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Summary. The paper describes a clinical case of diagnosed sickle-cell anemia in a 53-year-old man with reticulocytosis, asympto-
matic duodenal ulcer detected at esophagogastroduodenoscopy, and stroke at a relatively young age. The issues of diagnosis and

treatment are discussed.
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€pIIOBUIHO-KIETOYHAs aHemus — CKA (ceprio-
BU/IHO-KJIETOYHAs I'E€MOITIOOMHONATUA S) — Ha-
CIIEICTBEHHAA TEMOIUTUYECKAS AHEMMS, XAPAKTE-
PHU3YIOIIASIC OOPA30BAHUEM AaHOMAJIBHOI'O T'€MOITIOOU-
Ha (Hb) S 1 cnocOGHOCTBIO 3pUTPOLUTOB IPUHUMATD
CEPIOBUHYIO (POPMY B YCIIOBUAX I'MITOKCHUL
3a60/1€BaHUE PACIIPOCTPAHEHO CPEJU HAPOAOB AMe-
puxy, Adpuku, Muauy, CpeauseMHOMOpPbs, CpenHen
Aszun, I'penuy, Cunpwiny, ApPaBUMICKOTO ITIOJIYOCTPOBA.
Ha Teppuropuu 6biBiiero Coserckoro Corosa 3a00sepa-
HUE BCTPEYAETCSA YAIIE BCETO B AzepOaiykane u I'pysun

(puc. 1).

ITaTorene3d. OCHOBHOIM I'€HETUYECKUM Je(MEKT IIPHU
CKA 3aK11049a€eTCa B TOYEYHOM MYTAIUHd ayTOCOMHOT'O
reHa [-TIOJMUIENITHIHOM IIEIH, BCJIEACTBUE YErO IIPO-
UCXOJUT 3dAMCHA BAJIMHA HA IVIyTAMHUHOBYIO KUCJIOTY B
6-M TOJIOKEHHUH B-TIOIHUIENTH/IHOM 1Ienn. B pesysrare
TOABIAETCA AHOMAIbHBIN HDbS ¢ m3MenennbIMu (pU3nKo-
XUMHUECKUMH CBOMCTBAMH SaL, .04 JIe30KCUTCHU-
pOBaHHBIA (YK€ OTAaBmNi Kuciaopona) HbS umeer

3HAYUTEJIbHO CHIDKEHHYIO PACTBOPHUMOCTB. M3BECTHO,
4TO HDA, JMIIEHHBIA KMCJIOPOJd, PACTBOPHUM BABOE
MeHble, yeM HbA, HaChlIIeHHBIN KUCIOPOAOM. PacTBo-
pumocTts HbS npu orjgade KHUCIOPOAA YMEHBIIAETCS B
100 pasz. [lezokcurennposaHHbli HbS crioco6en k nosiu-
MEPU3ALMU U OTIOXKEHHIO B BUJAEC HUTEH. DTU HUTU
ArPErvpyroT U IPEBPAIAIOTCH B IIPOJOJIOBATHIE KPH-
craubl [Ipy MUKPOCKOIINY BBISIBJIIIOTCSL KDHUCTAJLIBI BE-
JIMYMHON 1,5 MKM, HalIOMHHAIOIUE 110 (pOpME CEPIIO-
BU/IHBIC 3PUTPOLUTEI M MCYE3AIOLIHE IIOCIIE IIPUCOEIU-
HEHMA KUCI0PO/JA. DTH U3MEHEHMSI IIPUBOJAT K HAPYIIIE-
HUIO (DYHKIIMOHAJIBHOT'O COCTOSIHUSL MEMOPAHBI 3PUTPO-
LUTOB, UX JedopMaluu (OHU IIPHOOPETAIOT IIPOJOJIIO-
BaTyIO0 (pOpMy) U reMoausy. dpurpouutsl npu CKA cra-
HOBATCA XPYIKHUMHU, NPOJO/DKUTEIbHOCTh UX SKU3HU
YKOPAUYUBAECTCsl, OHU JIETKO I'€MOINU3UPYIOTCS. Kpome To-
I'O, 9PUTPOLIUTHI KAK ObI «IIEPEIVICTAIOTCS» MEXKIY COOOU
U CO3JAI0T MEXAHUYECKHE IIPEIATCTBUA I KPOBOTOKA
B CUCTEME MMKPOLIMPKY/IALMU, MOI'YT BOSHHUKATD TPOM-
603bl COCYIOB BHYTPEHHUX OPI'dHOB C PA3BUTHEM HH-

¢apxkros [1].
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Knununueckue TIPOABJICHUS 3200JICBAHHUS 3aBHCAT OT
TOTO, ABJIAETCS I MALUEHT F€TEPO3UTOTHBIM HJIH TOMO-
3UT'OTHBIM HOcCHUTesneM rena HbS. B ciygae romo3uror-
HOI'O HOCUTEIbCTBA FOBOPAT O CKA, 2 IpU reTepo3uror-
HOM — O CEPHOBUIHO-KIETOYHON aHOMAJIHHU.

