/kr B cyTkH B 250-500 M1 ¢pus. pactBopa.
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OCTPbIU TIMM®OBINACTHbIN NIEMKO3

JleliKko3bI — SBIIIOTCS IEPBUYHBIM OITyXOJIEBBIM 3a00JIeBAaHIEM KOCTHOTO MO3-
ra, Ipu KOTOPOM OITyXOJIEBBIE KJIETKH, TOpakasi KOCTHBIN MO3T, pacIpOCTPaHSIOTCS
HE TOJIBKO 110 OpraHaM KpoBeTBoperus, HO ¥ B LIHC, u B ipyrue opraHbl M CHCTEMBI.
D10 Hamboyiee 4acThie 3JI0KaYeCTBEHHBIC HOBOOOpa3oBaHUS y JIeTel (4acToTa
1:20000), B BO3pacTe 10 4 Jner.

CornmacHO COBpEMEHHOH cxeMe KPOBOTBOPEHHSI, OCTPHIE JICHKO3bI 00bEIHHSICT
o0t mpu3HaK: CyOCTPaKT OMYXOJIM COCTABISIOT OnacTHhIE KIeTKU. [Ipu XpoHu-
YECKHUX JIEHKO3aX CyOCTPAKTOM OIYXOJH SIBJISIFOTCS CO3PEBAIOIINE U 3PEIBIC KICTKH.

ITHUOJIOT'USL. [1o umeronuMcst TaHHBIM, JIGUKO3bI “TIOJTUATHOIOTUYHBI 7, T.
K. HC YCTaHOBJICHO KaKOH-JIMOO 0E3yCIIOBHO BBI3BIBAIOIICH JIeHK03 MpUInHBL. [1pu-
YUHHBIMH (DaKTOpaMU JIEWKO3a YeIOBEKa MOTYT OBITh XUMHUYECKHUE (IK30- H IHIOTCH-
HbIC) U pu3HYeCKUe (MOHU3UPYIOIIas paaraiusi) (aKTopbl, a TAKKE BUPYCHI.

Paynmen6ax M. O. ¢ coaBt., 1974 1., 00HapyX w1 y OOJBHBIX JEHKO30M JIFOACH
HEKOTOPbIC B-Ba U3 META0OINTOB TPUIITO(hAHA U TUPO3HWHA, KOTOPbIE CIIOCOOHBI HH-
JTyIIAPOBATh JICHKO3bI ¥ OITYXOJIH Y MBIIICH.

VY dernoBeka HaWeH BUPYC JTUM(POMBI bepkuTTa U BEISIBICHA TPAHCKPHIITA3a,
koTopas criocoocrByet cunrte3y JIHK na BupycHoit PHK, uto npusoxut k o6pa3osa-
HUIO YHI0CUMOM03a OHKOT€HHOTO BHPYCa M KIETKH. DTO MO3BOJMIIO CYUTATh 000-
CHOBAaHHOMW BUPYCHYIO 3THOJIOTHIO JIEMKO30B.

ITo rumotese P. Xabuepa, 1976 ., B TeHOME KaKI0H KJIETKU 3aj0KeHa HH(OP-
Marws B Buae JTHK-nipoBupyca, paBHoLeHHast ”HGOPMALIUU B TCHOME OHKOBHPYCA.
B vopme JTHK-npoBupyc (OHKOTEH) HAXOAWUTCS B PEHPECCHPOBAHHOM COCTOSHHH,
OJTHAKO IT0J] BO3/ICHCTBHEM KOHIIEPOT'CHHBIX (DAKTOPOB (XUMHUYCCKUX, PAAHAIIUH ) OH
AKTHBU3UPYETCS U BhI3bIBACT KIIETOUHYIO Tpanchopmarmio. [IpoBupyc nepenaercs
0 HaceACTBY. HekoToprie yaeHbIe IOy CKatoT BO3MOXXHOCTH CYIIIECTBOBAHHS CHC-
TEM, TOJIAaBIAIONINX BUPYCHYIO JEHKO3HYIO TpaHC(HOPMAIINIO B KJIETKaX XO35SMHA, B
YaCTHOCTH CHUCTEMBI, OTBETCTBEHHOW 32 UMMYHUTET. TakuM 00pa3oM, B STHOJIOTHU
3a00JIeBaHUs TIIABHYIO POJIb UTPAET HE MHPHIIMPOBAHHOCTh BUPYCOM, & COCTOSIHUC
KOHTPOJIUPYIOIIUX CHCTEM, CTUMYIIUPYIOMIUX (PaKTOPOB.

PaguanioHHBINA 3THOJIOIHYCCKUI (HAKTOP B IMOCICAHUE ACCSTUICTHS TPUBIICK
BHUMAaHHE KaK peaIbHO CYIIECTBYIONINHA (PakTOp BHEITHEH Cpe/bl 1 BHYTPEHHEH CpeIbl
YeJIOBEKA, CIIOCOOHBIN BBI3BIBATH JIEHKO3.

PanuannoHanbHBIC JICHKO3BI YEIOBEKA PEANBHO CYNISCTBYIOT. JTO JIGHKO3HI Y
JKUTeJel SINOHUM, BOSHUKAIOIINE MHOTO JIET CITCTs ITOCJIC B3PBIBOB aTOMHBIX OOMO
B Xupocume u Harocaxu.

Hamu Oblia BbIsIBIICHA CBSI3b MEXKJLy POCTOM 3200J1€BaeMOCTBIO JISHKO30M U 3ar-
PSA3HEHHEM BO3/1yXa HEKOTOPHIMHU MOJTIOTAHTAMH BO3IyXa B TaKWX paiioHax Kpemva
kak Cakckuit, bBaxuncapaiickuii, PaznonbHeHcknii U 1p.
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Wrak, 5THONOTHS JISHKO30B HAXOIUTCS B CTANN N3YUYCHUSI.

IATOI'EHE3. O naronorudeckoil CymHOCTH JEHKO30B U3BECTHO, YTO JIEHKO3
9TO OMyXOJb. B OCHOBE €ro JIIeKUT MEepBUYHAS MATOJIOTHS KIETOK KPOBETBOPCHHUS,
COMPOBOKAAIOMIASICS HAPYIIICHUEM TPOLECCOB MX Mposndeparun U qudpepeHIim-
pOBaHUs, BOSHUKHOBEHHE KJIOHOB OITyXOJIEBBIX (JIGHKO3HBIX) KiIeTOK. [Iporpeccupy-
rom1as npirgepanys TUX KISTOK IPUBOIUT K HOPAKEHHIO OPraHOB KPOBETBOPEHHUS
1 YMEHBIICHHUIO IUIaIyiapMa HOpMaJIbHOTO TeMOII0d3a.

VYueHue o pa3BUTHH JICHKO3HOTO Ipoliecca, IOHITHE 00 OITyXO0JIeBOM mporpec-
cuu nipu Jeiiko3ax BBen A. 1. Bopoower B 1965 1. B HacTosiiiee Bpems 3T0 yueHue
pa3paboTaHO IPUMEHHUTENBEHO KO BceM (hopMaM JIieiKo3a ¢ COOTBETCTBYIOIIMMH Ta-
TOTEHETUYECKUMHU MEPOIPUATHSIMH TEPaIHu.

BracTHBIE KJICTKH IIPH OCTPOM JICWKO3€ TEPSIOT (PePMEHTHYIO CIIEU(PUIHOCTS.
Knerku craHoBsTCS MOP(OIOTHUECKH ¥ INTOXUMUYecKU HequddepeHnnpyeMbIMH.
OHH XapaKTepU3yIOTCs:

1. V3MeHeHmeM s7pa W OUTOILUIA3MBI (BMECTO KPYITHBIX MOSBIISIOTCS KICTKH
HENPaBUIBHON (POPMBI C YBEITHYCHHUEM IIJIOMIAIHN Apa U IIUTOINIa3MBI;

2. O6nanmaroT COCOOHOCTBIO PACTH BHE OPraHOB I'eMoIo33a (MpoiudepaTs
13 JISMKO3HBIX KJIIETOK HAXOMST B KOXKeE, IOYKaX, FTOJIOBHOM MO3I'€ B MO3TOBBIX 000-
JIOYKax), OHU HEPaBHOILIEHHBI U MTPEACTABIISIOT pa3HbIE ATAIIbI IPOTPECCHH;

3. Hwmeror ckauko0Opa3HbIN YXO/ Oy XOJIH U3-110]] IUTOCTaTHYECKOTO BO3/ICH-
CTBHS, @ TAKXKE JIy4€BOT0, TOPMOHAJIBHOTO;

4. Hapacranue mporiecca B BUI€ BbIX0/a OJIACTHBIX dJIEMEHTOB B Tiepudepu-
YECKYI0 KPOBb, IIEPEX0/ia OT JICHKOIIEHUH K JICUKOIIUTO3Y.

Drarbl OMyXO0JIEBON MPOrPECCHH — ATO ATAIbl 3JI0KaYeCTBEHHOCTH Jieiiko3a. B
OCHOBE JIAaHHOM IIPOIPECCUH JIEKHUT HECTAOMILHOCTh TeHETHYECKOTO anlapara Jiek-
KO3HBIX KJIETOK, KOTOPBIM CBOWCTBEHEH I1E€PEX0/l U3 HEAaKTHBHOI'O COCTOSIHUS B aK-
TUBHOE. PackpbITHe 3TaroB JEHKO3HOTO Ipolecca nMeeT OO0JIbIIOe MPAKTHYECKOEe
3HaueHHe, MO0 TITABHBIM €T0 CMBICII 3aKITI0YAETCS B TOMCKAX ITUTOCTATHIECKUX IPe-
MapaToB, aAEKBATHBIX KAJKIOMY 3TaIly 3JI0Ka4eCTBEHHOCTH.

Haunnas pa36op KIMHUYECKOM KapTHHBI JISHKO30B, HEOOXOIUMO KOCHYTHCS BOTI-
poca o COBpeMEeHHOM Ki1accu(pUKaLuy 3a00J€BaHMs, CTAIUSIX U TUarHOCTHKE.

Haunnas ¢ 1976 r. Bo BceM Mupe KIMHUIUCTHL Noab3yorcss PAB (Ppannus,
Amepuka, Bputanus) kiaccuukanmeii ocTpbIX Jeiiko30B. [To koTopoil neiiko-
3BI JETATCS Ha OCTPBIi muMpoOnacTHbIH seiiko3 (ALL), 75-80% oT Bcex 1eiK030B y
JeTe, u ocTpbii HenmmMdoOIacTHBIH eiiko3 ANLL, KoTopblil BKITIO4aeT B ce0sl CEMb
moaTuroB (M1 —M7) u coctaBnsiet 20-25% eiKko30B y AeTeH.

M1, 2 — ocTpslii MuenoOnacTHIN Jeiiko3, M 1 —Heanddepenmpyemast ocrpast
MuesnounHas Jeiikemusi, M2 — muddpepennmpyemas muenoungHas eiikemust, 15-18%,
yaie y JIeTell crapIiero Bo3pacra.
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M 3 — ocTpblil IpOMHENONUTApPHBIH JIeiKo3, 2-5%.

M 4 — ocTpblif MUEI00IaCTHBIN JICHKO3, BCTPEYACTCSI OUSHD PEJIKO.

M 5 — ocTpast MOHOOIACTHAS 1 MOHOIIUTApHAS JICHKEMUSI.

M 6 — octpsIii 3puTpoMueno3 (apurponeiikos) — 1,25%.

M 7 — ocTpast MerakapuoluTapHas JeMKeMus.

M 0 — ocrpsiii HeanpGhepeHIUpPYEMBbIi JISHKO3.

BbDKMBaEeMOCTB ITPU OCTPBIX HETUM(POOIACTHBIX JICHKO3aX 3HAYNTEIBHO HUXKE,
yem npu OJIJI. OqHako B HACTOsILEE BPEMs OHA 3HAYUTENILHO BO3POCIIA B CBSI3U C
TpaHCIUTAHTAIlMEH KOCTHOTO MO3Ta OT OpaTheB WK CecTep, COBMeCTHMBIX 1o HLA.

Jlnst ycTaHOBIIEHHS AMArHO3a JieiiKo3a HEOOX0MMO LIUTOJIOTMYECKOE, IINTOXH-
MHYECKOE 1 INTOT€HETHUECKOE HCCIIEJOBAaHNE KOCTHOTO MO3Ta U BBISIBIICHUE TTIOBEP-
XHOCTHBIX aHTUTCHHBIX MapKepOB KIIeTOK (MMMyHOo(peHotunuposanue L1, L2, L.3).

C yuerom mopdonorudeckoii xapakreprctiku OJIJI Beigenstor 3 mogsapuanra
(tabum. 4).

Kax Bunno u3 tabnuiet 5 L 1 u L 2 Bapuanter OJIJI B 6onbmmHcTBE PAS moso-
JKUTENbHbIE, a L 3 BapuaHT — OTpULIATENIbHBIN, B TO BpeMs Kak HeJnM(oOIacTHbIe
JIEWKO3bI AAOT TOJIOKUTENBHYIO PEAKIHIO HA MUEJIONEPOKCUIA3Y U Cy[JaH YEPHBIH.

JI1s KIMHUYeCKOM MPaKTUKU BbllieneHue Tpex nojasapuantos OJIJl umeer oueHb
0oIIbIII0E 3HAYEHHE, TIOCKOJIBKY OT ITOJ{BAPHAHTA 3aBUCUT KypC IIPOBOANMOM Tepanun
1 IPOTHO3 1S sku3HK OosbHOT0. Kpome toro L 1 u L 2 mogBapuanTsl MoryT ObITh T-
KJIeTouHO! (popmoii min HU-T- HU B-Kkiterounoit gpopmoii, a L3 noxsapuant B-kie-
TOYHOU POpPMOIA.

ITpu mocranoBke nuarnosa OJIJI HeoOXOMMMO yKa3aTh U CTAIUIO 3a00IeBaHMS.
B 1979 . A. 1. Bopo6weB u M. JI. BpuimuaHT npeanmokuim CBOIO KiIacCH(PUKAITIIO

Ta6muna 4
CpaBHHUTEIbHAS IUTOJIOTHYECKAS XaPAKTEPHCTHKA OCTPOTro
JUM(}0GIACTHOrO M 0CTPOro MHUEJI00IACTHONO JIeiKo3a y neTeil

IMonyasimust IuTomnazma Snpo SIapbImKn
ALL - L 1, manas, CkyJHas ¢ peAKUMU KPYIJIbI€, IOCTOSHHO. 0-1, oT MeJKuX /10 He-
OJIHOPOJIHAsI, TOMOTCHHAsl | BAaKyOJSIMH OIIPE/IC/ICHHBIX.

