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BJAUSAHUE CIVIEHOKTOMHUU HA COCTOSIHHUE CBEPTBIBAIOLXEM
CUCTEMbl U ®HUBPUHOJUTUYECKYIO AKTUBHOCTb KPOBM
Y BOJIbHbIX BPOKAEHHON MUKPOCO®EPOILIUTAPHOMN

TEMOJIMTHYECKOW AHEMHEMN
A. M. Axyndosa, M. M. A6dyrraes

TFucromornueckast KJIWHHKA (3aB. — NOKTOp Men. Hayk A. M. Axymmosa) AsepGaiin-
3K aHOKOTO ‘HayJHO-HCCIEN0BaTENIbCKOT0 HHCTHTYTA TEMATONOTHH ¥ NIEPeNUBaHUS KDOBH
(zmup. — opoo¢. T. A. I'yiceliHOB)

MiukpocdepoluTapHas TeMoanTHIecKass aHeMUs — OfHA 13 (DOPM BDPOK-
JEHHBIX TeMOJUTHUECKHX aHeMHi. DTO HaCJIeNCTBEHHOE 3a00JIe€BaHUE, YacTo
BCTPEYAIOLIeecsT y HECKONbKUX YJAEHOB CEMbH, NPOSBIAETCS C JLETCKOrO BO3-
pacra u XapakTepusyercs NVIUTENbLHbIM BHYTPUK/AETOIHBIM TeMOJU30M, BCAE-
CTBHE BPOXKIEHHON HENOJHOLEHHOCTH 3DPUTPOIUTOB.

Kax moxaseiBaoT maHHble auteparypsl (I. A. Agexcees; . M. I'pos-
noB u M. 1. Tauwmopa; 0. Y. Jlopue u coaBropsl, . A. DdeHnyues n coas-
toper; A. M. Axynnosa u P. T. ®apmaHoB), MOBLIIIEHHE TEMOIRTHISCKON aK-
THBHOCTY CEJIe3eHKH SABJISETCS OLHUM U3 NaTOTEHETHYECKHX (DAKTOPOB, BE-
LYLIUX K YCHIEHHOMY pa3pyllieHHuIo 3pUTpouuToB. [105TOMY OCHOBHEIM METO-
JIOM, CIIOCOOCTBYIOIINM TPAKTHIECKOMY H3JECUCHHIO TaKUX OOJIbHEIX, SBJISET-
CS1 CIJIEHOKTOMHUS. :

OmpeneneHHbIA WHTEPEC MPELCTABISICT H3YUSHIE CBEPTHIBAIOIIEH 1 AHTH-
CBEPTBIBAIOILIEH (CHCTEMbI KDOBU HOCJHE YAAJNSHUS ICeIe3eHKY, TaK KaK Hepel-
KO IOCJIE CIVICHIKTOMUH Y OOJBHBIX MOTLYT BO3HUKHYTb Da3/IMUHbIE OCJIOKHE-
HHA, IpOTeKalollue N0 THIY KaK TPOMOOTHYECKHX OCJIOXKHEHHH, TaK U IpO-
(Dy3HBIX KDOBOTOUEHHH.

B Hacrosmieit (paboTe Mbl NPUBOLNM IaHHble HabntogeHu# 17 G0JbHBIX
BPOKAEHHON MHUKPOC(hEpOUUTAPHON CeMOTUTHUECKON aHemueln (11 GonbHBIX
OblIn 00CTeN0BaHBl B MEPUOL TeMONUTHUECKOT0 Kpu3a U 6 OONBHBIX — H0 H
B Da3/HYHbIE CPOKH IOCJE CIIIEHIKTOMMUH) .