leTepo3urotHasa ¢popma cepnoBMAHO-
KJNIeTOYHOW reMorno6uHonaTum

VY IeTen-reTepo3uroT, T.€. YHACIEAOBABIIMX IIPU3HAK
TOJIBKO OT OJHOI'O M3 POAUTENECH, 3a00JIEBAHUE IIPOTE-
KaeT O6aroNpUATHO, JOOPOKAYECTBEHHO. Takue nuiia
CYUTAIOTCA HOCUTEAMU NTpu3Haka CKA. Y HUX B 3pUTPO-
LUTAX COpepKATCsa ogHoBpeMeHHO HbA (HbA)) u HbS,
HPHUYEM JOJI HOCIEIHEIO MOXKET Kosuebarbesa or 30 1o
50%. Takoe COOTHOMIEHHE HOPMAJILHOTO M MATOJIOTUYE-
ckoro Hb B (hU3HONOIMYECKUX YCIOBUSX HE IIPUBOJUT K
HOSIBIICHUIO CEPIIOBU/IHBIX 9PUTPOLIMTOB U HAPYLICHHAM
KPOBOTOK4 B COCYJaX. BOJIbHbIE HUKOIZIA HE 3HAIOT O
CBOEN 60€e3HHU, cofiepkanue Hb 1 caMOdyBCTBHE Y HUX
nopmanbHble. HocurensctBo rena CKA He ymeHnbIiaer
HPOAOJDKUTE/IBHOCTD )KU3HU. OUEHb PEAKO Y HEKOTOPBIX
OOJIbHBIX MOI'YT HAOJIOLATHCA HEIPOAO/LKHUTEIbHDIC
3MMU30/Ibl FEMATYPHH, CBA3AHHBIE C TPOMOO30M COCYIOB
noyek. CojeprkaHue naroaorudeckoro Hb B apurponu-
TaX HEBEJIMKO, M KIMHUYECKUE IIPOSIBJICHUSA OOIE3HU Ha-
OIIOAAIOTCA JIMUID B IIEPUO/, TUIIOKCUU: B CIydae TSKEIOM
ITHEBMOHMY, [PU IOJIETAX HA HET€PMETU3UPOBAHHBIX
CaMOJIETAX, BO BpeMsl aHeCTe3UH. OIIUCAHBI TPOMOO3E!L Y
congar appoOaAMEPUKAHLICB IIPU OOJBIIMX HATPY3KAX B
ropax, TPOMOOTHYECKHUE OCJIOKHEHUSA MPU ITOJBOJHOM
IUIaBaHUM. Bo M30eKaHue pa3BUTHS BBIPAKCHHBIX KIU-
HUYECKUX MPOABIECHUI HOCUTEM npusHaka CKA ce-
JAyeT UCKIIOYUTb PUCK COCTOSAHUI, IIPU KOTOPBIX MOXET
Pa3BUTHCA 'MIOKCHA [2]. [JoKa3aHO, 4TO TPOMOO3bI MOI'YT
IIPOHCXO/IUTB B JIIOOBIX OPI'AHAX.

lomo3surotHas popma ceprnoBUAHO-KJI€TOYHOM
remorno6mHonaTumn

TomMo3urotTHass (popMa pPa3BUBAECTCS IIPU HACIEAOBA-
HUM IIPU3HAKA TOI'O 3a00JIEBAHUS OT OOOMX POJUTE-
Jsieit. KimMHuYeckas KapTuHa ToMO3UroTHON popmbl CKA
YETKO BBIPAKEHA U OOYCJIOBJIEHA HAUIMYHEM JBYX OCHOB-
HBIX CUHJJPOMOB — TI'€MOJIMTHUYECKOH HOPMOXPOMHOMI
AHEMUHU U TPOMOO30B PA3HBIX COCYIOB.

CKA Ha4YMHAET OTYETIUBO IPOSBIATHCA U OOBIYHO [1-
ArHOCTUPYETC Yepe3 6—8 MeC Mociie POXKACHUSA peOeH-
Ka. ImeHnHo B a1oT nepuoy dperanbHbid Hb (HbF) naun-
HaeT 3amenarbcs Ha HbS. HbF He copepkuT naroaoru-
4JecKon B-uenu. Kpome Toro, BbICOKUI ypoBeHb HDF y
MQJICHbKUX JETEHU IOC/IE MOABJICHHA IATOIOIMYECKOU
LENMU YMEHBIIAET CEPIOBU/IHOCTD H3-32 MOBBIIIEHHOI'O
CPOACTBA K KUCI0poay. Hanboiiee XapakTepHbIM CHUMII-
TOMOM CKA y MWJIEHBKUX JETEN SABIACTCA MOPAKEHUE
KOCTHO-CYCTABHO CUCTEMBL: pe3Kas O0JIE3HEHHOCTD CY-
CTAaBOB, IIPUITYXJIOCTb CTOII, KUCTEN, TOJIEHEN. DTH U3ME-
HEHUs CBSI3AHBI C TPOMOO30M COCYZOB, IIUTAIOIINX KO-
1. YacTo HAOMIOJAIOTCS ACEIITUYECKHUE HEKPO3BI I'OJI0-
BOK O€JIPEHHOI U IVIEYEBOI KOCTEN. TPpOMOO3bI HEPEKO
OOYCJIOBINBAIOT UH(APKTHI JIETKUX.

BosbHBIE Yalle BBICOKOI'O POCTA, XYAbIE, C UCKPUBJICH-
HBIM IIO3BOHOYHHKOM; HEPEAKO UMEIOT OALICHHBIA 4e-
perl, U3MEHEHHBbIE 3yObl, MH(PAHTUIN3M, UHOIAA IIPHU3HA-
KU €BHYXOW/IM3Ma. BOIN B JKUBOTE MOTI'YT UMUTHPOBATD
pasHbie 3200J€BAHUS OPIOMIHOM IIOJOCTH. YaCThIM
ocnoxnenuem CKA CTaHOBATCA HAPYLIECHUA 3PEHU,
CBA3AHHBIE C UI3MEHEHUAMU COCYJOB CETYATKU. TpOMO6O-
3bl COCY/IOB IIPUBOJAT K PA3BUTUIO APTEPUOBEHO3HBIX
AHACTOMO30B; HA CETYATKE MOLYT IOSBIIATHCS Iepude-
pHYECKUE COCYLUCTBIE U (PUOPO3HBIE IIPONIU(PEPATUB-

Puc. 1. PacnpoctpaHeHue annenu CKA: 6onee teMHas
okpacka — 6onbLuag 4yacToTa BCTpe4aeMocTu, HanbonbLuas
yacTtoTta — okono 15% (www.wikipedia.org).

HbIC U3MCHCHHUA C Y4YdCTKAMHN T~I€pHOIjl ITUNTMCHTAIIVH.
KpoBOM3IMAHNSA B CTEKJIOBU/JHOE TEJIO U OTCIIOCHUE CET-
YATKU HEPEAKO MPUBOJAT K CJIETIOTE.