TOITYJIALUA.

ALL - L 2 ot cpenHux 1o
0O0JIBIINX; pa3HOPOIHAS,
reTeporeHHast MOy JIALHS.

0T YMEPEHHOI1 110
OOJIBIIOM; HEITOCTOSH-
HO Ga3zoduibHas ¢
PEAKIMHE BaKYOISIMH.

OT KPYIJIBIX JI0 Herpa-
BUJIBHBIX, YPOIJIUBBIX.

1 , Pa3JIMYUMBbIC WA
HEpa3InIuMBIC.

ALL - L 3 ot cpenHux 10
0OJIBIIHNX.

0T YMEPEHHOI 110
0OJIBIION.

OT KpPYTJIBIX 10 OBaJlb-
HBIX.

1 v GoJblire, HeYeT-
KHeE.

AML — M 1 ot cpepHux
710 OOJNBIIHNX.

0T cpenHel 10 60JIb-
LIOM, najouku Ay3pa

OT KPYIJIBIX JI0 OBaJIb-
HBIX, XDOMaTHH OT
TOHKOTO JI0 Ipy0oTo0.

1 wiu 60sbIIe, 0OBIYHO
pa3Iu4uMBbIe.

Ipumeuanune: M 1 — octpas Mueao0aacTHAs JICHKeMHUs 0€3 3peiibix GopM.
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Tabmuua 5
LuToxnMuYecKne peaknu, XapaKTepHbIe JIsl OCTPBIX JIeK030B

AB MPO | SBB | CAE | ANB | PAS AP
>3 >3
L1 - - - -/+ +B -/+
L2 - - - -/+ +A -/+
L3 - - - -+ - +
M1 + + -+ -+ -/+ +/-
M2 + + +/- -/+ + +/-
M3 + + + -+ + +/-
M4 + + +/- + + +
M5 -/+ -/+ -+ + + +

MPO — muenonepokcuaza

SBB — cynan uepHbIit

PAS — nepuonnueckas IIudd-kucaora (peakuus Ha IIHKOTSH)
CAE- xunopanerar screpasa

ANB- anbda HapTHa OyTHpaTICTEpa3a

AP- kucnas ¢pocdaraza

OJIJI. CornacHo 3Toii KiTaccu(PUKAIAN BBIACIISIOT HAaYadIbHBINA TEPUOJ, Pa3BEPHYTYIO
CTaiut0 OOJIC3HH, MOHYI0 PEMUCCHIO, BEI3JIOPOBIICHHE (COCTOSHIE MTOTHON pEeMIC-
CHUU Ha MPOTSDKECHUH 5 JIET), YaCTHYHYIO PEMUCCHIO, PEIUINB C YKa3aHUEM, KaKOH 110
CYeTY, U YTOYHCHUEM OYara JIOKaJIU3aliH [IPH JIOKAJIbHOM PEIUINBE, TCPMHUHATbHAS
crajus.

Jliis mporHo3a 3a005ieBaHUs UMEET 3HAYCHUE TUarHOCTUPOBAHNE Ha PaHHEH CTa-
muu. Hu y xoro HeT comHenwust ceroas, uto OJIJI HadynHAaeTCs MOCTENEHHO U JIMIIh
ero MaHUA(ECTAIMS MPEACTABILSICTCS OCTPOW. MHOT'HE UCCIIEIOBATENH] TUIIYT O “IPe/i-
Jieliko3e ”, HO B MpeJIeiiKo3e MOCTaBUTh UarHo3 Helb3s. [locTaBuTh 1nartos jei-
KO03a TI03BOJISICT MOP(OIOTHYECKast KApTHHA KOCTHOTO Mo3ra ¢ HaimuueM 30% Omac-
TOB 1 Oosee. B HagansHOM niepuosae OJIJI mporekaet o BujaoM OoJie3He, “mMacok ”,
CBSI3aHHBIX MPEUMYIIECTBEHHO C TUIEPIIIIACTHUECKUM MTOPAKEHUEM OPTaHOB, JTHOO
C BBIPQKEHHBIM ITUTONIEHUIECKUM CHUHIPOMOM. COOTBETCTBEHHO JETSIM BBICTABIIS-
€TCsl IMarHo3 PeBMATU3M, JIUM(aCHUT, MH(OEKIIMOHHBII MOHOHYKJICO3, 3I0KA4CCTBCH-
Hast TuM(OMa U JIp., a C IPYTOH CTOPOHBI aIUTACTHYECKAS AaHEMHSI, TeMOPPAaruueCKuit
BaCKYJIUT, TPOMOOIIMTOIIEHUYECKAS ITyPITypa, CEIICUC U IP.

CrnenyeT Mom4epKHyTh, 4TO JJIs paHHero pacno3HaBanust OJIJ1 y nereli Bo Bcex
HESICHBIX CITydasx o JISHKo3e HaJ0 TyMaTh Yallle U Mpuoerarh K UCCIeOBAHUIO KOCT-
Horo mo3ra. OCOOEHHO 3TO UMEET 3HAUCHHUE JJIsI TIOCTAHOBKH JIUAarH03a B aJleHKeMHU-
YECKYI0 CTaIUI0, KOTJa B TEMMOTpaMMe CIlle OTCYTCTBYIOT OnacTel. K cokaneHuio
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Tabnuua 6

Ipornocruueckne npusnaxku npu OJL y nereii

(mo JI. A. MaxoHoBoii u ap., 1986 )

DakTOp NPOrLo3a BbaaronpusiTHbIN Heb6naronpussTHbIH
[Mepuon oT Havyana OoJIe3HU 10 <3 Mmec. >3 Mec.
IIOCTAHOBKH JMarHo3a.

Bospact 6051bHOTO. 2 — 10 ner. Mo 2 et u cBeime 10
JIeT.
YBennueHne nepudhepuaecKux <2 cm. >2 cM.
UMD OY3II0B.
YBesmueHue e4eHu. <4 cm. >4 cM.
YBeIMueHue CeIe3eHKH. <4 cM. >4 cM.
[Topaxenue LIHC. Her. EcTb.
JlelikonuTos Jlo 20,0- 10°/n Cabiue 20,0-10%/n
I'emorioOux <70 r/n >70 r/n
TpoMBOLHTHI <100,0-10%/x >100,0-10%/1
VIMMyHOTII00YTHHBI Hopma CHIKEHBI
Mopdonorust 61acTOB 10 L1 L2,L3
DAB-knaccudukamu
VmmyHoustorust 6;1acToB T-xnerku B-knerounas
[{uroxumudeckue JaHHbIE: OtpunarenbHas ITonoxuTensHas
kucias Gocdoraza
HIK-peakius ITonoxxurenbHas OTtpunatenbHast

nuarHo3 OJIJ] gyamie BRICTaBIsCTCS B JIGHKEMUYCCKYEO CTAIHIO, IPY HAJIMYHA OJac-
TOB B FTeMMOTpPaMMe.

[TyHKTaT KOCTHOTO MO3Ta OCOOCHHO HEOOXOIMMO MCCIIEIOBATh B CIyYasiX, CO-
MIPOBOYKIAIOIINXCSA [IUTOTICHUEH WM yBEIHMYCHHEM JTUMQOY3IIOB, THO0 TeM U APY-
UM BMECTE, HEe TIPUMEHSS 10 9TOr0 HUKAKOTO JIEICHNUS (PEHTIEHOBCKOE O0yUeHHE,
anekrpodopes, YBY, Ha3HaueHHe MpenHu3aliona), TaK KaK Takas Teparus MOXET
YCKOPHUTH TEUCHHE JICHKO3HOTO IIpoIiecca U MUesorpaMmma OyIeT HeXapaKTepHOH, 4TO
3aTPYIHHAT ITOCTAHOBKY IUArHO3a, OCTAaBUT OOJBHOTO Ha JOJITOC BpeMs Oe3 CIICIH-
(uueckoii Tepanuu.

Jast manugecTHbIX KInHuYeckux mposiernii OJIJI xapakrepHsl yBennye-
HUe TUM(aTHIECKUX Y3JI0B, IEYEHH, CEIE3CHKH, 00NN B KOCTSAX U CYCTaBaxX, IOBBI-
IICHNE TeMIIepPaTypsl, OJIEIHOCTh, OBICTpas yTOMIISIEMOCTh, HEJOMOTaHHE, TeMOppPa-
run. Peske TOSBIIIETCS CTOMATHT, TOJIOBHASI 00T, 0OMOPOKH, H3MEHEHHS CO CTOPO-
HBI HCPBHOW CHCTEMBI.

B nepudeprdeckoii KpoBU HAXOIST JINOO aICHKEMUYECKYIO KapTHHY, JIN0O Ha-
JIn4ure OJIACTHBIX KJICTOK, B KOCTHOM Mo3re — 30% u Goiee GimacroB. Eciu sxe nuar-
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CrMNTOM OCTPOro rnenkosa

BregHocTb 100%

BbiCTpasi y TOMISeMOCTb
TewmnepaTypa

K poBouanusHus Ha koxe
K poBOTEH. U3 CIMNCTBIX
Borm B kocTsix

Y Benu4. numd.yanos

W Hdb. vacTble npety apl

Y BennyeHme nevenn

Y BenuueHne ceneseHKu
| | | | , |
T t t t t t {

0% 20% 40% 60% 80% 100% 120%

NPOLIEHT CrTyyaes
Puc. 2.

INa6opaTopHbie NokasaTenu

67%

Neionenmns

Anemusi (HB Huwxe 110 r/n)
T pomGouuToneHus
Bbicokas CO9
TNumdoumTos

Neiikountos >20* 10

Bnactbl
0% 20% 40% 60% 80% 100% 120%

MPOLEHT Crlyyaes
Jleitkomnienust — Hrke 4-10°
Tpombomuromnenus — amke 100-10°
Puc. 3.

HO3 0CTporo Jeiiko3a HeyoeauteneH (10-15% O6macTHBIX KIIETOK), TO, BO3MOXHO TOJIBKO
CHUMITTOMaTHYECKOE JICUCHHE, HEOOXOMUMO MMOBTOPHO HCCJICI0BATH MHEIOTPAMMY
yepes 3-4 Henenu.

B craguu mosHO# peMHCCHE B ITyHKTaTe KOCTHOTO MO3ra HaXoIsT He Ooiee
5% OJIaCTHBIX KIICTOK, a 00IIee KOINIESCTBO OIACTHBIX M IUM(OUTHBIX KJICTOK B HEM
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He npebiaeT 40%; B nepudepudecKoil KpoBH OIACTHBIX KIETOK HE TOJDKHO OBITH,
B COCTaBE KPOBH BO3MOXHBI YMEpPEHHasl JICHKEMUsI U TPOMOOIIUTOIICHUSI, COOTBET-
ctBeHHO 3,0-10°/m 1 100,0-10°/1 u3-3a IUTOTOKCHYECKOTO BO3IEHCTBHS, TOJIKEH OBITH
HOPMAJIBHBIM COCTAaB CTUTHOMO3TOBOI JKUAKOCTH U OTCYTCTBOBATh KIIMHIYECKHE ITPH-
3HAKU JIEHKO3HOH Mpoueparum.

YacTuyHas peMHCCHSI MOXKET XapaKTEPHU30BaThCSl TEMATOJIOTHYCCKUM YITyd-
LIEHHEM, YMEHBILICHHEM OJIACTHBIX KJIIETOK B KOCTHOM MO3T€, B CITHHOMO3TOBOH KM /I
KOCTH IIPH JTUKBUIAINH KIIMHUYECKUX TIPU3HAKOB HEHPOJIeKo3a 1 (WK ) TIPHU TI0/1aB-
JICHUH 04aroB JIEHKO3HON HHPUIIBTPAIMU B APYTUX OpraHax, BHE KOCTHOTO MO3ra.

PenniuB ocTporo Jeiiko3a ObIBa€T KOCTHOMO3TOBBIM (ITOSBJICHNE B ITyHKTATEe
6oee 5% OMaCTHBIX KJIETOK) MJIM BHEKOCTHOMO3TOBBIM C Pa3IMYHON JOKaIH3anneit
JIeMKO3HOM MHOWIBTpanuy (HEHpoIelkos, JIeidKo3Hash MHQWIBTpaLUs Cele3eHKH,
JTUM(OY3II0B, TAHMOPOBBIX MMA3yX, SUYCK U I.).

B TepMuHANBHYIO CTAAWIO, KIMHHYCCKU B 3HAYUTEIBHON Mepe YCIOBHYIO,
BKJIa [bIBACTCSI MOP(OIIOrHYECKOE OHSITHE 00 HCUEPIIaHUU TEPAIIEBTHUECKUX pe3ep-
BOB, O HEKypaOeJIbHOM dTare OIyX0JIeBOM MPOTpeccuu Jieliko3a. Bmecte ¢ aTuM 0T-
MEYaeTCsl YCIOBHOCTh 3TOW CTaIUH, TOCKOJIBKY OHA OTPA)KaeT JIUIIb COBPEMEHHBIN
YPOBEHB TEparieBTHYECKIX BO3MOKHOCTEH. Bee iurocrarnueckue cpesicTsa He TOJIBKO
OKa3bIBatOTCs Hed(P(HEKTUBHBIMH, HO U Ha X (JOHE ITPOTPECCHPYET JIeUKO3, HapacTa-
€T IUTOIIEHNYECKHI CHHJIPOM, TIPEXKJIE BCETO arpaHyJIOLUTO3, MTOSBISIOTCS HEKPO3bI
HA CJIM3HUCTHIX 000JI0UKAX, CEIICHC, KPOBOUNIUSIHUE. TepMHUHATBHAS CTANS CBUIC-
TEIBCTBYET O HEOOXOJMMOCTH OTMEHBI IIUTOCTATUYECKON TEPAITUH C COXPAaHCHHEM
CHUMIITOMaTHYECKOM.

[TpuanHBI cMEpTH AeTel MpH JeHKo3ax, B TOM 4uciie TMM(OOIacTHOM, — 3TO
CEIICUC, KPOBOU3IIUSIHUS B MO3T, HHTOKCHKALIUSI.