Y’ GOJIHBIX NDOBEIEHO ONpEeNesNeHre KOJHUecTBa TpoMGomuToB (mo PoHHO), BpeMeHH
CBEPThIBAHMSA KpoBH (mo JIu u Yauty — 2-ii BapuaHT), MHAEKCA [PETPAKIMH KPOBSIHOTO:
CTYyCTKa, BpeMeHH pekauplubukanuyu (no bBepreprxdy u Poxa), BpeMmeHn Ksuka ¢ BbUHC-

JICHHEM HpOTpOMﬁHHOBOI‘O HHAEKCA OJLHOCTYIIEHYATHEIM METOLOM, TOJEPAHTHOCTH IJIA3MEl K.

renapuHy (mo SWry), TecTa Ha CBOOOIHBIH remapuH miasmbl (mo CupMawu), coepKaHusI
(hUOPHHOTEHA IO CYXOBOSLYLIHOMY METOLY, IOTPeOJIeHHs NPOTpoMOHHA (Io DBpmHKXaycy),
TpoMOUHOBONO BpeMeHH (mo Cupmau), (UOPHHOJHTHYECKON AKTHBHOCTH muaasMbl (mo Ko-
BaJbCKOMY € COABTOPDAMH ¥ DeHIHeBy).

B TEePHoI HUCCaEeIO0BaHUA iC‘Bep-’I‘I:»IBaIOLT.leI';I ICUCTEMBI KPOBH ¥ 0 0JIHHBIX
OTMEUaJauCh aHEMUS 'yme-perH‘oﬁ CTEIeHH, Bpra}Ke_H»HbII:I ‘PETURYJIOIUTOS,
MUKDOCHEDONNTO3, OUIHNDYOUHEMNS, MOHUKEHHE OCMOTHUECKOH DESUCTEHT-
HOCTH I9PHUTPOLHUTOB. HpI/I HUCCJIENOBAHUN KOCTHOMOSTOBOT'O IIYHKTATA BbIsAB-
JIEHO 3HAYUTENBHOE YBEJUYEHHE KPACHOTO POCTKA KOCTHOrO MOS3ra. Cene-
3eHKa MpoIlymnbiBajgach Ha 6—15 cv Huke pebepHolt nyru. [lokasartenu
CBEPTHIBAIOLIEN CHCTEMBI KPOBH y OOJBHBIX ¢ BPOXKIEHHOM MHUKPOCHEPONH-
TAPHOW aHeMMeH ¥ y 340DPOBBIX JIMIL (B3SITHIX JLIs KOHTPOJISI) INPELCTaBACHb
B ‘Tabsuue. Hucso TPOMOOIKTOB Y GONbHBIX HOpMaabHOe. OnHAKO y HEKO-
TOPBIX IPOUCXOAUT CHUKEHHE TOJAEPAHTHOCTH ILJIa3MbI K TEHapuHy W YIJIU-
HEHHE BPEMEHU CBEDTHIBAEMOCTH U BPEMEHU pEKaJIbIlH(i)I/IKaLU’II/I. Y 0OJIBIITHH~
CTBa OOJIBHBIX YBETHIMBAJNOCH BPEMS TMOTPEOIEHUS TPOTPOMOWHA, MOBBIIIA-
Jlach KOHIeHTpauus (huOpuHOreHa H MoHmKauxca (HOpPUHOAU3 KpOBH (pas-
HUlla CPefHAs u peanbHas). [lokazaTemu TpPOMOGHHOBOTO BDEMEHH M CBOGOI-
HOrO renapuHa uMeJu HEe3HaAUUTEJBHBIE KoJieDaHus (pas,}mua okKasaJiach He=
JgocToBepHO#) . [IpoTpoMOHHOBHIN HHAESKC OKa3aJcs B IPeRenax HODMBL

18 -



- IIpoTpoMOHHOBRI HHIEKC

PesyabTarTsl HCCae0BaHHS KOATYIOrPAMMB! GOJBHBIX BDOXIEHHO! MUKDOCdEepOHHTAPHOI
aHemueli 10 M nocie cnienskromun (M=)