Ha roneHsax 6bIBAIOT 13Bbl, OCOOCHHO YaCTO Y OOJIBHBIX
CKA c fImarikn.

TpoMO03Bl KPYITHBIX COCYJOB IIPUBOAAT K NH(MAPKTAM
B IOYKAX, JIETKHX; HEPEJIKU TPOMOO3BI COCY/IOB MO3T4.

Cesre3eHKa y MAJIEHBKUX JETEN PE3KO YBEJIMYEHA, O/I-
HAKO B JAJIbHENUIIEM OHA YMEHBIIAETCA, U MOCNIE 5 JIET
CIUICHOMETAIUS OBIBAET PEIKO. DTO CBA3AHO C <«AyTO-
CIUIEHAOKTOMUEN» B pe3ysTaTe (PUOPO3a CENE3EHKH, Ya-
CTO nopaxaemon undapxkramu. Ileuenns npu CKA Taxke
yYBEIMYEHA. Y B3POCJIBIX MYKYMH BO3MOKEH MPHUATIN3M,
10 BCEX BEPOATHOCTH, M3-34 CEPIOBU/IHBIX 3PUTPOIIN-
TOB B IIEMIEPUCTHIX TEIAX. DTO, B CBOIO OUYEPE/b, YCUITH-
BAET TUIOKCHUIO U O6PA30BAHHE CEPIIOBU/IHBIX 3PUTPO-
LIUTOB.

CMNTOMBbI U TeYEHUe

Ocrpasa cumrnromaruka CKA MOXET 3HAMEHOBATH
HA4aI0 3200JICBAHMS WIN CBHUJCTE/IbCTBOBATh O BbIPA-
JKEHHOM €ro 060CTpeHUH. [IpH BBIPAKEHHBIX OCTPBIX
IPOSBJIEHUAX MOKET HACTYIIHTDb JIETAJbHBIA MCXO/I.
B ocnose ocTport cuMntomatuku CKA J1EXUT OKKITIO3USA
KPOBEHOCHBIX COCY[IOB, OOYCJIOBJICHHASl B3aUMOJCH-
CTBHEM CEPIOBUIHBIX 3PUTPOLUTOB C TPOMOOLIUTAMY,
SHJOTENUAIBHBIMUA KJIETKAMH, OEJIKAMH CBEPTBIBAIOIIEH
CHUCTCMbI KDOBU U q)OpMI/IpOBaHI/ICM 1101 BJIMSTHUEM DTUX
IIPOIIECCOB MUKPOTPOMOOB, TSIKEJION TKAHEBOM T'UIIO-
KCHUH, MTH(APKTOB.

OcHOBHBIE OCTPBIE NIPOABICHHA
OcHOBHBIE OCTpBIE NTposasneHusa CKA cnenyromue:

1. 7Kenryxa (IMMOHHO-KEJITBIN LIBET KOXKMN).

2. PeriminBupyIonye mpucTybl MHTEHCUBHBIX OOJIEN B
O6IACTU CIIHHBL, KUBOTA (IIPEUMYIIECTBEHHO B 06/1a-
CTH IICYEHU U KETYHOI'O IIy3bIPs), VIMHHBIX TPyOUa-
TBIX KOCTEH (OCCAITUU B OOJIACTU KOCTEN 6e/pa, ro-
JIEHU, PEXE IUIeYad M IPEAIUIeYbs, OOYyCIOBIEHHBIE
MIIEMUEN KOCTHOM TKAHU M JIAKE €€ HEKPO3OM); HE-
PEAKO HAOMIONAIOTC O0JIN B CYCTABAX, IIPUITYXJIOCTD
CTOII, KUCTEM, I'OJICHEU — CEPIOBUHO-KICTOYHBIN
JIAKTHJINT.

3. OCTpBIH I'PYJHON CUHAPOM (60U B I'DYAHON KIIETKE,
OJBIIIKA, HHOIZIA KPOBOXApKAaHUE, (PUBUKAIbHASL
CUMIITOMATUKA OYarOBOU WM CJIUBHONM ITHEBMOHUH,
WHOI/IA IIIyM TPEHHA IJIEBPHI); 9TA CUMIITOMATUKA O0-
YCJIOBJIEHA TPOMOO30M BETBEH JIETOYHON APTEPUH, U
ee HeOO6XOUMO (P PEPEHITNPOBATh C KIIMHUYECKOH
KapTUHOM IIPHU TSKEIOM ITHEBMOHUU.
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4. OCTpbI HEBPOJIOTMYECKHUH CHUHAPOM (KIMHUYECKAS
KAPTUHA HHCYJIBI4, HEPEAKO CYAOPOIH, TPAH3UTOP-
HBIE UIIEMUYECKHUE ATAKN).

5. BHe3anHoe pe3Koe CHIKEHUE OCTPOTDI 3PEHMA B CBA-
34 C HAPYLICHUEM KPOBOTOKA B COCYAAX CETYATKU
(KpOBOM3JIMSAHMSA, TPOMOO3bI, OTCJIONKA CETYATKN).

6.I3MEHEHUA CO CTOPOHBI MOUYEIIOJOBOM CHCTEMBI
(IpuanusM, MakporemMarTypus, HEKPO3 COCOYKOB IIO-
Y€K, COIPOBOX/JIAIOIMIUICA PE3KUMHU OOJSIMH B IIO-
ACHUYHOM OOJIACTH, JIMXOPAJKOU, I'eMATYypUEH U
OCJIOKHAIOMUMCA OCTPOIM ITOYEYHON HENOCTATOU-
HOCTBIO; TPOMOO3 COCYZOB IOYEK, MPOSIBIIIOMUICS
UHTEHCUBHBIMH OOJIIMU B MOACHUYHOM O6J1ACTH, ap-
TEPHUAILHOM I'MIIEPTEH3NEI, MAKPOIeMaTyPUE).