ITpu ocrpom mumpoobmacTHOM sefikoze (OJ1J]) BbLAEIAIOT NPOTHOCTHYECKU He-
OnaronpusATHBIC POPMBI, KOTOPHIC BIHSIOT Ha BBKHBAEMOCTH OOJIBHOTO.

Oc000 BbIIEISIETCS HERPOIEHKO3, KOTOPBIH MOKET IPUCOETUHUTLCS K JIFOOBIM
JIOKAJIbHBIM (hOpMaM pelnanBa U CTaTh CAMOCTOSTENLHOM (hopMOii, Oe3 POsIBICHHS
KaKoOH-TM00 Ipyroi KIMHUKH 3a00J1eBaHusl. B mociaenHue rogapl HeHpOoIeKko3 cTal
YaCTBIM MPOSIBJICHUEM PELIUINBA 3200JICBaHUS. DTO CBSI3BIBAIOT C YBEIMUCHUEM ITPO-
JIOJDKUTEIILHOCTH KU3HU OOJIBHBIX U C TEM 00CTOSITENBCTBOM, UTO ITPOTUBOJICHKO3-
HBIC TIpEMaparhl He IMPOHUKAIOT Yepe3 reMaTodHIedaandeckuil bapbep U s JIei-
KO3HBIX KJIETOK B IICHTPAJIHHON HEPBHOW CHCTEME CO3ACTCS OMPEACICHHOE YKPbI-
THe, OIAroNpPUsITHBIC YCIOBUS JJIsl IPOSIBIICHUS JICMKO3HBIX MH(UIIBTPATOB.

HEMPOJIEMKO3 (11eiiko3HO0e MOopakeHHe HEPBHOI CHCTEMBI) Pa3BHBACTCS
BCJIE/ICTBHE METACTa3MpPOBAHMs JIEHKO3HBIK KJIIETOK B 000JIOUYKH TOJIOBHOTO U CIINH-
HOTO MO3ra, B BEILIECTBO MO3ra M HEpBHbIE CTBOJIBI. J{narHo3 Heliposeliko3a CTaBHT-
Csl HA OCHOBaHUM OOHApY>KeHHs OJIACTHBIX KJIETOK B JMKBOpe. I1pu Heliposeiikose B
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JIMKBOPE MOKET HAOIIOAATHCSI BAPUOOEIBHBIH IIMUTO3 /IO HECKOJIBKUX THICSY KIIETOK B
1 MKJI., IOBBIIIIEHUE YPOBHS O€JKa U CHW)KEHHE YPOBHS INIFOKO3BI, IIBET )KUAKOCTH,
Kak IpaBujIo, CEpOBaThIi, C MOJOKUTEIHLHOUN peakiueit [1anau.

KnuHudeckux mposiBIEHUH TPU HEHPOIeKo3e, KpoMe 0OHAPYKEHHS IIUTO3a B
JTUKBOPE, MOKET U HE HAOIIOAATHCS; B TO YK€ BPEMSI OHH MOT'YT OBITh CAMBIMH Pa3HO-
00pa3HbIMU. DTO M3MEHEHHE IOBEICHHS peOCHKA: Pa3IpaskUTEIbHOCTD, BSJIOCTb,
HeoOuMTenbHOCTb. [TosBIIsieTcst rojoBHast 00IIb, TOIIHOTA, PBOTA (IIPY MEHUHT HAITb-
HOH (opme), oyaroBasi CUMIITOMATHKa B BUJIE TOPAYKEHNUS YEPEITHBIX HEPBOB, ITHpa-
MHUIHOHM HETOCTaTOYHOCTH, MOIKEYKOBBIX CHMITOMOB, CYIOPOT, HAPYIICHUS PEUd U
co3HaHus (MPU MEHUHTOdHIIE(haTuIecKol 1 dHIedanrnIeckoil popme), HIKHUX T1a-
pamape30B, HapyIICHNE TOXOAKN U (QYHKIIH Ta30BbIX OPTraHOB, KOPEITKOBBIX CHMII-
TOMOB (IIPY MEHHMHTOMHUEIUTHYECKOH (hopme). DK30(pTanbM HAOI0IaeTCsl, KaK npa-
BUJIO, IIPU XJIOpJIEiiKo3e.

[TouTH y nONOBUHBI OOJIBHBIX ITPU PELM/IMBE JIeHK03a OTMEYAETCsl HOPMaJIbHBIH
cocraB nepuepuuecKoil KpoBHU, U TIOATOMY OOJIBIIIOE 3HAYCHUE UMEET BHUMATEIb-
HBIA OCMOTP OOJIFHOTO, CBOEBPEMEHHAsI KOCTHO-MO3T0Bas M IIOMOAIbHAS TyHKIINN
MIpH AUCTIAHCEPHOM HaONIONCHUH.

KnuHuueckue Macku OCTpOro JieiKo3a camble pa3HOOOpasHble: JTUM(paICHHT,
SMHJ, TAPOTHT, TyOEpKyJIe3, TMMQOrpaHyIeMaro3, peBMaTu3M, peBMaTOUIHBII apT-
PHT, TeNaTHTHI, MH(PEKINOHHBII MOHOHYKJIE03, OCTPBIH alllIeHANINT, 3aTSDKHBIE ITPO-
CTyIHBIE 3200JIeBaHUSb, JIIUTEIBHBIC 3BEHO-HEKPOTHYECKNUE CTOMATHTBI, aHTUHBI,
CEIICHC, aTNTACTHYECKasi aHEMUS, TEMOJIUTHIECKAst aHEMIST, TPOMOOIIUTOTIEHUYECKast
IypIypa, TeMOPPAarndecKuil BAaCKyJIUT, AU3CHTEPHS, MEIIKOOUAroBast THEBMOHUS.

JEYEHUE OCTPOI'O JIMM®OBJIACTHOI'O JIEMKO3. C 1990 roza B
reMaToJIOTHYECKOM OTAeIeHNH PeciyOnKaHCKoi KIIMHUYEeCKOH 1eTCKON OOJIbHUIIBI
IIPUMEHSIOT COBPEMEHHBIE TEPANIeBTUUECKHE MPOTOKOJIBI JISUEHHSI OCTPOTO JIUM(POO-
nactHoro Jneiiko3a y aereir OJIJI-BPM-90 pazpaboraHHbIE HEMELIKUMH KOJUICTaMH
(1988, 1990, 1992 rr.). [To mpoTokonam cpenu aeteit, 6obHbIX OJLJI, BEIACTSIOT TpH
TPYTITBI PUCKA!

1. Tpynma ctanmapTHOTO pucka — JeTtu oT 1 roga a0 6 net. KomudectBo 6iac-
TOB Ha § JIeHb Tepanuu B nepudepudeckoid KpoBu He npesbinraer 1000 B 1 Mkt
(mocne 7-AHEBHOIO MpHeMa MPEAHU3aIOHa); OTCYTCTBYET npe-1 UMMyHO(EHOTHIT
JIeliko3a (eciiu y nmalyeHTa He IPOBOAMIOCH IMMYHOCTICIM(HUECKOoe UCCIIeI0BaHuE
671acTOB, HO UMEETCS MEAMACTeHAJIbHAS OITyXO0Jb, TO MAIIUEHT B JIIOOOM CIydae u3
CTaHJapTHOW TPYTIIBI PUCKA); HE UMeeTcs nepBudHOro nopaxkenus [IHC; ycranos-
JIeHa TIOJTHAsI peMUccHsl Ha 33 —ii JIeHb JICUSHUS;

2. [I'pynma cpemsero pucka — getH A0 1 roga u crapiie 6 JeT, KOJIUIecTBO Oa-
CTOB B mepuepuIecKoil KpOBU Ha 8-i JIeHb, OCIC 7-THEBHOM MPEIHU30I0OHOBON
npodasbl, He npesbimaet 1000 B 1 Mxi1; monHast pemuccus Ha 33-i JeHb JICUeHus;
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3. TI'pymnmna BBICOKOTO pHCKa — OTCYTCTBUE NOIHOM peMuccuu Ha 33-ii 1eHsb Jie-
YEeHUH.

Mexnay 65 n 70 nHEM NOBTOpHAsl KOHTPOJIbHAsE KOCTHOMO3IOBAsl ITyHKIIMSI TS
MTOJTBEPIKICHUS PEMUCCHH, €CITU Ha 33 JICHb B KOCTHOM Mo3re 5% u Ooiree 01acToB
(B remorpamme He Oosee 20-10°/1 TeHKOLUTOB).

KINACCUDPUKALUA ULUTOCTATUHECKUX CPELOCTB

[IpoTuBONEiKO3HBIE IpENApaThl.

1 AHTHMeTa00JHTHI — HAPYIIAFOT CHHTE3 MPE/IICCTBCHHUKOB HYKJICHHOBBIX
KHCJIOT, TyTeM KOHKYPEHIIHH C TIOCIICTHUMH B JICHKO3HOU KIICTKE.

MeTtoTpekcaT — aHTOTOHHCT (OIMEBOM KUCIOTHI (3P QEKT B CTa NN pasrapa v B
KauecTBe ITOJJIep KUBAIOLIEeH Teparnuu, 1eHcTByeT Ha S ¢asy).

JlanBuc (Tioguaninum) (Glaxo Wellcome) — 1 Ta6m1. conepxut 40 Mr THOTYaHU-
Ha : 25 Tab1. B yrmakoBKe. THOTYaHUH SBISACTCS CYIb(QTHAPIILHBIM aHAIOTOM TyaHHHA 1
MIPOSIBIISICT CBOMCTBA ITyPHUHOBOTO aHTUMETa00MnTa. SIBISACH CTPYKTYPHBIMH aHAIIOTa-
MH ITyPHHOBBIX HYKJICOTHIOB, METa0OIUTHl THOTYOHHHA BKJIFOYAIOTCS B ITyPHHOBBIN
00MEeH ¥ HHI'MOUPYIOT CHHTE3 HYKJIEHHOBBIX KHCIIOT B OITyXOJIEBBIX KJICTKAX.

6-MepkanTonypuH (MypUHETO0J) — AHTOTOHUCT IyPHHA, BMEIINBAETCS B 00-
MEH HYKJICHHOBBIX KHCJIOT, ICUCTBYeT Ha S asy.

uro3ap (uUTO3MHAPAOUHO3UI) — CUCTEMATUUECKUI aHAJIOT TUPUMUIMHA, TIpe-
IISITCTBYET PEBPAICHUEO IIUTH/IMHA B THOKCUIIMTHINH (Ha S (pa3y JIerK. KIeTKH).

2 Ajgkuimpymoumue coeinHeHus — nofasisitor cunre3 JIHK u B menbmieli cte-
nenu PHK B sieliko3HOM KJeTKe.

Hukaodochan, 06magaroNmii MUTOCTATUICCKUM U ITUTOIUTHYCCKUM JICHCTBH-
€M Ha JICMKO3HbIE KJIETKU.

3 AJIKOJIOWABI pacTeHUId.

BMHKPHCTHH — IPAKTHYECKU BO3ACHCTBYET Ha BCE (ha3bl MOKOSIICHCS KIIETKH.

Drono3ua (Bene3ua, VP —16) — u3 pacTeHnid MOHAPAropbl, IpeaoTBpaIiaet
BXO)KICHHUE KJICTKH B MHUTO3.

4 depMeHTHBIE MpenapaThl.

L-acnaparnnasa (KpacHHTHH) — pa3JiaraeT acaparut, HeoOXOIMMBIH /IS CHH-
Te3a MPOTCHHA, Ha aCIAPAarMHOBYO KUCIIOTY H aMOHUH B JICHKO3HOH KJIETKE, KOTOpast
HE CII0COOHA K CAaMOCTOSATEIILHOMY CHHTE3Y acliaparnHa 1 II03TOMY ITOTH0aeT OT ero
SH/IOTCHHOTO AEHUCTBHUS.

5 IIporuBoomyxoJjieBble AHTHOHOTHKH.

ATpHUAMHINTH, pyOOMHIIHH — 00JTa/IaeT IIATOCTATHICCKIM JICHCTBHIEM, TIO/IABISICT CHH-
Te3 HyKJIEMHOBBIX KUCIOT myTeM Banmozeiictsus ¢ JIHK u PHK — nomimepazamm.

6 TopmoHaabHBIE MpenapaThl.

Ipeonusonon — 0b6Ia1aeT MUTOTUTUICCKIM JICHCTBHEM Ha JICHMKO3HBIE KIETKH
(mmdobnacTel 1 Heaud GepeHIupyeMble 0JacThl) M He BBI3BIBACT pa3pyIIeHHs HOP-
MaJIbHBIX JTUM(OIUTOB.
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TEPAMNEBTUYECKUE NMPOTOKOJbI

Jlo3upoBKa METMKaMEHTOB OCYIIECTBIISIETCSI B COOTBETCTBUH C TUIOMIA/IBIO TI0-
BEPXHOCTH Tena marenTa. Kaxxasii pa3 mepe HagaaoM HOBOTO dTaria JICYCHUSI BHOBb
OIIpeNeISIeTCs IUIONIA b [IOBEPXHOCTH TeJla U PACUUTHIBACTCSI COOTBETCTBEHHO J103a
npenapatos. [Ipu 3H101F0MOATBHOM UHBEKIIUH U IPH 00TyYCHHUH TOJIOBEI JO3HPOB-
Ka OCYLIECTBIISIETCSI B COOTBETCTBUU C BO3PACTOM.

[Nonmxumuorepanus GOIBHBIX CO CTAHAAPTHBIM U CPETHUM (aKTOpaMH pUCKa
JUINTCS B T€UCHNE O-TH MECSIIEB.

MPOTOKOJI I (HampaBiieH Ha PEIyKIUIO0 PEMHUCCHHN ), CM. PHC. 4.

IepBas ¢a3a. [Ipenuu3onon HazHauaercs u3 pacdyera 60 mr/m? ¢ 1-ro no 28
JIeHb, 3aT€M CHIDKEHHUE J103bl Ha 50% KaxkJple TPU JHS 10 TOJTHOM OTMEHBI. Y Malu-
€HTa C BLICOKOW HauaJIbHOM MacCOM JIEMKO3HBIX KJIETOK MJIU BBIPAKEHHON OpraHoMe-
rajgreil HayajabHYI0 103y HEOOXOIMMO Ha3HadaTh U3 pacuera 20 MI/M?, 10 CHUKEHHS
YPOBHSI JISHKOILIUTOB B nepudeprdeckoi kpou Huke 20-10°/1, uT00bI H30€KaTh OC-
TPOTO CHHAPOMA pactaja OemKoB.