BonbHBIE
3I0POBEIE JTH-

ITokasarens

: na (Hopma) pilo) cnl;l:gamo- l p lnoc.rx:o;x:{.v:lenax- p
TpomGonutsl (8 THC.) 289,3%9,9 212,7+23,73/<0,02| 277,2+21,29 <0,5
PeTpaknusi KpoBsiHOro crycr- : -
Ka (HHIEKC) 0,37=%£0,02 0,39%0,02 [<0,5 0,38+0,01 |<0,5

Bpewms obmieir ceepreiBaeMoc-
TH IeJbHOH KPOBY (B CeK.) 12,6+0,85 16,7+1,28 |<0,05/ 15,5+1,50 |<0,5
Bpemsi pekasbuutbukanuu

(B cek.) 107,3%5,29 130,0£4,78 [<0,01| 119,2+8,10 (<0,2
TolepasTHOCTD MIIa3MBL K

TEHapHuHy (B MHH.) 9,7%0,74 11,5+0,73 |<0,02 7,2+0,40 |<0,01
Bpeus: norpe6ienns npotpom- :

Ouza (B cek.) 54,8+5,03 70,9+8,54 |<0,01| 55,8=+8,10 <0,5
Dubpurorer (8 me%) 443,6=11,67 | 488,2+28,09/<0,02 380,0=10,0 |<0,02
Dubpasonns (B uacax) 5,8+0,25 7,2%0,42 1<0,02|  3,8+0,3 |<0,02

TpomGu=osce Bpems (B cex.)| 32,2+0.59. 27,3+1,88 |<0,5 | 24,83+3.32 [<0.5
Bpewus csoGoxioro remapuna

(B cex.) 7,7%0,46 6,9+0,67 |<0,5 6,83=0,75 |<0,5 -
Bpems Ksrka (B cex.) | 20,0=%0,41 19,5%1,18 (<0,5 | 20,2 %0,65 [<0.5

(B %) 90,80, 38 94,8+4,37 (<0,5 89,3+3,03 [<0,5

Taxuy 06pasoM, y GOJBHBIX ¢ BPOXKAECHHOH MHKPOC(HEDPONHTAPHON aHe-
MUEH DEruCTDUDYIOTCS HOPMAVIbHBIE MOKA3aTENH UMM THTIEPKOATYTa06eb-
HOCTE B 1 (ase cBeprThIBaHHA KPOBHU, BO Il (base remocrasa mo cpaBHEHHIO

- C HODMOH OTME€YaeTcsl JIHIIb 3aMeIeHue bubpuronHsa kpopu. IToHu-

KEHHE OVHKIHY CBEDTIBAEMOCTH KPOBH I THIEPKOATyaa0eqbHOCTH B
I dase remocrasa Moxker GLITH HONOMB3OBAHO LIS BBISIBJIEHUS JO0BOJIBHO. Ua-
CTOT0 0GDa30BaHHA TPOMOOB B COCYAAX y TAKHX GOJBHBIX. KunHnueckn y
OOJIBHEIX, HaXONMBIIMXCS IO/ -HAallEM HalbJIOeHHeM, TPOMB03a COCYI0B HE
Obwi0. O38aKO0 OTMEUeHb! cyyan pasBHTHS TPODHYECKHX 3B Ha roseHu. Mol
HPEATOaaraeM, uro 00pasoBaHue TPODUUIECKUX 3B Y GOJNbHBIX C BPOXKIEH-
HOH MzxpochepOUnTapHOH aHeMueH 00YCIOBIEHO HM3MEHEHUSIMU CBEPTHI-
BAIOIIEH H AHTHCBEDTHIBAIONIEH CHCTEMBI KPOBH. 3acayxuBaer BHUMAaHUS
TOT DaKT, 4T0 B OTJa/IEHHbIE CPOKH MOC/E CMICHIKTOMUL HaCTymaJso CaMom3-
JeueEse Tpodudeckux A38. Ilpu sTom Hapsxy ¢ HOpMaJu3anuen Mophomo-
THHECKOTO cocTaBa NepH(pepUIecKoll KpOBY M OHIHPYOHHA [AA3MbI IOKA34-
T€JIH CSEPTRIBAIOIIEH CUCTEMbl KDOBH ONDENENSINCh TakkKe B mpempesax
HODMBEL _