7. BrICTpOE YyBEIMYECHUE CEJIE3EHKH 34 CYET TAK HA3bIBAC-
MOI'O CEKBECTPALIMOHHOI'O Kpu3ad. OH HAOGIIOAAETCS
IJIABHBIM OOPa30M Yy JETEH PAHHEIO BO3PACTa U O6-
YCJIOBJIEH OCTPBIM HAKOIUIEHUEM OOJIBIIOIO OObeMa
KPOBM B CEJIE3EHKE 1 B MEHBILIEH MEPE — B IICYCH.
KJIMHMYECKN CEKBECTPAIIMOHHBIN KPU3 IIPOSBISICTCS

PE3KHM YBCITTUYCHUECM CCJIC3CHKH, MHTCHCHUBHBIMA 607151~

MM B JIEBOM IIOJpe6EPhE, 3HAYNUTE/IbHBIM I1aJJIEHUEM aP-

TEPHUAIBHOIO AaBiaeHUA (All), TOABIEHUEM XOJIOLHOIO

I10T4, MOXOJIOJJAHUEM KHCTEH M CTOI, TAXUKAPIUCH.

VY pereil crapuie 5 JIET CEJIE3EHKA PEAKO OKa3bIBAETCH

YBEIMYEHHOM, OHA IIPOI'PECCUBHO YMEHDBIIAETCS B CBA3U

C pa3BUTHEM B HEH (hubpo3a. EC/IM CriJIeHOMETanus Co-

XPAaHAETCS, OIACHOCTb PA3BUTHSL CEKBECTPALIMOHHBIX

KPHU30B OCOOECHHO BEJIMKA Y ACTEHU CTAPLIEIO BO3PACTa —

pe3Koe yMEHbIIEHUE couaep:kanua Hb, spurpouuTos,

PETHUKYJIOLUTOB, TPOMOOLIMTOB, JEHKOIIUTOB IIPH PAa3-

BUTUH AIUIACTUYECKOrO Kpusa. [Ipu aHaINU3e MHUEIIO-

I'PAMMBI MOKHO KOHCTATHPOBATb COCTOSIHHUE IIPEXO/s-

e JENPECCHU I'€MOII033d, YTO OOYCIOBJIEHO KOCTHO-

MO3I'OBBIM PA3PYHIEHHUEM IPUTPOKAPHUOLIUTOB U JIPYTUX

(POPMEHHBIX 271EMEHTOB. CYIIECTBYET TOUKA 3PECHUSL, UTO

HaubO0JIEE YACTO 3TO CBSA3AHO C BIMAHUEM HA KOCTHBIA

MO3I' ITapBOBUpPYCa B19 (3TOT BUPYC ABIACTCA TPOIIHBIM

K NPEJUIECTBEHHUKAM 3PUTPOLMTOB), ITHEBMOKOKKOB,

CAJIbMOHEJUL, BUPyCa DnIITerHa—bapp.

8. JIuxopajka, najenue yposHsa Hb u konnyecrsa aput-
POLIMTOB, JIEMKOLMTO3, IIOABJICHUE YEPHOM MOYM —
IIPY PA3BUTHUM IEMOJIMTUYECKOI'O KPU3a.

O.CunpHbIE 601 B OKOJIONYIIOYHOW O6JIACTH, MHOTIZAA
KPOBABBII CTYJI IIPU PA3BUTUM A0JOMHUHAIBHOIO 60-
JIEBOI'O CUHJPOMA, OOYCIOBJIEHHOI'O TPOMOO30M Me-
3EHTEPHAIBHBIX COCY/IOB.

XPOHHYECKHE ITIPOSABICHHA

KIuHUYECKasT CUMIOTOMATHKA MEPCUCTHPYIOIIETO
XpoHHYecKoro redeHuss CKA oOyCoOBIeHA HAIMYHUEM
XPOHHUYECKOTO TeMOJIN32 M ITOBTOPSAIOMINMUCS BPEMS OT
BPEMEHU 3MU30[aMU HAPYLIICHHUS KPOBOOOPAIICHUS B
Pa3HBIX OPI'dHAX B CBS3U C OKKIIO3UEH COOTBETCTBYIO-
IIUX COCYJOB. BOJBHBIE JKAIYIOTCS HA OOLIYIO CIA60CTb,
JKCIITYHIHOCTD KOXKH, OJBIIIKY (B CBA3M C PCIIUINUBUPYIO-
UMH TPOMOO3aMH JIETOYHOU APTEPHUU U JIETOYHBIMU
NH@APKTaAMU), OOIN B MOACHUYHOH O6JIACTH, B KOCTYIX,
MIPABOM TOAPEOGEPDLE (B CBA3U C PA3BUTHUEM JKETYHOKA-
MEHHOH OOJIE3HN).

ITpu ocmoTpe OO6panaeT Ha ceOs1 BHUMAHUE OJIEAHOCTD
C JKEJITYIIHBIM OTTEHKOM KOXKH PAa3HOM CTENEHM BbIPA-
JKEHHOCTH. BOMBbHBIE BBICOKOT'O POCTA C NPU3HAKAMH €B-
HYXOWUM3MA (HEITPONIOPIIMOHAIBHO [UIMHHBIC PYKH, MTH-
POKUIT TAa3), XyJbIC, MBIIIIILI PA3BUTHI IUVIOXO, [IO3BOHOY-
HUK HEPEAKO UCKPHUBIIECH, YaCTO OOHAPYKHUBAETCS BBICO-
KU OAIIEHHBIA YEPETL, ONPEAEIAETCA TUTIOTOHAZTU3M.

B nepuosie o6ocTpenus 3a601€BaHUA 6ECIIOKOAT 00U
B KOCTSIX M CYCTaBaX, OTMEYAIOTCS IPHUITYXJIOCTDb B 0671~

CTH CYCTABOB U OI' DAHUYECHHE JABIKCHUI. 3HAUUTEIbHOE
YCHWIEHHUE KOCTHO-CYCTABHBIX IPOSBICHUI HAOIIOAAECT-
¢ y OOMBHBIX B JOXKUIUBYIO TIOTOJIY, IPH TOBBIIIEHHON
BJIZKHOCTH BO3/yXa.