B 3aBHCHMOCTH OT KIIMHIYECKOTO OTBETA HA TePaIuio (YMEHBIIICHHE OPTaHoB),
abopaTOPHBIX TIOKa3aTelNeH (YMCHBIICHNUE YHCIa JICHKOIIMTOB, COJCPKAHUS MOYC-
BOI KHCIIOTBI, MOYEBUHBI, KPEATHHHUHA, KaJlUs) 103y IPEIHN3aTI0HA HY)KHO OBICTPO
YBEJIMYMBATD JI0 OKOHYATEIbHOU (60 MI/M?) HE MO3HEE 5-T0 JHS TEPAIHH.

BuHKpUCTHH BBOAMTCS B 103€ 1,5 Mr/M> BHyTpHBEHHO Ha 8, 15, 22, 29-i1 neHb.

PyGomuriiun BBoguTcs u3 pacyera 30 Mr/mM? BHyTPHMBEHHO KalleJIbHO B T€UEHHH |
yacaHa 8, 15, 22, 29-i1 nens. [lepen nepBeiM BBesicHHEeM pyOomuttiaa nenaetrcs DKIT
n axorpadus cepana (npenapar KapAHOTOKCHYEH).
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L-Acnapunasa (L-ASP) — BBogutcs B 1o3e 10000 e1/M? BHYTPUBEHHO Karielb-
Ho B TeueHuu | yaca Ha 8, 15, 18, 21, 24, 30, 33-ii gcHb.

Bo03MOXHBI TSKETIBIE AITIEPTUYECKUE PEaKIUH, THIIEPIIINKEMHUS U HapyIIeHNEe
CBepThIBaHUS KpoBU. HeoOXomanmMo mpoBOAUTE 1a00paTOPHBIN KOHTPOJIh CBEPTHIBA-
Hust KpoBH (pudbpunoren, AT-111, mia3muHOreH), ypoBHs caxapa. [Ipu pasButuu aHa-
(uakcuy BO3MOXKHA 3aMEHa Ha 3PBHHA3Y.

[Mpodunakruka Helposelko3a MPOBOIUTCS YHIONIOMOAIBHBIMU BBEICHUSIMH
METOTpeKcara B BO3pacTHOM 103upoBKe | pa3 B 2 HeJel.

Bropasi ¢paza. Ycimosus aist Hadania (asel 2 IpoToKoiia 1 ciieayromye: moJHas
peMuccHsi B KOCTHOM Mo3re, MeHee 5% 0J1acTOB B MHUEIOTpaMMe; TP Ha4aJIbHOM
nopaxennu IIHC — mosnasi pemuccust B [ITHC; nmpu MenuacTeHaIbHOW OMyXOIH —
yMeHbIIIeHne pa3MepoB omyxomnu 10 30% ee HayaabHOW BEIMYMHBI; YAOBIECTBOPH-
TeJIbHOE 001IIee COCTOSIHNE; OTCYTCTBHE TSHKEIIOM NH(EKINI; KPEaTHHUH B IIpeAesax
BO3PACTHON HOPMBI; JieiikoluThl 6onee 2-10%/1; rpanynouutsl — 6onee 0,5-10%/11.

Huxnodocdan (L[D) — BBoguTcs B 103e 1000 Mr/mM> BHyTPHBEHHO KaIl€IbHO B
TEUYECHUH Yaca Ha 36-il u 64-it neHs jgeueHust. KoHTpob auypesa u npoduiakTuka
reMOPPAaruuecKOro IUCTUTA MIPOBOISTCS CIEAyIOKUM o0pazom: ruaparamust 3000
wi/mM? 3a 24 yaca; gypocemun u3 pacyera 0,5 MI/Kr BHYTPUBEHHO Ha 6 u 12 vac
nociie nuknodocdana; mecHa (ypomerokcan ) 400mr/m? BHyTpuBeHHO Ha 0,4 1 8 yacy
oT Havasa nHQpy3un nukinodocana.

6-Mepxkanronyput (6-MIT) — 60 Mr/m> B CyTKH BHYTPb, 36- 63-ii THH JIeUCHHUSI.

Iuroszap (ARA-C) — 75 Mr/m? B CYyTKHM BHYTPHBEHHO B BUJIE 4 THEBHBIX OJIOKOB;
38-41 nmuu, 45-48, 52-55, 59-62 nuu. [locne Havana jedeHus] IUTO3APOBBIE OIOKH
JKeJIaTeIbHO He MpephIBaTh. ECIIM Hadamo MUTO3apOBBIX OJOKOB OTKJIAIBIBACTCS TN
IIpepbIBaeTcs, OAHOBPEMEHHO Npekpaiaercs npuem 6-MII. Beinasiee B neueHnn
6-MII Hy>HO NOATSIHYTH O OONIEH TUIAHOBOM KyMYJISTUBHOM /103bl, paBHO# 1680
MI/M.

MPOTOKOJI M (HanpaBiieH Ha KOHCOJUIAINIO PEMUCCHH ), CM. PUC. 5. BKITIO-
4aeT B ceOs 6-MepKanToIyprH, BRICOKOTO3UPOBAHHBIM METOTPEKCAT, METOTPEKCaT
9H/IOMIOMOATIBHO, JIEHKOBOPUH BHYTpHBEeHHO. HaumHaeTcs depes 2 Hemenu mocie
3aBepiIeHHs TpoTokona 1. OCHOBHBIE YCIIOBHS IS Ha4alla 3TOTo IMPOTOKOJIA: JISHKOIIHU-
b1 Gostbiiie 1,5-10%/1; rpanynormTet 6onbiie 0,5:10%/1; TpomboruTs! 6ombiie 50-10%/1.

6-MepKanTonypuH Ha3Ha4aeTcsi U3 pacyera 25 Mr/m? B IeHb (BHYTPb), B Teue-
HUE § He/eNb.

Merorpekcar HaszHadaercs B 1o3€ 1 r/m? (1/10 o6rueit 10351, BBOAUTCS B TEUe-
nue 30 muH; 9/10 00mieil 10361 BBOAUTCS B TCUCHHE 35,5 4) mMyTeM HENPEPHIBHON
uHby3un, Ha 8, 22, 36, 50 meHp OT Havasa mporokoiaa M.

JleitkoBOpHH (aHTUIOT METOTPEKCATa) AAaeTCst U3 pacyera 15 Mr/mM? BHYyTpUBEH-
HO CTPYHHO WJIM BHYTpPb B TabieTKax Ha 42, 48, 54 yac oT Havasa BBEJCHUSL.

62



MPOTOKOJ M
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MTX uHTpanroMOaIbHO BBOTUTCS Yepe3 2 yaca OT Hauala BHYTPHUBCHHOW WH-
¢y3ur MTX B BO3pacTHOU JTO3UPOBKE.

MHPOTOKOJIII (Takxe HarpaBieH Ha KOHCOIUIALMIO PEMUCCUN), CM. puC. 6.

ITepBas ¢aza. [IpoBoautcs yepe3 ABe Hemenw mocie mpoTokoiaa M. YenoBus
Hagana [1 mpoTokosa ciemyromme: MpoaoiKAaeTCs MOMHAs PEMHCCHS; Xopoliee 00-
1ee COCTOSIHUE OOJNLHOIO; OTCYTCTBHE MH(MEKIMHU; JIEHKOIUTHI Oosbmie 2,5-10%1;
rpanysoutel 6osbie 1-10%11; TpomGormTet 6ombiie 100-10%/m.

Jexcamerason 10 mr/m? BHYTpb ¢ 1 10 21 JeHb OT Hayaja MPOTOKOJIA, 3aTeM
JI03y YMEHbIIAIOT Kaxkple 3 qHs Ha 50% 10 MOJHOM OTMEHBI.

Bunkpuctud 1,5 Mr/m?> — 4 BHYTPUBEHHBIX BBEICHHUSI C HHTEPBAJIOM B OJIHY He-

Jeiro (MakCMMaJibHas 103a 2 Mr/m?).
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Anpuamuimd (ADR) 30 mr/m?, undysust B Teuenue 1 yaca. [lepen 1 u 3 Hazua-
yenueM HeoOxomumMo nposectd DK 1 sxokapauorpaduueckoe nccieqoBaHme: mpu
MPU3HAKAX CHUIKEHHS COKPATUTEIbHOM (DYHKIMM MHOKapia CJICAyeT MPEeKpPaTHTh
nanpHeimee npumeHerne ADR.

L-Acnaparunaza 10000 EJI/M?> — undysust B Teuenue 1 yaca ma 8, 11, 15, 18
JICHB.

Bropas ¢a3za. Ycnous s Hagana BTopoit assl mpoTokona [1: xoporree odmiee
COCTOSIHHE; OTCYTCTBHE MH(EKILNI; HOPMaJIbHBIH BO3PACTHON YPOBEHb KpeaTHHUHA
B CBIBOPOTKE KPOBH; JIEHKOLUTHI 00J1bIiIe 2+ 10°%/11; rparymonuts: 60iblie 0,5:10%; Tpom-
6ouutsr Gombime 50-10%/11.

uxnodocdan 100 mr/m?, undysus B Tedenne 1 yaca Ha 36 JeHb OT Havyaja
niporokosna. KoHTpouns tuypesa u npodriIakTHKa ICTUTA TAKUE JKe, KaK B IIPOTOKO-
ne 1.

6-Tuoryanut (6-TG) 60 mr/m* BHYTpb B 36-49 nHu, Bcero 14 nHeit.

Iuroszap (ARA-C) 75 mMr/m?> BHYTPUBEHHO JByMst OiokaMu uepes 4 aus: 38-41
JIeHb, 45-48 nHu.

MTX uHTpamoMOaIbHO BBOIUTCS B BO3PACTHBIX MO03UPOBKax Ha 38 u 45 neHb
OT HayaJia MPOTOKOJIA.

O06mnyuenue ronossl. [Ipu xopoleM KIMHUYECKOM COCTOSTHIH 00ITydeHHE roJIo-
BbI HaunHaeTcs ¢ 38 aHs mporokona 1 juis nereit u3 rpynmn CpeaHero u BHICOKOTO
pucka. J[o3a o0irydeHus 3aBHCUT OT BO3pacTa 1 oT HadasibHoro BoBnedenus L{THC (ot
12 no 18 I'p netsam mo 2 net, ot 18 no 24 I'p netsm crapie 2 ner).

B citydae BeIsiBIeHHS Hepolieliko3a TIoMOanbHbIE ITyHKIIMA METOTPEKCcaTa Ocy-
IIECTBISIIOTCSA OUH pa3 B HEJEINI0, C OMHOBPEMEHHBIM BBEICHUEM ITUTO3apa, IPe/-
HU30JIOHA. B KOHIIE OIMXUMHOTEpAIIH MOAKIIIOYAETCs 00y deHHE TOIOBBI.

IMonnepsxuBaromas Tepanusi POBOIMUTCS ABYMsI IIPEraparaMi CPOKOM JI0 2-X JIET.

6-Mepxkanromnyput 50 Mr/m? BHYTpPb, €KEIHEBHO.

Merorpekcar 20 mr/m? BHYTph 1 pa3 B Heae0. B neHs nmpuema HE0OX0AMMO
KOHTPOJIMPOBATH OOLIHIA aHAJIN3 KPOBHU U PErYJIMPOBATH 103y MOJJIEPIKUBAOLIEH Te-
panuy B 3aBHCUMOCTH OT YPOBHSI JICHKOLUTOB (IIPH yPOBHE JIEHKOIUTOB 1-2-10°/11 —
50% no3a 6 MIT/MTX, 2-3-10°/1 — 100%, 6onee 3-10%1 — 150 %).

B pecnyOnmkancko# ierckoi OonpHuUIIE BEDKHBaeMOCTs jereit ¢ OJ1J1 6pu1a okomo
10-12%. 1990 r., nocie Havyana paboTsl 1o poTokoiamMm bOM BeDKHBaeMOCTSh geTel
¢ nepuaHbIM OJIJI coctaBuna 90%, pemuccust 95%, 5 -neTHSA BBDKHBaeMOCTb 69%.

[Tocie M310KEeHUsT OCHOBHO# Teparuu 1o npotokoiam BM® — 90 neodxoaumo
OCTaHOBHUTBHCS HA KIIMHUYECKOM MaroMopdo3e JIeHKo30B.

Camo nonsitre “matoMopdo3” (rped.) — CTOMKOE H3MEHEHHE KOJTHYSCTBCHHBIX U
KaueCTBEHHBIX C/IBUTOB HO30JIOTHH I10]] BIUSIHAEM B JaHHOM CIIy4ae JeUeHHs: CTOM-
KO€ M3MeHeHHe JTMM(OOIaCTHBIX JICHKO30B.
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K niposiBiiennsiM naromopo3a OTHOCHTCSI TOPAKEHHUE OPraHOB JICHKO3HBIM IIPO-
LIECCOM C MPHUCYIIUMHI €My HHTOKCUKAIHel, HHQWIBTPpAUeH, KPOBOMIUSHUSIMA U
AHEMHUYECKOHN TMIIOKCHEH, a TaK)Ke MOOOYHBIM JeHCTBHEM ITUTOCTATHKOB. B mporiec-
ce JICYCHUSI C HACTYIUICHUEM PEMHUCCH PelyLIUPyeTCs JIGHKO3HAsl OMYXO0Jb U YXOJISIT
€€ IPOSIBIICHHS B OpraHax U CUCTEMAax, HO COXPAHSIOTCS OOOUHbIE AEHCTBHUS LIUTO-
CTaTHKOB, MO0 TIOCIIe HACTYIUICHHUSI PEMHUCCHHU TPOIODKACTCS crennpuieckas Xu-
MHO- H JIy4eBasi TCPaIHsl.