Mexasun3y uBMeHeHNS CBEPTHIBAIIIEH CHCTEMBL KDOBU MPH CEMOJUTHYE-
CKOH aHEMHH OUEHb CJIOKEH. Y GOMBHBIX Mbl OIpefesAay NoTpebieHye mpo-
TPOMGHEA, KOTOPOE VBeIWUMBAJIOCh, BO3MOIKHO, B PE3YJbTATE YCHIEHHOrO
pacuaia SPUTPONMTOB U BBILEJNEHHS B MJIA3MY TPOMOOINACTHIECKOTO hax-
TOpAa.

B GoablinHCTBe CayuaeB HAGMI0AAI0CH MOBLILCHHE KOHIEHTpauuy (hy6-
PHHOTE€HA H NOHWXKeHHe (DUODUHONUTHYECKON AKTHBHOCTH KDOBH, UTO, OUe-
BHAHO, CB532HO IC NOBBIIIEHHOH AKTHBHOCTBIO PETUKY/I0-9HI0TENHAMBHON CH-
CTEMEL

CoraacHo TaHHBIM 5KCIEpPUMEHTAIBHbIX PaboT O BAWSHUYM TEMOJH3ATOB
OPHUTPOIHTOB Ha MOKasaTe/y CBEDPTHIBAIOLIEH CHCTEMBI KPOBH (b. 1. Kys-
HuK, 1962, 1963, 1964; B. IT. Banyma u H. A. Fop6yHoBa), MOXKHO GBLIO OXKH-
AdTb YMEHBLIEHUS BPEMEHH DeKaabUu(DUKALKE K CBEpPTHIBAEMOCTH KPOBU Y
OOVIBHBIX C BDOKIEHHOM MuKpocheponuTapHoil anemuelr. OnHAKO 3TOr0 He
npousonto. ITono6usli hakr sBJsencs, BEpOSTHO, NPOsIBJIECHAEM 3alllATHO-
TPHUCTIOCOOUTENbHON (DYHKLME OpraHW3Ma, uyeMm H 00y CJIOB/JIEHO OTCYTCTBHE

~ KIWHHUECKHX NPOSABIEHHN TPOMOO3MOOMNUECKOH GOJe3Hk y Ha6II0LaeMBIX

HaMu 00JbHBIX.
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[lpu mCCIENOBAHUH CBepTHIBAIOIIEH CUCTEMEL KpoBu Y OOJLHBIX B G-
Sxafiimge CPOKH TOCHE CIJIEHIKTOMUH GbLI0 YCTAHOBJIEHO, UTO TMOCIE yaaje-
nust ceje3eHky (uCCIeLOBAHMS TIpOBEJleHbl Uepes 3_ 4 mma u 12—1b nHent
[ocJie Omepaluyu) MpOUCXOLUT s3aMeTHOe Bo3pacTaHue Jucid TPOMOOIUTOB,
yMeHpIIeHre KONHIeCTEa BOGOIHOrO refapyuHa, yBeJHIeHne ypoBHs HuOPH-
HoreHa, moTpeOJeHId npoTpoMGuHa H 3aMETHOE cHMKeHHe (QuOpPUHONUTHIE
CKO#l aKTHBHOCTH KPOBH.

Tague H3MEHEHUS (cBepTHIBAIOILEN CHCTEMEI KpoBU y OOJBHBIX € BPOK-
JeHHOM FeMOJIUTHUECKOH aHempel MOCIe CIVICHOKTOMHH JLOJIKHBI TIOBBICATE
GIUTENBHOCTh XHPYypra K mpoduIaKTHKE [ocJsieomnepanuoHHbIX TpoMO6030B 1
B HEOGXOAUMBIX Ciydasx K LIHPOKOMY TIPUMEHEHHNIO AHTUKOATYJISTHTOB.