XapaKTEpHBbIM MIPU3HAKOM 3400JIEBAHUSA SBJIAIOTCS
XPOHUYECKHE TPOPUIECKUE A3BbI KOHEYHOCTEN. OObIY-
HO OHH PACIIOIATAIOTCA B OOIACTH BHYTPEHHEN MOBEPX-
HOCTHU HIDKHEH TPETH I'OJICHU U OOYCIIOBJICHBI BEHO3HBI-
MM U KaIIWULIPHBIMUA TPOMOO03aMu. I1pu uccienosanmuu
CEPAECYHO-COCYAHCTON CUCTEMBI BBIABIIAIOTCA TAXUKAP-
JIUS, KADJAUOMET /IS, KIIMHUYECKHE IIPU3HAKU ITPABOKE-
JIYJOUYKOBOH HEJOCTATOYHOCTU (YBEJIMYCHHAA OOJE3-
HEHHAasI II€YEHb, OTEKU HIPKHUX KOHEYHOCTEN), 4TO O0'b-
ACHAETCA PACIIPOCTPAHEHHBIMU U PELUIUBHUPYIOIIUMU
TPOMOO3aMH MEJKUX BETBEH JIETOYHOU APTEPUH, BEAY-
IUMU K Pa3BUTHIO JIETOYHON runepreHsuu. Hepenko
IIPABOXKEIYJOUYKOBASL HEJOCTATOYHOCTb  BBIPAKCHA
3HAYUTEJIbHO, MOSABIIAETCA BBIPAKECHHBIN CUCTOJIOLUA-
CTOJIMYECKUNA HIyM B OOJIACTU MEUEBHIHOIO OTPOCTKA,
YTO YKA3BIBAET HA PA3BUTHUE OTHOCUTEIBHON TPHUKYCIIU-
JAJIBHOM HEJJOCTATOYHOCTU. Pexxe pa3zBUBAETCA OTHOCH-
TENbHAS HEJAOCTATOYHOCTb MMTPAJIBHOIO K/IAIlaHa
BCJIEJICTBHE PEZKOI'O PACIIMPEHMSA MUTPAJIBHOI'O KOJIbIIA
M3-32 JWIATALIAY JIEBOI'O XKEIYAOUKA. [JOCTATOYHO 4aCTO
y OOJIBHBIX PETUCTPUPYIOTCA PA3HBIE HAPYIICHUS CEP-
JIEYHOI'O PUTMA.

B psaze ciayyaes BO3MOXKHO IPOABIECHUE UIIEMHUU MHO-
KapJa B CBA3U C PA3BUTHEM TPOMOO3a B MEJIKHX BETBSIX
KOPOHAPHBIX aprepuil. KimmHudeckas KapTuHa UIEMUN
MMOKAP/JA B 3TON CUTYALUH NPOSABIAETCA TUIIMYHBIMU
MNPUCTYIIAMH CTEHOKAPAMU HAIPSUKEHU.

[TOpaX€HUE CUCTEMBI OPIaHOB JIbIXAHHS XAPAKTCPU-
3yeTCs PELUAUBUPYIOIUMU [THEBMOHUAMU, IIOCTEIICH-
HbIM (POPMHPOBAHHUEM OYAI'OBOIO MU JUPPY3HOIO
IMTHEBMOCKJIEPO34d, UTO OOYCIOBIEHO TAKXKE YACTBIMU
TPOMOO3AMHU BETBCH JIETOYHOH APTEPUU C HOCIEAYIO-
UM PA3BUTUEM HMH(MAPKTOB JIETKUX U HUH(APKTHBIX
IMTHEBMOHUH.

VBenIM4yeHHe NeUeHU BhIBIACTC Y 30—40% OONBHBIX,
a B IIEpUOABl OOOCTPEHU 3200/1€BAHUA (TE€MOIUTHYC-
CKHE KPU3bl) I'€IATOMETIAINA 3HAYHUTEIBHO OOJIEE BbIPA-
JKE€H4. B CBA3U C MHOKECTBEHHBIMM CTA3AMU U TPOMOO-
3aMM BO BHYTPUIIEYEHOYHBIX COCYJAX, IOCJIEAYIOIEN
HUIIEMUEH U JaKE€ HEKPO3AMHU IMAPEHXHUMBI (pOpMUPY-
€TCs HUPPO3 [IEYCHU.

CeneseHKa yBeJIMYEHA M XOPOILIO INAJIBIIHMPYETCS Ha
PAHHMX CTAQUAX 3200JI€BAHMA, OJHAKO, KAK YKa3bIBa-
JIOCB BBIIIE, B JAJIbHCHUIIIEM CEJIC3CHKA ITO/IBEPIA€TCS Bbl-
pakeHHOMY (pUOPO3Y BCJIEICTBUE YACTBIX UH(APKTOB U
HEPECTAET IAIBIIUPOBATHCH.

XapakrepHelM npossienueM CKA gsnsgerca (popMu-
POBAHHE KAMHEH B JKCTUEBBIBOJSAIIMNX IIYTAX C PA3BUTU-
€M KIMHUYECKON KAPTUHBI JKETYHOKAMEHHON O0JIC3HU.

Hepenko pasBUBAIOTCS SA3BbI JKETYAKA M/IM KUIICYHHUKA
B CBSI3U C TPOMOO3aMH COCYJIOB CIHU3UCTON OOOJIOYKU
JKEJIyJOUYHO-KUIIEYHOI'O TPAKTA. DTU S3Bbl HE COIPO-
BOXKJAIOTCSI IIOBBIIIEHHUEM KHCIOTOOOPA3YIOWIECH (DYHK-
WU JKEJIYAKA, U Ul HUX HE XaPAKTEPHA CBA3b C pUe-
MOM MHIIN.

MHorue 60IbHBIE JKANYIOTCA HA 60N B MOACHUYHOM
06/1aCTH IIOCTOSIHHOT'O HJIH IIPUCTYIIOOOPA3HOIO XaPaK-
TEPA, CONPOBOXKAAIOIIMECH ITOBBIIICHUEM TEMIIEPATYPbI
TeJIa, FEMATypPUEN. DTa CUMIITOMATHKA OOYCJIOBIEHA Pa3-
BUTHUEM HEOJHOKPATHO PELUJUBHUPYIOMINX HH(APKTOB
IOYEK WJIU [THEJIOHEPPUTA.