CaMbIM BaXXHBIM 3BE€HOM B 3TOM ITaTOMOP( 03¢ SBIISICTCS IUTONCHNYECKUI CHH-
JIPOM, KOT/Ia pa3pylIeHbl OIaCThbl 1 HOPMAJIbHOE KPOBETBOPEHUE €llle HE BOCCTAHO-
BUJIOCH. B 3TOM omycToleHnu 0e3 KpOBETBOPHBIX KJIETOK OPraHU3M MOCTEpUraeT
4yepe/ia OCI0KHEHUIT: CHHPOM pa3pyLIeHus! 0JacTOB (3HAMEHHTAs TeTpajia — FHIie-
PYpeKuMUsL, THITepKaIueMust, rutiepdocdaremus, rumnokanpuuemus), JIBC-cuaapom,
CEITICUC U KPOBOMIINSIHMS, TOPAKEHUE CEPALA, ICYSHN, KMIIEYHUKA U JIp. OPTaHoOB.
B 3ToT nepuon axke mpu OTCPOYNBAHUT HA3HAYCHUI IIUTOCTATHKOB, ICHCTBUE UX HA
OpraHu3M elie npoaosnkaercs. Bee 3To co3aaeT CliokHY0 CUTYalrIo, B KOTOPOU He-
00XOIMMO TIPEYCMOTPETh TIOMOIIb BCEMY OPTaHU3MY B LIEJIOM, II03TOMY OOJIbILIOE
3Hauenue npu jgeueHun OJIJI umeet, Tak Ha3bIBaeMasi, COITPOBOAUTEIIbHAS TEPAITHSL.

C 1enbI0 MTPOTUBOACHCTBYS CHHIPOMY JIM3HCA OITYXOJIH, C IIEPBBIX JTHEH Jieue-
HUS IPOBOAMTCS MaccuBHas nH(Y3uoHHas Tepanus (3000 MII/KB. M B CYyTKH) TIIFOKO-
30-COJICBBIMU pacTBOpaMu. J[ist IpOMIAKTHKY | JICUCHUST HH(PEKIIMOHHBIX OCI0XK-
HEHUH NIMPOKO HCHOJIL3YIOTCS TPOTHBOBHUPYCHBIE IIperaparsl 30BUPAKC (AIMKIOBUD),
Bansrpeke Glaxo Wellcome u p., anTrHOHOTHKH TiedaniocrnopuHsl [1-ro mokosaeHus
(Bunaned, Glaxo Wellcome) u I1I-ro mokonenus (Poprym, Glaxo Wellcome, Pore-
¢un, F. Hoffmann-La Roche u ap.), aMUHOIITMKO3HUIBI U JIP., AHTHHUKOTHIECKHE CPEJI-
cTBa — TUQIIOKaH, aM(OTEPUIIHH.

AJeKBaTHBIM aHTHIIEpETUKOM siBisiercst napaneramon (Gllaxo Wellcome). On-
HUM U3 HanOosee 3 QEeKTUBHBIX AaHTUAIMETUICCKHX MPENapaToB sBIseTCs 30hpaH
(Glaxo Wellcome). ApceHai mpenaparoB, HCIOIb3YEMbIX B KaueCTBE COIMPOBOJIHU-
tenpHOM Tepanuu npu OJUJI y nereli odeHb BETUK.
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XPOHUYECKUW MUENOJNENKO3

Xpounuyeckuii Mmuesoneiiko3 (XMJI) — 3To omyXxoib KpOBETBOPHOM TKaHH,
BO3HUKAIOIIAS U3 KIETOK-TIPEAIICCTBCHHHI MHEIOI033a, COXPAHAIOIINX CIOCOOHOCTh
T pepeHIIPOBATHCS A0 3peibiX (opM. XPOHHUYCSCKUH JICHKO3 OTIUYASTCSI OT OCT-
pOTO HE JTUTEIBHOCTBIO TeUYEHUs, a MOP(HOJIOTHUECKUM cyOcTpaTroM ormyxomu. Oc-
HOBHOI Mopdonorudeckuii cyocrpar XMJI cocTaBnstoT qudpepeHIupyomecs u
3peJIbie TPAHyIOIHTHI.

OmyxoneBslii iporiecce mpyu XMJI IpOXOanT JBE CTAINH:

1. Pa3BepHyTYyI0 — MOHOKJIOHOBYIO, JJOOPOKau€CTBEHHYIO (3PEIOKIETOYHYIO),
XapaKTePU3YIOIIYIOCS JITUTEITHHOCTHIO TCUCHUSI.

2. TepMUHaIBHYIO — IOJUKIOHOBYO, 3JI0KAYECTBEHHYIO (B TS PMUHAIILHOM CTa-
JIIH CyOCTpPAT OIYXOJIH COCTABIISIOT OJIACTHI), 3HAYUTEIBHO 00JIee KOPOTKYO.

XMJI aBiisieTcst 0y X0Jbl0, UMEIOIIEeH YeTKHUE XPOMOCOMHbBIE HAPYIIIEHUS — BMe-
CTO HOPMAaJIBHON XPOMOCOMBI U3 22-# apbl XPOMOCOMY C YKOPOUCHHBIM JUTHHHBIM
wredoM — Ph'-xpomocomy (“dunanenshuiickyro’), Halu4ne KOTOPOi CUMTAETCS T1a-
TOrMOHWYHBIM pu3HakoM XMJL. B pa3BepryToii cragun 3aboneBanust 90% u 6omnee
KJIeTOK coziepskar Ph'-xpomocomy. OHa onpeienisieTcs B AEISIIIMXCS KIETKaX MUENO-
UIHOTO, SPUTPOUTHOTO ¥ METAaKAPHUOIIUTAPHOTO Psiia, MOHOLIUTAPHO-MaKpodaraib-
HBIX 2JIeMeHTax, B-mumdorurax. Hanmnane MapkepHOH XpOMOCOMBI B 3THX KJIETKaxX
MTO3BOJISIET CINUTATh, YTO BCE OHH IMMPOUCXOMAT U3 MOTUIIOTEHTHOH CTBOIOBOI KIETKH.

XMUJI BcTpeuaeTcst B 1F000M BO3PACTe, HO B OTJIMYHE OT OCTPOTO JICHKO3a, PEIKO
(2-5,5% ot Bcex J1eiKo30B).

V nereii BeiiesiioT aBe popmbl XMJIL: B3poCiyIo M FOBEHWIbHYIO (MH(paHTHIIb-
HYI0), Pa3ITUYAIONIUXCS [T0 KIIMHUKO-TEeMAaTOJIOTHYCCKAM MIPOSIBIICHHUSM, TCUCHUIO 3a-
6oseBaHusI, HATHYHIO Ph!-XpOMOCOMBI, OTBETHOW PEAKIMH HA TEPAITHIO.

Bapocnas popma XMJI (BXMJI) BcTpedaercs y AeTei daie, 4eM I0BEHUIIbHAS.
B ocnoBroM BXMJI HabmromaeTcs y AeTei mKoILHOTO Bo3pacTta. Ee KmnHuKo-rema-
TOJIOTUYCCKUE MPOSBICHUSI HAIOMHUHAIOT TAKOBBIC Y B3POCIbBIX, YeM U OOBICHS-
eTcst Ha3BaHue 3Toit popmbl. BXMJI HaunHaeTcst mocTerneHHo. bonbHbIe TITHTETBHO
HE MPEIBSIBISIOT )KaJlo0 U B HAYAIIbHYIO CTaIUI0 00JIC3Hh OOHAPYKMBACTCS CITydaii-
HO TIpH 00CII€I0BAaHUH 110 MIOBOTY APYTUX 3a00I€BaHUN UITH TTPU 0(hOPMIICHHUH B JI€T-
CKHE YUPeXKICHUs, KOT/Ia BBIABISIIOTCS N3MEHEHHUS B NeprudepuuecKoil KpoBH (JIei-
KOIINTO3 CO CABUTOM BIICBO JI0 METa- M MHUEJOLNTOB), HHOTAA YK€ YBEIHMINBACTCS
cene3eHka. Muenorpamma — 6e3 MaToJIOTHIeCKUX OTKIOHSHUH. [IaTorMOHUYHO 00-
Hapy>KeHHe KIIETOK, cojepskaiux Ph'-xpomocomy.

Kak npaBuiio, 60J1e3Hb TUArHOCTUPYETCS B Pa3BepHYTOM cTaauu. B cBsi3u ¢ mo-
CTENEHHO HapacTaloMed MHTOKCHKAIMEH MOSBIAIOTCS jKajJoObl Ha OoOIIyro cia-
00CTh, HEAOMOTaHNE, YXYAIIICHHUE alIIeTUTA, TOXyAaHNE, TIOBBIIICHNE TEMIIEPATYPHI,
MOTYT OBITH O0JI B )KMBOTE, OCCAITHH, HE3HAYUTEIIbHAS aJICHONATHs, SINHIYHBIC
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Tabmuua 7
JnarsocTuyeckne KpUuTepHy B3poc/ioii 1 BeHWILHON (hopm XMJI

IOBennabHas
Ipuznaku B3pocaas ¢popma
¢opma
Bospact > 4 ner + -
JlumbanenonaTust - +
JletikeMu bl - +
JleitkommTer > 100-10%/1 B + <100-107/m
niepudepruIecKoil KpOBH
MoHOUUTO3 - +
TpombornmTOICHHS - +
Bricokuit HBF - +
Snapoconepkamue - +
SPUTPOUIHBIC KICTKU
B nepudepruIecKoil KpOBH
AHomainsHO BbIcOKHi [gG - +
[lenmounas docdorasza Camxenne 10 0 Hopwma umm yme-
B HEeHTpohmIax pEHHO CHW)KEHA
JI :D B KOCTHOM MO3re >10:1 2-5:1
Ph'-xpomocoma + -

remopparuu Ha tesie. Koxka mpuodpeTaet OeHO-Cephlii OTTEHOK. XapaKkTepHa CIuie-
HOMETaJIHSI, 32 CYET KOTOPOH M3MEHSETCsl KOH(UTYPAIHs )KUBOTA, TTOSIBIISICTCS TyB-
CTBO pacrupaHusi, MHOTa OO0 (3a CUEeT NepepacTsHKEHUs! KaIlCybl CeIe3eHKH, T1e-
pecIIeHUTa), BO3MOXKHO pa3BUTHE HH(apKTa cene3eHky. Cerne3eHka IIoTHAs, MO-
XKET yBEJIMYHMBATHCS J0 TAKMX Pa3MEpOB, YTO 3aHUMAET IPOCTPAHCTBO JI0 olnacTu
Ta3a. [ledeHs yBenndeHa MEHBIIIE.

Jlst mepudeprdeckold KpoBH B pazBepHyToi ctaann BXMJI xapakrepeH HEenT-
PpOUIBHBIN THIIEPICHKOIINTO3, CIBUT BIEBO JJO MUEJIO- U TPOMHEIIOIIUTOB, BCTpeYa-
I0TCSI ©TMHUYHBIC MUEII00IaCTBI, YBEINYNBAETCS KOJIMYECTBO 0a30(hMIIOB 1 D03UHO-
¢uioB (“6azopuibHO-303uHOGWIBHAS acconnanys”’). [TouTn y Bcex O0NBHBIX OTMe-
YaeTcsl yMepeHHass HOpMOXpOMHasl aHeMusi. HecMoTpsi Ha HOpMaJIbHOE U JIaXKe T10-
BBIIIIEHHOE KOJIMYECTBO TPOMOOIIMTOB HAOIIONAETCSl HApyIIeHHe UX (PyHKIUH, T. €.
umeercs aebunut “myna xpanenus”. COD o0bryHO yBeauueHa. KOCTHBIN MO3T T'H-
MepIUIACTUYEH, MUEIIOU/IHBIC KIIETKH HaXOJSITCSl HA BCeX CTanusIX quddepeHunpos-
KU, J1:3 MOKeT cocTaBisATh 10:1 —20:1. JluarHocTUUYECKHU LIEHHBI PE3yJIbTaThl UCCIIE-
JIOBaHHsI KOCTHOTO MO3Ta ¢ U3y4YeHHeM XpoMocoM (00Hapyskenue Ph'-xpomocombr).
XapakTepHO TaKKe CHIKEHHE aKTUBHOCTH 1esouHoi (hocdarassl (ILID) B HewTpo-
(pmax BIUIOTH 0 MOJTHOTO €€ OTCYTCTBHS.
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KnuHuueckue 1 reMarooruuecKue posiBIIeHHs TepMUHAIBHON cTa (i (Oact-
Horo kpu3a BXMJI) omnuatorest oT pa3BepHyTOH cTa MK U IPAKTHYECKU HE OTIINYa-
FOTCS OT CUMITTOMATHKH ocTporo Jieiiko3a (OJI). Kak mpaBuiio, G1acTHBIN KpU3 pas-
BuBaeTcs Ha ¢pone neuennss BXMJI. K panHuM mpenBecTHUKAaM €ro OTHOCSITCS Hapa-
CTAOLINHN JIEHKOLUTO3 U yBEIUYEHHE CENIE3CHKHU, YTO CBUAETEIBCTBYET O PA3BUTHU
pedpaxkTepHOCTH K IPOBOAMMON Teparnuu. Y OOJIBHOTO YXY/AIIAeTCsl CAMOYYBCTBHUE,
HapacTaroT cl1aboCTh, IOTIIMBOCTb, OJIEAHOCTS, MOSIBIISICTCS U IIPOIPECCUPYET reMOop-
paru4ecKuii CHHIPOM, HEPEAKO MOBbIIICHHE TemIeparyps 10 38-40°C, HekpoThyec-
KHe NOPa)KeHHs KOXKHU U CIIN3UCTBIX, BBIPAKECHHBIN 005IEBOI cHAPOM (601 B KUBO-
Te, CIIMHE, HOTaxX, PUIYXJIOCTh U OOJIM B CycTaBax). YBEINYMBAIOTCSI CEIE3EHKa,
IeYeHb. Y HEKOTOPBIX OONBHBIX TEPMHMHAJIbHAS CTAAUSI MOKET MPOSIBUTHCS B BUJIE
9KCTpaMeyIUISIPHBIX OIyXOJIEBBIX 00pa3oBaHuii (yBenrueHus JuMdoys3IoB, 0CcTeo-
JIUTUYECKUX U3MEHEHMH, Heliporelikosa, jJelikeMnoB B koxe). [Ipu uccinenoBanuu
9THX 00pa30BaHUH BBIBILIIOTCS O1aCThI, IUTOreHEeTHYEeCKH onpenensercss Ph-xpo-
MocoMa. DKCTpaMeny/uisipHas OnacTHas TpaHcHOpMaLus MOKET IPEAIIECTBOBATh
OacTHOM TpaHC(HOpPMALMU KOCTHOTO MO3Ta 32 HECKOJIBKO MECSLEB. Y HEKOTOPBIX
0OJIBHBIX 3a00JIEBAaHIE MOXKET CPa3y MPOSBUTHCS OJacTHBIM Kpr3oM. Ciemyer oTMme-
THUTb, YTO OJACTHBINA KPU3 MOXKET NPOTEKATh 10 MUEIIOUIHOMY, TUM(POUTHOMY, CMe-
LIaHHOMY THITY, T. €. B iepuo] OnactHoro kpu3za BXMJI Bo3moxHa niponudepanus
Pa3IMYHBIX KJICTOYHBIX JIMHUH. DTO TaKKe CBUJIETEIBCTBYET O TOM, YTO TOPAKEHHUE
IIPOMCXOIUT Ha YPOBHE IOJIUIIOTEHTHOMH CTBOJIOBOH KJIICTKH.