Hamu GbUIO TakiKe H3Y4eHO COCTOAHHE CcBEpTHIBAOLLEH H AHTHCBEPTHI-
Balolieil CHCTEMBl KPOBH Y GOJIbHBIX C BPOMKIEHHOU M«quoc‘cpe‘pouma.pHoﬁ
reMOJIATHUECKO! aHeMUeH B OTJaJIeHHBIE CPOKH IOCJIE cressKToMun (0T
1 rona mo 12 ger). OTMeueHa Gplia JULIb TEHIEHIH K IOHHKEHUIO YPOBHS
GubpuHOreHa H TOBBIIISHHIO qm6pmH0JmT-mecKoﬁ AKTUBHOCTH KPOBH.

B sax/ioueHHe CAELyeT yKasarb Ha HEOGXOAUMOCTb KOMIJIEKCHOrO M8y
yeHusl CBEPTHIBAIOLIEN AHTHCBEPTHIBAIOIE] CHCTEMBL y 6OJBHBIX ¢ TEMOJIH-
THUeCKOl aHeMuel, OCOOSHHO IPH [OArOTOBKE OOJIBHBIX K CILIEH3KTOMUH,
nisi MpOdHIAKTHKH H JIEUCHUD BO3MOZKHbBIX TpoMG03MOOIAIECKUX 0CJI0HK -
HEeHUH.
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THE EFFECT OF SPLENECTOMY ON THE STATE OF THE BLOOD
COAGULATION SYSTEM AND BLOOD FIBRINOLYTIC ACTIVITY
IN THE PATIENTS WITH CONGENITAL MICROSPHEROCYTIC
HEMOLYTIC ANEMIA

A. M. Akhundova, M. M. Abdullaev

Blood coagulation system was studied in 11 patients with congenital microsphero-
cytic hemelytic anemia during the hemolytic crisis and in 6 patients before and at va-
rious periods after splenectomy.

The following was noted in these patients: a normal coagulability or hypercoagula-
bility at the 1 phase of blood coagulation, a normal condition during the 11 phase of
‘hemostasis, and a reduction of blood fibrinolysis, pointing to a tendency to thrombus
formation. No thromboses were noted in these patients clinically. However, throphic
qilcers of the shin were observed.

Examination of the patients before and after spelenctomy indicated that at the
immedate periods after splenectomy there was a marked tise of thrommocyte count, a
fall of free heparin content and a rise of fibrinogen level and prothrombin uptake with
.2 smanifest reduction of blood fibrinolysis. Insignificant variations within the normal ran-
.ge in the blood coagulation system were seen at the remote periods after splenectomy.
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BLICOKONPOM3BOAUTENLHLIN NpHBOpP, coBpaHHBbIA
M3 CTaHAAPTHBIX 37EMEHTOB, C YCNEeXOM Mpume-
MOACYET YACTHL, C MOMOLLLIO HAETCH AN aHanM3a KpPOBM.
SNEKTPOHHBIX MALWIMH TuR ZGI Mpubop TuR ZGI cnyxut ans noAcyera 3pu-
TpouMTOB, ne’KouutoB W TpomBouuToB: OH OT-
NMYaeTcs BbICOKOM TOYHOCTLIO M CKOPOCTBIO MOA-
cyera (1 Mm® B 5 cekyHp).
Mpubop paboTaer aBTOMAaTMYECKM M OTBEYaeT
cneunansHblM  TPeBOBaHMAM, NpPeAbLSABIAEMbIM
B KNMHMKAX W Hay4YHO-MCCNEAOBaTEeNbCKUX MHCTH-
tyTax. OH npoct B oBCnyKMBaHMM W MO3BONsSET
PaUMOHANHU3MPOBATL MHOTME Onepauud, Ans Bbl-
NONHEHWs KOTOPbLIX 3aTPAaYMBAETCsi MHOro TpyAa
“ BPEMEHHM.
Mpubop TuR ZGl — npoaykumus paauonorude-
CKOM TEXHHMKM M MEeAWULMHCKOMN 3SIEKTPOHHKH P
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