[TopakeHue HEPBHOMU CHCTEMBI y 00abHBIX CKA 00-
YCJIOBJIEHO CTA3aMU (DOPMEHHBIX 3JIEMEHTOB U TPOMOO-
3aMHU B COCYZAX I'OJIOBHOI'O MO3rd. YaIe BCEro Hapyle-
HUs KPOBOOOPALIEHMS JIOKAINU3YIOTCS B 0ACCEUHE CPEl-
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HEM MO3rOBOM aprepun. KIMHUYECKHE IIPOABICHUA
ONPEAEAIOTCA JIOKAIU3ALUEN HaPyLIEeHUs Hepebpaib-
HOI'oO KpOBOTOKA. KpoMe TOro, Hab/oJai0Tcs IIPU3HAKA
XPOHHYECKON 3HIE(ATIONATUU — T'OJIOBHAsA 60JIb, CHU-
JKEHHE MAMATU ¥ UHTEJUIEKTA, IOABJIAECTCA CUMIITOMATH-
Ka MOPAKEHUA YEPENHO-MO3IOBbIX HEPBOB ¥ MO3I'OBBIX
OBONOYEK, PA3BUBAIOTCA MAPE3DI, MAPAINYH, CYAOPOTIU,
HOJIMHEUPONATHS U IEPUPEPUICCKUE HEBPUTBL, HAPY-
LICHUA PEYM.

JIaGopaTOpHAsA JTHATHOCTHKA K
HHCTPYMEHTAIbHBIE HCCIEOBAHUSA

OO0IHIT AHATHU3 KPOBH. AHEMUS B OOJBITMHCTBE
CJIY4d€B CPABHUTEIBHO HeOosbmasa. Cojep:KaHue
Hb 60-80 r/s1. LIBEeTOBOI MOKA3ATEb OJIM30K K CIUHUIIC,

XapaxkrepHON 0CO6€HHOCTBIO CKA sBIIsIeTCsE OOHAPY-
JKEHHE B IEPUMEPUUECKOI KPOBH CEPIIOBUIHBIX SPUT-
poLUTOB (APEHAHOLUTOB), 4 TAKKE MEHUCKOLIMTOB;
OOBIYHO TAKKE IIPUCYTCTBYIOT HOPMOOIACTHL. TaoKe Xa-
pakTepHbl 0a30(DWIbHAS IIYHKTALHUSA 9PUTPOLUTOB, UX
MUIICHCBU/HOCTD.

CepHoBUJHBIE 3PUTPOLMTHL IPEACTABIAIOT COOOM
CBOEOOPA3HBIC KIETKH BBITSIHYTOH (POPMBI, OYEHD I10XO0-
JKME Ha CEPII WIK JIMCTbSI PACTEHHsI OCTPOJIUCT. MeHu-
CKOLIMTBI HAIIOMUHAIOT 110 (POPME OBCAHOE 3€PHO WU
IIOJIyMECHLL.

IIpy HUCCAEAOBAHUN OOBIYHBIX IPENAPATOB KPOBU
CEPHOBUJHBIC PUTPOLIUTE OOHAPYKUBAIOTCS PEJKO.
Bo BpeMs reMOTUTHYECKOT'O KPHU3a UX KOJTUYECTBO YBE-
JmunuBaeTcd. CeproBUIHOCTb IPUTPOLUTOB YCTAHAB-
JINBAETCA MOCJIE HAIOKEHUA XKI'yTa HA OCHOBAHHE ITAJIb-
114, U3 KOTOPOIr'o 6epyT KpOBb. IIyTeM HAJIOXKEHUS HE-
OOJIBIIOTO KI'YyTA Ha ITAJIELL HA 5 MUH CO31aI0TCSI BEHO3-
HBII 32CTOM M TUIIOKCEMMS. 3aTEM M3 Halbld 6€pyT
KPOBb, ZIEJAIOT MA30K Ha MIPEAMETHOM CTEKJIE U ITOKPbI-
BAIOT IIOKPOBHBIM CTEKJIOM, KPasli KOTOPOI'O OOMa3bl-
BaIOT Ba3eaUHOM. CEPIIOBUJHBIEC IPUTPOLIUTHI I10-
ABJIAIOTCS HE CPa3y, O6bIYHO yepe3 30—-40 MHH, 4 UHO-
I71a Jaxe yepes 24—-48 u.

CepnOBUIHOCTD TAKXKE YCTAHABIUBAIOT IIPU IIPOOGE C
METAOUCYIb(PUTOM HATPUAL. [IJI1 BBIITOJIHEHNS IPOOLI HA
HPEAMETHOM CTEKJIE CMEIIUBAIOT 1 KAIUIIO KPOBU U 1-2
KaIUIA 2% BOJHOT'O PACTBOPA HATPUEBOM COJIM METAOU-
cynbpura (Na,S,0,). CMECh MOKPBLIBAIOT MTOKPOBHBIM
CTEKIIOM, KOTOPOE CJIErKa MPKUMAIOT. ITpocMoTp nipe-
aPAaTOB IIPOU3BOJAAT CPA3Y JKE IIOCJIE CMEIIUBAHMA U Ye-
pes Kaxable 5 MuH. [1py Haymunu HbS nossisiorces cep-
TOBUJIHBIE SPUTPOIUTHL BBICTPas MOMOXKUATENIBHAA IIPO-
0a HACTYIIAET YepPE3 2 MUH U HAOIIOLACTCS Yy T€TEPO3U-
ror — Hocuresern HbS.

MeTabucynb(pUT HATPUS UCIOIB3YETCS B KAYECTBE
BOCCTAHOBUTEJIS, KOTOPBIA /TOOABISAETCA K B3ITOH U3
1aJIbLIa KPOBU JU/ISI CHIDKEHUS B HEH CO/ICPKAHUS KHUCTIO-
poza. B ywIOBHAX MCKYCCTBEHHO CO3JAHHOM TI'MIIOKCE-
MMH JIETYE OOPAZYIOTCS CEPITIOBU/IHBIE IPUTPOIIATHL.