B nepudepudeckoit KpoBu — HapacTaromasi HOPMOXPOMHAsI aHEMUS, BEIPAXKEH-
Hast TPOMOOITMUTONIEHH S, THIIEPIICHKOIIMTO3 C TIOSIBJICHUEM B JISHKOIIUTApHOH popMy-
Jie OOJIBIIOTO KOMMYECTBA OJACTOB (CyMMapHOE Coiep KaHue 0JIaCTOB M TIPOMHMEIIO-
uToB > 30% CBUIETENBCTBYET B IOJIB3Y OnacTHOTO Kpu3a). Kapruna nepugepuuec-
KOW KPOBH CTaHOBUTCSI TIOXOKEH HA TAaKOBYIO IIPH OCTPOM MHUEJIOOIACTHOM JICHKO3€.
B MuenorpaMme xapakTepHO HapacTaHHe OJaCTHBIX KJIETOK; OJJHAKO, OJIACTHI B Iie-
pudepruIecKoil KpOoBH IMPeodIanarT Hal OJacTaMi B KOCTHOM MO3TE.

IOBenunbHas Gopma XMJI (FOXMJI) 1o yacToTe BOSHUKHOBEHHSI 3aHMMAET 2-¢
MecTo mocie “B3pocioro” tuna XMJI u HaOmonaeTcs MpeuMyIeCTBEHHO y neTeil
1o 2-x net. Knuanueckue nposienenust FOXMJI nanomuHatoT octpslil neiikos. Ipu
FOXMUJI TpyaHO BBIIEIUTE U pa3rpaHUUUTh OT/IENIbHBIE IEPHO/IbI 3a00ICBAHMSI B CBSI-
31 ¢ OBICTPOH pacIpoCTpaHeHHOCTHIO npouecca. [losBisercs nuxopazaka, ObICTPO
HapacTalT CUMITOMbI HHTOKCHKAINU, aHEMUIECKUI ¥ TeMOPParundeckuil CuHapo-
MBI, YBEJINUUBAIOTCS [I€UEHD U CENIE3CHKA, HEPEIKN 0CCAITHH, HEKPOTUIECKHUE TTopa-
HKEHUSI KOXKH, I3BEHHO-HEKPOTUUECKUH CTOMATHT, 3HAUMTENIbHO YBEIMUMBAIOTCS BCE
rpynbl TUM(Oy3II0B.

B nepudeprueckoii KpOBU BBIPaXKEHBI HOPMOXPOMHast aHEMHUs1, TPOMOOLIUTOTIE-
HUsL, JieiikonuTo3. JlelikonurapHas Gpopmysa HanmoMHHAeT TakoByto ipu BXMJIL: ume-
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FOTCSI BCE MIEPEXOHBIC (POPMBI HEHTPOIITFHOTO Psiia, HO IIpeolianaroT 3peibie hop-
MBI, XapaKTepeH MOHOILUTO3, OTCYTCTBYET “0a30(MIbHO-303HHO(IIIFHAS aCCOLIHA-
mus”. COD yBenmuena. B apurporurax pesxo nossimeHo coaepkanue HeF (30-70%
u OoJsiee), OTMEUaeTCs TUIepraMmmaniooyaTnHeMus ¢ mpeBaaupoBanueM [gG. B mue-
JIOTpaMMe B OCHOBHOM OTIPENENSIOTCS KJICTKH MUEIOHIHOTO psfa C YBEINICHUEM
AIIEMEHTOB MHUTOTHYECKOTO ITyJia, KOJTHYECTBO OJACTOB HOPMaJbHOE HJIM HE3HAUH-
TEJIBHO MOBBIMIECHO (10 10%), COOTBETCTBYSI TAKOBOMY YHCITy OJIACTOB B IIepU(EpH-
YECKOU KpOBH.

Ph!-xpomocoma orcyTcTByeT. 1o maHHBIM pa3HBIX aBTOpPOB y 50-82% neteii ¢
FOXMJI oTmedaeTcst HOpMaJIbHBIN KapUOTHUII, OTHAKO HEPEIKO Y OONBHBIX B KOCTHO-
MO3TOBBIX KJIETKaX OOHAPYKUBAJIHCH PA3IHIHBIC UTOTCHETHYECKUE aHOMATHH.

JAUATHO3 XMJI MOXXET MPEICTaBISITh ONPeIeICHHbIE TPYIHOCTH IPH I1EPBO-
HaYaJIBHBIX MPOSBIICHUSIX O0JIC3HU ¢ OIACTHOTO KpH3a (MOXKET IMIPUBECTH K JUATHOC-
TUYECKOH OIMIMOKE, T. K. KJIMHUKO-TEMAaTOJIOTHYCCKUE TAaHHBIC CBHUIICTCIBCTBYIOT B
TI0JIb3Y OCTPOTO JIEWKO3a) M B HaUaIbHOM cTaauu 3adboneBanmst BXMJI.

MuenouaHbIe JISHKEMOHTHBIC PEaKIIny Hanbolee 9acTo BCTPEYAIOTCS TIPU THOM-
HO-BOCTIAJTUTEIHHBIX 3a001eBaHIsIX. OJHAKO OTCYTCTBUE SIBHBIX IPU3HAKOB HH(EK-
LU, HECOOTBETCTBUE TSHKECTH KIIMHUYCCKIX CUMIITOMOB U3MEHEHHSIM B TIepUQepu-
YECKOIM KPOBH, PE3YIIBTAThI JOMOJHUTEIBHBIX METOJIOB UCCIICAOBAHUS (MUEIOTpaM-
Ma C [IUTOXUMUYECKHUM, [INTOTCHETHYCCKUM aHAIA30M) ITO3BOJISIOT UCKITFOUYHUTH CEIl-
TUYECKUI TPOLECC.

[Tpuannoit cmeptu ipu XMJI siBiisieTcst 001asi HHTOKCHKAIIHSI, BTOPHYHAS WH-
(exist (Cercuc, MHEBMOHUS ), OCIOKHEHHSI, 00y CIOBICHHBIC TeMOPPArHUSCKIM CHH-
JPOMOM.

IMPOI'HO3 ITPU XMJI 3aBucur ot popmbl 3a00sIeBaHuUs U Teparnny. Boamox-
HO BBI3IOPOBIICHHE [TPH TPAHCIUIAHTAIIMU KOCTHOTO Mo3ra. [Ipu KoHCepBaTHBHOM Jie-
YeHuH 1porHo3 HebnaronpusTHeA. FOXMJI xapakTepusyercst ObICTPBIM T€UEHHEM,
pedpakTepHOCTBIO K Tepanuu. [IpoJomKUTeIbHOCTD KU3HA OOJBLHOTO OOBIYHO HE
mpeBbImaeT roga. KoHcepBaTUBHBIE METOABI JICUCHHUS O3BOIIAIOT JOOUTHCS PeMHUC-
cun 'y 50-92% BXMJI B pa3BepHyTOH cTaanu. JIUTEIHHOCTh PEMUCCHN Pa3InYHA
(OT HECKOJIBKUX MECSIIEB IO HECKOJIBKHX JIET); TIPU TepaIiu OJaCTHBIX KPU30B OHA
MEHee MPOJOIDKUTEIbHA. Menuana BeDKUBaeMOCTH Aetelt 0ombHbx BXMIT koe6-
JIeTcst OT 26 10 53 Mec; ONUCaHbl CITyYau ¢ JUTMTEIbHOCTRIO )KU3HH J10 8-15 et (H.A.
Anexcees, 1998 1.).

JleueHne onpeaenseTcs KITMHNKO-TeMaTOIOTHUECKIMU TIPOSIBIICHUSAMH 1 CTAIHeH
3aboneBanus. B pazsepnHyToii cragun BXMJI ncnonb3yoT MOHOXUMHUOTEPAITHIO (JTH-
TaJup, MUCIIOCAH, PEKO — IPYTHe MUTOCTAaTHYeCKue npenaparbl). OCHOBHAs IIEJb
JICUCHHSI B ITOM CcTaauu 3a00JICBaHHUS — YMEHBIICHUE MACChl IPOIUPEPUPYIOIIETO
IyJia OIyXOJIEBBIX KJIETOK. B Hacrosimiee BpeMsi Ooiiee S(PPEKTHBHBIM IperapaToM
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qutst teuennst BXMJI B pazBepHyTO# cTa i sBIsieTcs IMTanup (ruapokcukapoamu,
ruapea). [Ipexnonoraror, 4ro nmpenapar yMeHbIIaeT akTHBHOCTh pUOOHYKJICOTHpE-
JYKTa3bl, yYaCTBYIONIEH B CHHTE3€E JC30KCHHYKIICOTH/IOB U CIECTBUEM ITOTO SIBIIS-
etcs 6nmokana cuaresa JJHK, nmpemapar youBaeT riiaBHbIM 00pa3oM KieTKu (aser “S”
1 3aJIep’KUBaeT Ipoiudeparuo KieTok B paze G — 1 mukiIa KISTKH.

Hauanpnas no3a nutanupa — 1600 Mr/m?/cyT. (BHYTPb, ©KEJHEBHO), TPH CHIKE-
Huw seiikonuToB Hwke 20-10%/1 no3a ymenbinaetrcs Ha 600 Mr/mM*/cyT. ¢ OCIEAYIO-
IIMM WHAWBUAIYAIBHBIM ITOJO0POM TaKOH 10361, KOTOpas ObI ITO3BOJISIIA TIONICPIKH-
BaTh YMCJIO JEHUKOIUTOB HA YPOBHE, OJIM3KOM K HOpMalbHOMY. [Ipy CHIYKEHUH JIeH-
KouToB J10 < 5,0-10%/11 mprem mpenapara npekparaercs. [1og00p 10361 U JaabHEN-
11ee JEYCHNE TTOCTOSTHHO KOHTPOJIUPYIOTCS KOINYECTBOM JISHKOITUTOB Mepudepudec-
KOW KPOBH, T. K. IIEPEIO3UPOBKA MOXKET MPUBECTH K TUIOILIA3MH KPOBETBOPEHHUSL.
[pu neuennu XMJI Takke MPUMEHSIOT AJUIOTCHHYIO TPAHCIUIAHTAIIUIO KOCTHOTO
Mo3ra (ONTHMaJIEHO — Ha IIEPBOM Tojty 3abosieBaHus). B komOuHanmm ¢ xumuonpe-
raparamy WM ¢ TpaHCIUIaHTAI[el KOCTHOTO MOo3ra Ha3Ha4yaroT uHTepdepoH (MHT-
poH). UurepdepoH, okaspiBasi aHTHIIPOIU(EPATHBHOE, UMMYHOMOAYJIUPYIOIIEe U
[IPOTHBOBUPYCHOE ICHCTBHE HHAYIHPYET A dhepeHIpoBKyY KieToK. CriocoOCcTBys
HOPMaJIM3alliH COCTaBa KOCTHOTO MO3Ta, Pe3K0 yMeHbIIaeT 4uciio Ph'-nonoxuress-
HbIX KIIeTOK. VIHTepdepoH Ha3HadaroT B 03¢ 3 MJIH/M*/CYT., B/M Yepe3 ACHb B TeUe-
nue 3 Heneab. OH MOXKET OBITh UCIIONB30BaH M B Ka4€CTBE MOAEPKUBAIOIIEH Tepa-
ruu. HeoOXonum Takyke KOHTPOJIb 338 KOJIMYECTBOM JICHKOIIMTOB M IIUTOI€HETHYEC-
KU KOHTposb (AnmumuHanus Ph-xpomocomsl). [Ipumenenne uaTepdepoHa Moxer
COTIPOBOYKIATHCS TSUKEIBIMUA TOKCHUECKUMU IPOSBICHUSIMH (JIMXOPAIKa, PBOTA, Kap-
JMOBACKYIISIPHBIE CHMITOMBI, MHAJITHH, APTPAIITHHN U P. ), TPEOYIOINX OTMEHBI ITpe-
rapata. Y4uThIBas MIOBBIIICHHBIA KJICTOYHBIN paciial], COMPOBOKIAFONIUICS yCHIIe-
HUEM UHTOKCHKAIIUH, TUIICPYPUKUMHUCH IIPH JICYCHUH [IUTOCTATUICCKUMU IIperapa-
TaMU Ha3HayaeTcs MH(Y3UOHHAS Tepamisi, aJutonypuHoiL. [1o moka3aHusMm — npyras
CHMIITOMaTHYECKast Teparusl.

BuiactHblil KpuU3 J1e4at, IpUMEHsIs MPOTOKOJIbI JIJIi OCTPOrO JeiKo3a.
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JIMMOOIrPAHYJIOMATOS3 (6one3nb XOMKKUHA)

Jlumdorpanynemaros (JI'M) OTHOCHTCS K 3JI0Ka4€CTBEHHBIM JTUM(OMaM U CO-
craBisieT 12-15% cpean Bcex 31M0KaveCTBEHHBIX 3a00I€BaHUH y AETEH.