CopepsKaHue PETUKYJIOLUTOB B OOILIEM aHAIU3E KPO-
BU OOBIYHO IOBBIIIECHO, TAKKE YBETUYCHO KOJIMYECTBO
3PUTPOKAPUOLIMTOB KOCTHOI'O MO3I'd, IIOBBILIEHO COAEP-
JKAHHE HenpsMoro 6mnupyonHa. COD npu CKA gaime
BCETO B IPEAEIAX HOPMBI, TAK KAK CEPIIOBU/IHBIC PUT-
POLIMTBI OCEAAIOT MEJICHHEE, YEM HOPMAJIbHBIE.

Bo BpeMs reMOJTUTUYECKOTO KPHU3a AHEMUS CTAHOBUT-
¢ 60J1€€ BBIPAKEHHOM, YBEJIMYHUBAETCA KOJTUIECTBO PE-
THKYJIOLIUTOB, OTMEYACTCSI HEUTPOMUIBHBII JICHKOLIM-
TO3 U TUIIEPTPOMOOITUTOS.

[Ipu pa3BUTHU AILUIACTUYECKOI'O KPU3a HAPALY C BbIPa-
JKEHHOH aHEMUEH HaOIONACTCS JIEHKOIIEHUs, TPOMOO-
LUTOIICHUS, PE3KO CHIDKAETCS KOJIMYECTBO PETHUKYIIO-
IITUTOB, BIVIOTH O ITIOJIHOT'O UX MCYEC3HOBCHMI.

IIpOAO/DKATENBHOCTD KMU3HU 3PUTPOLIMTOB (110 JaH-
HBIM PaJUOUZOTOIHBIX UCCIEN0BAHNM ¢ Crd!) CHIDKEHA,
OCMOTHYECKAA CTOMKOCTD — MOBbIIEHA. [IpU reTeposu-
roTHoi (popme CKA IIpOJO/DKUTEIBHOCTD XKU3HU 3PUT-
POLMTOB HOPpMAJIbHA.

OOIMI AHAIN3 MOYH. Y GOJIBHBIX BO BPEMS I'€MOJIU-
TUYECKOT'O KPU3a OOHAPYKUBAIOTCS TEMOITIOOMHYPUS, Te-
MOCUCPUHYPHS, IPOTCUHYPHsI, MHOTJA LINUJIUHAPYPHS,
XAaPAaKTEPHA YPOOWINHYPHS.

BUOXUMUYECKUN AHAJIU3 KPOBU — XAPAKIEPHA I'H-
nepoOUINPyOUHEMUS BCIEACTBHUE BBICOKOI'O YDOBHSI HE-
KOHBIOI'HPOBAHHOIO OWJINMPYOHUHA, BO3MOXKHO YBE-
JIMYEHUE AKTUBHOCTH AMUHOTPAHC(HEPA3, IOBBIIICHUE
YPOBHS y-IJIOOYJIMHOB, OTMEYAETCA YBEJIMYCHUE COLEP-
JKAHUA Keye3d. 11 OKOHYATEIBHOI'O BBIBOJA O HAJIH-
gy CKA nposomnrtcs anexkrpodgopes Hb. B apurporu-
TaX 60JBHBIX C TOMO3UTOTHOH (popMort CKA B BO3pac-
Te 1 roga u 6onee coupepxurca 90% HbS, okono 10%
HbF m nopmanpHOoe KomudecTtsO HDbA,, orcyrcrsyer
HDbA. ITpu reTepo3uroTHoi popme 3a601eBaHus1 OOHA-
pyxusaercs HbS 1 HbA.

MuenorpaMma. B crepHasIbHOM IyHKTATE OOHAPY-
JKABAETCSI BBIPAKEHHAA I'MIIEPIUIA3UA KPACHOTO KPOBE-
TBOPHOI'O POCTKA, OCOOCHHO BBIPAKCHHASI BO BPEMSI I'e-
MOJIMTUYECKOI'O Kpu3a. [Ipy pazBUTUN AIUIACTUYECKOIO
KPH32 BO3MOKHO COKPAILECHUE 3PUTPOUIHOIO KPOBE-
TBOPHOT'O POCTKA.

Penrrenorpadusa xocremn. O6HAPYKUBAIOTCS pac-
MHUPEHNE KOCTHOMO3I'OBOI'O CJI0S1 U UICTOHYEHHE KOPTHU-
KJIbHOI'O CJIOSE KOCTEH, OCTEOIIOPO3, 4 B CJIydde IIPHCO-
€IMHEHNA MHMEKIITMOHHOTO MOPAKEHNA KOCTEH — OC-
TEOMUEIUT; XAPAKTEPHO TAKKE PAZBUTUE ACCIITHYCCKUX
HEKPO30B I'OJIOBOK OEPEHHOM U IJIEYEBOI KOCTe!. [1o-
paKEHME IIO3BOHKOB Yy JeTel (OCTEOIIOPO3, CAABICHUE
TEJI IO3BOHKOB) IPHUBOJUT K HAPYIIEHHUIO HOPMAJIEHOTO
POCTAa KOCTHOM TKAHU M UCKPHUBJICHUIO TO3BOHOYHUKA
(K1(pOCKOINO3, IOPAO03).

AuarHocTuyeckme Kputepum retepo3mroTHom

dopmbl CKA
K kpurepusaM AUArHOCTUKUA I'€TEPO3UTOTHOHU (POPMBL

OTHOCHTCS CJIEAYIOIIHE:

1. HacneaCcTBEHHBIN XaPAKTEP TFEMOJIUTUYIECKON AaHEMUH
U TIPUHAICKHOCTh 00bHBIX ¢ CKA onpejiesieHHOM
STHUYECKOU rpymmne (xurenu Appuxu, CpeIu3eMHO-
Mopbs, I'pennn, Cpeaneit Asun).