Oruonorus u naroreHes JI'M 10 HacTosIIEro BpeMEHN OKOHYATENILHO HE U3Y-
4eHbl. [IpennonararoT y4acTie BUpyca ¢ HU3KOW BUPYICHTHOCTBIO, BO3MOXKHO, BH-
pyca DmmreitH-bappa, 061anarnero IMMYHOICTIPECCHBHBIME CBOWCTBaMU. Bax-
HBIM 3TAIlOM B Pa3BUTUH B3MIA10B Ha JII'M Obu10 MpU3HAHKE €TO YHUIICHTPHUYHOTO
BO3HUKHOBEHUS C TaJIBHEUIIINM PAcIIpOCTPAHEHHEM B OPTaHI3ME METAaCTaTHIECKUM
myTeM — JTUM(OreHHO (OCHOBHOM IyTh) M reMaToreHHo. BepositHo, JII'M ucxoaut u3
T-3aBHCHMBIX y4acTKOB JINM(POUIHOM TKaHU. B marorenese 3a00IeBaHUs IPUIACTCS
OoIIbIlIOE 3HAYCHNE HApaCTAIONIEMy HMMYHOIeUIUTY. IMMyHOIIOrHYeCK1e nccie-
JIOBaHUSI CBUJICTEIILCTBYIOT O TIOaBICHUHU KIETOUHOTO (T-muM@oruTer) 3BeHA HM-
MyHHUTeTa. OCHOBHBIM FUCTOJIOTHYeCKUM npu3HakoM JII'M ciyxar kietku bepe3os-
ckoro-1lltepubepra (b-111.). /IokazaHbl OIMyX0JeBbIe CBOMCTBA 3TUX KJIETOK: aHDYII-
Jouzus, KIoHanbHOCTh. [lonararot, uro knetku b-111. nmpoucxonar us npeauiecTBeH-
HUKOB MOHOIIUTAPHO-MaKpO(arajibHOTO psja.

V nereit JI'M peructpupyercst B 11000M BO3pacTe, CyIIECTBYIOT JBa BO3pacT-
HBIX [TUKa MOBBIICHUS 3a0oneBaeMocThio JITM: 4-6 u 12-14 net. [Toutn B 2 pasza
qarre 3a00JICBatOT MAJTBYHKH.

KJIMHUKA. Haubonee nocrostHubIi kiman4decknii cumnrom JII'M — yBennye-
nue nuM¢poysinos (JIY). B OonpmmHCTBE CitydaeB cHavaa nopaxarorcs meinsie JIY
(60- 80%), pexe — apyrue rpymiisl nepudepudeckux JIY. Yeenuuennsie JIY miot-
HBIE Ha OIIYTIb, HE CTIAsTHBI MEXTy COOOM M OKpYIKaIOIIeH TKaHbI0, 0€3001e3HEHHbBIE,
OIMHOYHBIC MJIM MHOXKECTBEHHBIC (MHOKECTBEHHBIE, PACTIONOKEHHBIE psiaoM JIY, o
obOpazHomy Beipakernto A. A. Kucerst, HamoMuHArOT “KapTomiky B Metike”). Ix 00bIa-
HO BIEpPBBIC 3aM€YaeT OOJIBHOM WIIM €r0 POIUTENH. XapaKTepHO, YTO HEBO3MOXKHO
00HAPYKUTH PETHOHAPHOTO BOCIAJIUTEIHLHOTO TPOIEcca, KOTOPBI MOT OBl 00BsIC-
HUTb JIUM(PaICHOIIATHIO.

Beicoka wacrora nopaxkenus JIY cpepocrenus (2 mecto nocie meinsx JIY),
HEPEeJIKO IPH JUTUTEITEHOM OECCUMITTOMHOM TEYEHHH U Y/IOBIETBOPUTEIBHOM 001IIEM
COCTOSIHUHU. B 3TOT meprox uX BBISIBISIOT MPH PEHTTCHOrpaduu TPyIHON KICTKH,
MIPOU3BEICHHON IO IPYTOH NMpHYUHE (Yalle ITOPaXKarTCs MaparpaxeanbHbIe U TPa-
xeoOpouxuanbHbie JIY, pexe — OpOHXONMYIIEMOHATBHBIC U 3arPyIUHHbIC). B maib-
HEHIIeM MOSBIISIOTCS Kalllelb, 0ObIYHO CYXOM, OJIbIIIKA, JIPYTUe CUMITOMBI, 00ycC-
JIOBJICHHBIE CIaBIICHIEM TPaxeH WM OPOHXOB, BEPXHEH M0JI0I BEHBI, HHOTIA BO3HU-
KalOT TSDKECTh T 00J1M 33 rpyauHoit. M3 apyrux rpymn JIY gaiie nopaxarTcs 3a0-
pIOMIMHHBIE (TTapaopTaIbHbBIC M MOAB3IONIHEIE), IPH 3TOM KIMHHYECKNE MPU3HAKA
BECbMa CKyJIHBIE, a TMAJIBIIATOPHO UX OOHAPYKUTH BOSMOXKHO JHIIH Y 3% OOIBHBIX.
[lepBoHavYanpHBIE BHEY3IOBBIE OYaru BCTpPEYaroTCs MeHee 4yeM y 1% OONbHBIX, HO
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IIPY IPOTPECCUPOBAHKUH 3a00JIEBAHHS B [TATOIOTMUECKHH MPOLIECC MOTYT BOBJICKATh-
sl pa3sInuHbIe OpraHbl. Yalie Bcero nopaxarorcst celie3eHKa (XapakrepHasi 0CoOeH-
HoCTh JII'M), ieueHsp, JIeTKUe, KOCTH, KOCTHBIH MO3T.

Cocrostnue nerei npu JII'M nonroe BpeMsi MOXKET OBITh YIOBIETBOPHTEILHBIM.
VHora B MOMEHT yCTaHOBIICHHSI AMATHO3a ONPEJIEIISIFOTCSI OTAEIbHBIE OOIINE IPOSIB-
nieHus1 0os1e3uu. Hanbostee gacThl sxato0bl Ha C1a00CTh, MOBBIIICHHYIO YTOMIISIEMOCTb,
OTCYTCTBHE aIllIeTUTA, TIOXyJaHue, IOTIUBOCTh, CyO(heOpUIIbHYIO TEMIIEPaTypy.

Cpenu 00X CHMITTOMOB HHTOKCHKAITUH BBLACIISIIOT HECKOJIBKO, THITHYHBIX JIJIS
JII'M, koTOpbIe YUUTHIBAIOTCS TIPH ITOCTAHOBKE MAarHo3a M B Xoje JieueHus. K HuM
oTHOCATCS uxopazaka (> 38°C B TeueHne 5 AHEH Wi JUIMTENbHBIN CyOheOpunuTer),
HOYHAs NOTJIMBOCTh, YMEHBIICHNE Macchl Tena cBbime 10% 3a KopoTkwii nepuo (<
TIOJIYTO/INS ), TeHEPAJIN30BAHHBINA KOKHBIH 3y/1. OTCYTCTBHE 3THX CHMITOMOB B JIMar-
Ho3e 00o3HavaeTcst OykBoi “A”, Hamnune — “b”.

I'emorpamma Hepeako HeMH(OPMaTHBHA; XapaKTePHbIE N3MEHEHHUS BKIIIOYAIOT B
ceOst HeHTpoQUITbHBIH JIeWKOIMTO3, TMM(poTIeHNI0, 303uHOPIIHI0. COD MOXET OBITh
yBeJIMUeHa. AHEMUsI 1 TPOMOOLIMTOIIEHHS BCTPEUAIOTCS TOJIBKO Y OOJIBHBIX C JiHcce-
MHUHHPOBAHHBIM 3a00JI€BaHIEM.

O Ouonornyeckoit akTHBHOCTH Tiporiecca mpu JII'M cyzisT mo clieayomuyM mo-
KazarensM (TIpU STOM IMaTOJIOTHYECKUMH CUMUTAIOTCS yKa3aHHble 3HadeHus): COD
(>40 mm/49ac), nelixounTsl KpoBH (> 12-109/m), pubpuroren (> 5 /i), O -m100y TMHEL
(> 12%), rantornodun (> 1,5 r/m), uepynomnasmut (> 300 ex), yMeHbIIeHHE aJIB0Y-
MHUHOB (< 35%), cBIBOpOTOYHOTO skese3a. [Tpu Hannunm 2 uiam Goliee maronoruyec-
KHX TI0Ka3aTeJed TUarHoCIUpPyeTcsl BEICOKasi CTENeHb aKTUBHOCTH Tporecca (0mo-
JIOTHYeCKast CTaaus “B”), OTCYTCTBUE ITUX CHMIITOMOB 00O3HA4YaeTcss OyKBOH “a”.
[IpenmecTBys HHOTAA KITMHUYECKOH CHMITTOMATHKE 3TH MPU3HAKN aKTHBHOCTH TIa-
TOJIOTUYECKOTO Tpoliecca IIOMOTaloT PaHO Paclo3HaTh PElUANB 3a00IeBaHHSI.

Knaccudmkauma JICM (3HH-ApGop, 1971)

I cragust — nopakerne oo rpymms! JIY (I) win ogHOro BHEIUM(ATHIECKOTO
oprana i yyacrka (I,).

II cragus — nopakeHue AByX WM HECKOJIbKUX rpymi JIY 1o ofHy CTOpOHY Tu-
adpparmel (II) wnm JToKaIM30BaHHOE TTOPaKEHUE BHEITUM(PATUIESCKOTO OpraHa U OJl-
HOH M HecKoNbKUX rpynn JIY no oxny cropony jauapparmet (I1).

III cragust — mopaxenwue JIY mo 06e ctoponsr auadparmsl (I11), koTopoe moxer
COIPOBOXK/IATHCS JIOKAIIM30BAHHBIM TTOPAKEHUEM OJHOTO M3 BHEIUM(aTHUECKUX
opranos (III,) umu cenesenku (I1lg) nmm Toro u apyroro (111, ).

IV crapns — quddy3Hoe nim qucceMrHIPOBAHHOE ITOPayKeHNE OIHOTO U Oosiee
BHENMMM(D)ATHYCCKUX OPTaHOB WIIM TKaHEH B COYCTAaHHHU WU Oe3 mopaxeHus JIV.

BonpHBIE C T. H. 9KCTPAHOAYASAPHBIMHU MTOPAKESHUAMH, BOSHUKAIONTIMH 0 KOH-
TakTy ¢ nopaxkeHHbiMu JIY Britouarorcst B ctaauu I, 11 wim 11l B 3aBucumocTu ot
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pacIpocTpaHeHHOCTH Ipolecca 1o uMdarndeckoii cucreme. K craanu IV otHOCST
MIPOLECC IIPU €r0 FeMaTOr€HHOM PACIPOCTPAHEHHH.

IIpu popmyaupoBke auaraosa JII'M yKa3pIBarOT CTAIHMIO IPOIECCa, HATHIHE
WJIM OTCYTCTBHE CUMIITTOMOB MHTOKCHKAImH (A, b), Gnonorunueckoii akTHBHOCTH ITPO-
necca (a, B) ¥ THCTOJIOTMYECKHIA THUTIL.

OcHOBaHMEM TS TOCTaHOBKY Auarao3a JII'M ciyxut oOHapyKeHre KIeToK b.
-111. Ha pone HapymenHo apxutekronuku JIY. ['ucronoruyecku JII'M mongpaznensi-
10T Ha 4 TUna:

1. C numdontHBIM NpeodaaHueM — MOUTH BCE KIIETKH IPEJICTaBICHBI 3peiIbl-
MU JTEM(OIIUTAME HITH CMECHIO IMM(POIUTOB C TUCTHOIUTAMU U SIMHUYHBIMU KJICT-
kamu b — 1. Berpedaerces y 10-20% 6onbHbIX. [Iporuo3 ero oinaronpusitex.

2. HomgynspHslii ckiepo3 — Haubomee pacrpocTpaHeH (BecTpedaercs moutn y 50%
OONBHBIX). XapaKTepU3yeTCs Pa3BUTHEM COCAWHUTEIHHON TKaHM, €€ TSDKU JCAT
nopaxeHHbIH JIY Ha oTIenbHbIE y3eaKu (HOMY/IM ). BHYTpH y3eIKkoB 00HApY)KHBAET-
cst MHOTO Kietok b-III. Hapsiny ¢ apyrumu kietkamu. [Ipu HOgynsipHOM CKilepo3e
3a00JIeBaHUE TIPOrPECCUPYET OTHOCUTEIBHO MEIICHHO.

3. CMemaHHO-KIETOYHBIN — BTOPOH 1O pacCIpOCTPAHEHHOCTH THIT. XapaKTepH-
3yeTCsl KJIETOYHBIM ITOJIMMOP(PHU3MOM, HAINYHEM B OITyXOJIEBOM pa3pacTaHUH 00JIb-
moro konuuectna kietok b-111., ckomnenuit mumdounToB, miasmMaTn4eckux KIeTok,
503MHO(UIIOB, THCTHOLUTOB, HelTpoduinos. JI'M storo Tnna nporexaer MmeHee Oia-
TOIIPHUATHO, YE€M JIBYX NpEbLAyIHX. JTa (hopMa B MOMEHT [TOCTAHOBKH JMArHO3a
Yale BCEero OnpeaessieTcst BHE JIMM(ATHIECKHUX Y3II0B.

4. Tun nuM(OUHOTO UCTOLICHHUS] — HAMMEHEe PaclpoCTpaHeH, Hanbolee He-
0J1aronpusTeH MPOrHOCTUYECKU. XapaKTepHO Pe3Koe yMEHbIICHUE Ynciia JTuMpo-
IIMTOB, OOJIBIIIOE KOMMUYECTBO KIIeTOK bepeszorckoro-IlITepabepra, pa3HOW cTeneHn
BBIPOKCHHOCTH THAJIMHOBBII (hUOPO3, HEKPO3bI.

ITocne ycranoBnenus auarHosa JIT'M (6uornicust JIY ¢ onpenenenneM ructoio-
THYECKOTO THIIA) OMPEACIISIOT CTENEHb paclipocTpaHeHHOCTH 3a0oeBanust. C aToi
LIeJIBI0 TIPON3BOAAT Ro-rpaduio rpytHOi KIETKH B 2-TIPOSKIUSX (IIPH COMHHUTEIb-
HBIX JaHHBIX — KoMHbioTepHYt0 ToMorpaduio (KT)). [Tpu JI'M cpenocrenue paciu-
PEHO € YeTKMMH HOJUINKINYECKUMU KOHTYpaMH 3a CUET ITaKeTOB yBeIHMYeHHBIX JIVY;
IIPY 3HAYUTEIBHOM yBesndeHun JIY oOHapyKUBAIOT T. H. “‘CUMIITOM TpyOBI”, KOTAa
TIOTICPEYHbIE Pa3Mepbl CPEANHHON TEHN OIMHAKOBBI B BEPXHHUX M HIDKHHUX OTHENAX.
[Tpu viccreoBaHUy OPIOIIHOM MTOJIOCTH UCTIONB3Y0T AXxorpaduto, KT. list nckmoue-
HUsI TOPAKEHUs KOCcTell Hanbosee nH(popMaTHBHA UX CLIUHTUTPA(USI, KOCTHOTO MO3-
ra—muenorpamMma. C THarHoCTHYECKON [IeNNbI0 HHOTIA TPUOETAIOT K PaJHOHYKITH/I-
HBIM METOJ]aM HCCIICIOBAHUS, THATHOCTHYECKON JIAITapOTOMHIH.

JTUOOEPEHIMAJIBHBINA TUATHO3. IIpeBamupyroliee mepBHIHOE T1O-
pakenue nepudepudeckux JIY npu JI'M coznaer onpenesneHHbIe TPYIHOCTH, T. K. y
JeTel yacThl TuM(ageHOIaTHH HeCIenn(hUIeCKOTO XapaKkTepa.
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[Ipu oOHapyxeHNH yBeNUYeHHBIX JIY mpekie Bcero Halo HCKIOUUTh HHDEK-
LU0 (OCTPBIH MITH XPOHUYECKUH BOCTIAVIMTENIBHBIN nporiecc). OcTpblit TuMdaaeHuT
pa3BUBACTCS MMPH MPOHUKHOBEHUHM MH(EKIUH (Yale CTPEnTo-, CTahMIOKOKKOB) U3
ompeneieHHoro oyara B cocenuue JIY mocpencrsom toka tumbsl. B 3aBucumoctu
OT MECTOPACIIONIOKEHHSI IEPBUIHOTO Ovara HaOIIOMAr0TCs MEeHHBIN, TTAaXOBBIH, ITOJI-
MBIIICYHBIN JTUM(aICHUTHL. YBenmdeHHbIe JIY 00J1e3HEHHBI IPH HATABITUBAHIH, KOJKa
HaJ HAMHU MOXKET OBITh TEIUIOW, THIICPEMUPOBAHHOM, YaCcTO HA HEW HaONIOmaeTcs
KoJUIaTepalibHbIN oTek. MHoTHa mopaxenusie JIY HarHamBarorcs. [Ipu oOcnenopa-
HUH, KaK IPAaBUJIO MOXXHO YCTAaHOBUTH MPUYHHY TUM(paTCHNTA (aHTHHA, CTOMATHT,
KapuecHbIe 3yObl, QypyHKyIe3, adcriecchl U ip.). baHaibHble HHPEKITUN B TIOIOCTH
pTa, PyK, HOT YacTHl y JeTell. B HeKOTOpHIX Ciiydasx pedb HIET O He3HAYUTEIbHBIX
HE3aMETHBIX MTOBPEKICHHUIX KOKU U CIU3UCTHIX. Ba)KHBIM TUarHOCTUYCCKHUM IIPH-
3HAKOM SIBJISICTCS ITOJIOKHUTENBHBINA d(h(HEKT aHTHOAKTePHATFHON TPOTHBOBOCIIAIH-
TEJIBHOH TepaIHy.

Jlumparndeckue y3ibl yBEIMUUBAIOTCS IIPH HEKOTOPBIX BUPYCHBIX HH(EKIHIX
He SBJISSICH IIPU 3TOM OCHOBHBIM CHMITTOMOM 3a0oneBanus. Tak, it KOpeBoil Kpac-
HYXHU XapaKTepHO yBEIMUYCHHE 3aTbUIOYHBIX JIY Hapsay ¢ CBIIbIO, KaTapalbHBIMU
SIBIICHUSIMA BEPXHUX JIBIXaTeIbHBIX IMyTel. [Ipu pecripaTopHbIX BUPYCHBIX HH(EK-
X (0COOCHHO aJICHOBUPYCHOM) Y 9acToO OOJICIOIIUX JACTeH HEpEaKO HAOIIIaeTCs
nuMdaneHonarus (MpeuMyIIECTBEHHO IeiiHast), nHoraa peakius JIY ObiBacT 3Ha-
YUTEIBHOM, JEPIKUTCS JIOJITO B OTIMYHHA OT OCHOBHOTO IIPOIECCa, MPOTEKAIOIIECTO
OCTPO C COOTBETCTBYIONIUMH KIMHUYSCKUMH cUMIIToMamu. [Ipy nuarnoctuke y4m-
TBIBAIOTCS] aHAMHE3, CHMMETPUYHOCTh TIOpakeHus1 (He XxapakrepHo aist JI'M), Bo:-
HOOOPa3HOCTh TeUeHHMsI (MAKCUMAaIIbHOE yBelndeHune JIY Ha BEICOTE peciupaToOpHOI
HHQPEKIUH U 00paTHOE Pa3BHTUE B MICPUO BHI3NOPOBICHMUS). B HESICHBIX CIlydasix
PpeOCHOK MOJUICKHUT JMHAMUYCCKOMY HAOTIOICHUIO CPOKOM JI0 Mecsla (Mapasuieib-
HO MPOBOJIUTCS MIPOTUBOBOCHAUTEIbHAS TEPAITHS C UCKITFOYCHUEM (PH3HONPOLICAYD,
MIPU HEOOXOTUMOCTH — JIOTIOJIHUTENBHOE 00CIIeIOBAHNE).

V nereii 1okanbHOE yBeanmueHue JIY MOKET ObITH 00YCIIOBICHO 00JIC3HBIO “KO-
mavbel mapanuasl”’. Ha mecTe nmapanussl (yKyca) KOITKY TOSBIISIETCS TUTIEPEMUPO-
BaHHBIN y3€J0K WM IyCTyJa, KOTopas Mo3:xke 3acbixaeT. Uepes 2-4 Henenu nocie
3apakeHHsI Pa3BUBACTCS PETUOHAPHEIN IMMbaneHUT. YBenndeHHbIe JIY Gone3HeH-
HBI, THITAYHA KOXKHASI PEAKIIHsT; BHAYAJIC ITOJIBI)KHBIC, OHH TI03)KE MOTYT CIIAUBATHCS
C KOXKeH BCIJIEZICTBHE MEpPHAJIEHUTA, pa3MsrdaeThcsi ¢ oopazoBaHueM cBuiieit. [Ipu
pa3BuTHH JUM(aJICHUTA HEPE/IKN OBBIIICHHE TeMIIEPaTypbl, 00IIHE CHMITOMBI HH-
TOKCHKAITUH, BO3MOXKHBI YBEIMUCHNE TTEUCHH U CEJIe3eHKH. B aHanm3e KpoBu — Jei-
KOIeHUs, HelTpodmies. J[narnocTuke moMorarwT aHaMHe3 (YKa3aHUE Ha [apaniuHy
WM YKYC KOIIKH), HATHYHE IEPBUIHOTO adPeKTa, JTUTSIBHBIN IEPHOJ] OT MOSIBIIC-
Hus iepeuyHOrO addekra no paspurus mumdanennta, PCK ¢ opHUTO3HBIM aHTHTE-
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HOM (AMarHOCTHYECKHe TUTPHI > 1:16) nim B/K 1poda ¢ OpHUTO3HBIM AJIJIEPTEHOM.

WH}eKkunoHHbII MOHOHYKIJIE03 IPOTEKAET C MPEUMYIIECTBEHHBIM YBEINICHH-
€M IIeHHBIX (0COOeHHO 3amHeneHbIx) JIY, OHM yBETUYHUBAIOTCS CUMMETPUYHO C
JIBYX CTOPOH, 3JIACTHUYHBI, TOBHXKHBI, 001e3HeHHBI. B oTnuanu ot JII'M uHbeknun-
OHHBII MOHOHYKJIC03 HAUMHAETCS OCTPO: XapaKTEPHBI BEICOKAs TEMIIEPATypa, aHTH-
Ha, 'eTaTo-JIMeHAIbHbIA CHHAPOM; B aHAJIN3€ KPOBHU, KPOME JICHKOIIMTO3a 1 yBEJIHye-
nust COD, nmumdounTo3 1 MOHOLIMTO3, HEe XapakTepHsle [yt JII'M, narorMoHUYHO
HaJIMYNE aTUITNYHBIX MOHOHYKJICAPOB.

Ty0Gepkynesnblii poriece, kak u JII'M, vame nmopaxaet mieiinyto rpymnmy JIY.
s TyGepkysne3sHoro muMpageHnTa XapaKTepHbI IUIOTHBIC, CIIAsTHHBIE C OKPYIKAro-
[MMH TKaHsIMH, Oosie3HeHHbIe JIY ¢ nmepudokaapbHOi MHOUIBTPALIUCH, YacTO Ha-
Oiroaercst oOpasoBanue cBuiiei U pyouesanue. IIpu 1narHocTHKe UMEIOT 3HaYe-
HUE KOHTAKT ¢ 00JIbHBIM TyOepKyIIe30M, TyOepKyIHHOBEIE TpoObI, Ro-1ccienoBanne
OpraHOB I'PYHOH KJIETKH.

IIpoBoast audhepeHnaIbHy0 THarHOCTUKY JTUM(aaeHONATH HEOOXOMUMO
IIOMHHUTB O BOBMOKHOCTH 3JI0Ka4eCcTBeHHOro mnpotiecca. JII'M cneayer 3amnono3puth
[P [IEPCUCTUPYIOLIEH HEOOBSICHUMOM JTMM(AICHOTIATHH WK JUTUTEILHOM JIOKAIIb-
HoM yBennuenuu JIY, ecin npu TmaressHOM cOope aHaMHe3a U 0OBbEKTHBHOM 00-
CJIe/IOBAaHUH HE OOHAPYIKUBAIOT PU3HAKOB BOCIIAJIMTEIBHOTO IIPOIECcca BCIIEACTBHE
KOTOpOTro Moru 06l yBenuuuThest JIY. B 9T0ii cuTyanny nokasaHo J10MOJIHATEIbHbIC
oOcnetoBanmst (00LIMIA aHAIM3 KPOBH, OMOXUMHYECKHE HccienoBanust, Ro-rpadus
rpyaHOM KiIeTKH, peakins Manty ¢ 2 TE u nip.) ¢ pemenuem Bompoca o ouoncun JIV.

Jleuenue. B Hactosimee Bpems jiedueHue aereid, 00apHbIX JII'M npoBoasT 1o
npotokosiaMm DAL-HD-90, pa3paboTaHHBIM HEMEIIKUM OOIICCTBOM IO HCCIICI0BA-
HUIO U JICYCHHIO TeM001acTo30B (cokpamenHo DAL), B T. 4. Oone3Hn XomKKUHA
(HD) non pyxoBoacteom npod. I'. Illemnonra. HezaBucumo ot craaun 3a0oneBanus
JIeYeHUE HAYMHACTCSI C OJIMXUMHOTEPAIINH 1 3aKaHUMBACTCSI JIyUeBOM Teparuen.

JEYEHHME JIT'M 1o npotokonam DAL-HD-90, cm. puc. 7

ITepepriB mexny nmkiaamu [IXT paBeH 2 HefenssMu. YCIIOBAEM Hadasa ClIeayro-
LIEro UKJIA ABISETCA COCTOSIHUE OOJIBHOIO: KOIMYECTBO JIEMKOoIUTOB => 2,0-10%/1,
rpanyaouutos => 0,5-10%1n, TpomGouuTos => 100-10°1. Uepes 2 Heneau Mocie OKOH-
yanust [IXT mpoBoxuTes tyueBas Teparnusi COOTBETCTBEHHO CTaAnH 3a00J1eBaHMs, Ha
T€ 00JaCTH, TOPAKEHNE KOTOPBIX OBIO MOATBEP)KACHO N3HAYAIbHO. UyBCTBHUTEIb-
HocTh JII'M Kk XumHoTEpanuu o4eHb BbICOKA.

[pu BBegeHNY nuKIOGochamMua Ha3HAYACTCSl YPOIIPOTEKTOP MecHa (ypome-
TokcaH) 1o 200 mMr/m? B/B, CTPY#HO, cpa3y IOCIIC BBEACHUS IIATOCTATHKA, yepe3 4 U 8
yaco. [1o mokazaHusIM MPOBOIUTCST HEOOXOAUMAs CUMIITOMAaTHYECKas! Teparusi.

IMPOI'HO3. BeposTHOCTD u3iedeHus (peMHUCCHs — 5 JIET) 3aBUCHT B IIEPBYIO
odepeab OT CTaJuK OOJIE3HH B MOMEHT €€ JHAarHOCTUKH, MEeToAax JieueHus. boib-
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I, ITA 2 x OPPA JlyueBas Tepamuis
25 I'p Ha mnopa-

I:I I:I JKEHHBIE 00J1aCTH

IIB,IIA 2 x OPPA 2 x COPP ilg"ll_“a" Tepanns
(+1g, ITgA) P
III B, IV 2 x OPPA 4 x COPP Jlytesas Tepamms
RV <75 1115 W N A 1 N R s s
[IUTOCTATHK | JIEHb | JI03A
CXEMA OPPA
AnpruamMunyH 1,15 40 MF/MZ, B/B, 30 MHH.
BuHKpUCTHH (OHKOBHH) 1,8, 15 1, 5 mr/M’, B/B, cTpyiiHO.
[Ipokap6a3un c 1 mo 15-i 100 mr/™’, B/B,
BHYTpb, B 2-3 miprieMa
[Ipegamnzonon ¢ 1 mo 15-i 60 mr/M°, B/B,
BHYTpb, B 3 IIpreMa.
CXEMA COPP
Iuxnodochamu 1,8 500 Mr/M°, B/B
Bunkpuctun 1,8 1,5 Mr/Mz, B/B.
[Ipokap6azun c 1 mo 15-i 100 Mr/m°, B/B,
BHYTpb, B 2-3 nipuemMa
[Ipennuzonon ¢ 1mo 15-i 40 MF/MZ, B/B,
BHYTpb, B 3 IIpreMa.
Puc. 7.

mHCTBO 00NBHBIX (110 100%) B I-11 cTamusx uzneunBatorcs, B [II-1V cragusx BeIKH-
BaeMOCTh cocTaBsieT 85%.

Jetu ¢ JI'M HaxonsTcst Ha AMCITAHCEPHOM HAOIIONEHUH ¢ OCMOTPaMU BpadeM-
reMarosiorom B mepBbie 2 roaa 1 pas3/3 mec. (1. k. 95%pennauBoB Habmoga€TCS B
TEUEHHE MEPBhIX 2 JIeT), 3aTeM | pas/6 mec.
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