2. Haimuyne HOPMOXPOMHOM aHEMHU C PETHUKYJIOIIATO-
30M, HOPMOOJIACTO30M, yCKOpeHuem COD.

3. O6HApYKEHUE B NIEPUPEPUUECKON KPOBU CEPIIOBH/I-
HBIX 3PUTPOLIUTOB (APENAHOIUTOB). I BHIABICHUSA
CEPIOBU/HBIX 3PHUTPOLIUTOB ITPUMEHAIOTCA NPObda C
METAOUCYIB(MUTOM HATPUS M HUCCIEAOBAHUE KPOBU
IOCJIE HAJIOKEHMS JKI'yTa HA [1AJIELL

4. 7Kenryxa ¢ HEKOHBIOIMPOBAHHOI I'IIIEpOIMPYOUHE-
MMEMN.

5. KiImHU4eCcKue IMpOsBICHUS PELUAUBUPYIOIINX ITOPA-
JKEHUU JIETKUX, TIOYCK, MUOKAP/A, HEPBHOU CUCTEMBI,
JKEJTYIKA.

6. Pa3BUTHE FeMOJINTUYECKUX, AIUTACTHYECKUX, TPOMGO-
THYECKUX, CEKBECTPALIMOHHBIX, 46JOMHUHAIbHBIX KPU-
30B.

7. I1IOBBIIIEHUE OCMOTHUYECKOM CTOMKOCTU 3PUTPOLIM-
TOB.

8. Boisgsinenue HbS ¢ nomormsio anexkrpodopesa Hb.
Bousienenue 4, 5 u 6-ro Kpurepues Tpedyer audde-

PEHLIUAIBHOM JUATHOCTUKY TOMO3UTI'OTHOM U I'€TEPO3H-

roTHou (popmor CKA.

YacTO BCTPEUAETCS COYETAHUE TE€TEPO3UTOTHON (POp-

Mbl CKA ¢ B-rasaccemuent. bone3Hb IIPOTEKAET 3HAYU-
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OO6LWwMit aHaNU3 KPOBU

MokasaTtenun 28.03.12 29.03.12 03.04.12 09.04.12 16.04.12 19.04.12
JlenkoumnTbl, ThIC./MK 11,3 12,6 16,9 12,6 12,7 11,8
OpUTPOLUTBI, MIIH/MK 3,32 3,43 3,69 3,74 3,93 3,88
Ln 0,69 0,69 0,70 0,74 0,73 0,75
Petukynountsl, % - 88 - 68
Hb, r/n 76 79 86 92 95 97
lemaTokpuT, % 24,6 25,6 28,2 28,5 31,6 31,3
Cp. 06beM apuTPOLUTOB, PN 74 75 76 76 80 81
Cp. copgepxanue Hb, nr 229 23,0 23,3 24,6 24,2 25
TpombBOoLMTbI, ThIC./MKI - 542 -
Mwuenouuntbl, % 1,0 1
ManoukosaepHoble, % 12,0 1 3 6 8
CermeHTosifiepHble, % 80 70 76 64 67
Qo3unHodunbl, % 0 0 3
Basodunel, % 0 0 0
NumbouunTsl, % 5 21 17 17 21
MoHouuTbl, % 3 7 2
CO3, Mm/4 67 68 60 53 50 50

AHU30UMTO3 3PUTPOLMTOB + | AHM30UMTOS ++ AHN3ounTO3 ++

CMeLLaHHbIN MorkunounTos MonkunoumTos ++

Mpumeyanue. LI — LBeTOBOM NokasaTtesnb KPOBU.

Puc. 2. CepnoBupgHbie 3puUTPOLUTDI: UCCIeA0BaHME Nop,
Mukpockonom (www.wikipedia.org).

TEJIBHO MSATYE, YEM I'OMO3UI'OTHBIE (DOPMBI 3THUX aHE-
MuUH. 11 coOdeTaHusl B-TAIACCEMUN C I'€MOITIOOUHOIIA-
THEN S XAPAKTEPHBI 3HAYUTEIBHOE YBEJIUYEHUE CEle-
3€HKHU, BBIPAKEHHASA T'MIIOXPOMHUA U MHUIIEHEBUJHOCTD
APUTPOLUTOB. TPOMOOTUUECKHE OCIOKHEHHUS ObIBAIOT,
HO 3HA4YUTEIBHO pexe, yeM npu CKA. Tlpu atoit popme
BO3MOJKHBI IPUCTYIIBI OOJIEH B CyCTABAX, CUJIbHBIE OOIN
B JKHUBOTE. [leTh OTCTAIOT B (PU3HUYECKOM PA3ZBUTUM.
B spurponuTax OOHAPYKUBACTCS 3HAYUTEIBHOE IIOBBI-
menue yposHsl HbE Tlpu couyeranun CKA ¢ b%-tamacce-
Muen npu annekrpogopese Hb orcyrcrsyer HbA, a HbS
MOJKET OBITh ITOYTU €IMHCTBEHHBbIM Hb. TIpu f*-Tanacce-
mum, Kpome HbS, HbA, n HbE BersBnsgeTcs HbA.

IIporuo3 npu CKA y GOJBIIMHCTBA B3POCIBIX
OOJIPHBIX XOPOIIMH, TAK KAK OOIbIIAsA YACTh OOJIbHBIX
¢ CKA ymupaior B ieTcrBe. [IpOrHo3 61arolnpusTHOIO
TeyeHus 3a60yIeBaHuA Jydme npu coderanun CKA ¢
TAJIACCEMUE.

B 1aHHOI CTaThe MBI IPUBOAUM KIMHUYECKUN CIIydan
IIEPBUYHOI'O OOHAPYKEHUS U IIOCTAHOBKM JIMATHO34
CKA y B3pOCJIOro MalMEeHTa IIPYU CTALIMOHAPHOM HAOJIIO-
JIEHUU.

KnuHnyeckuii cnyyan

BonbHOM I1. 53 j1€T IOCTYIII HA CTALIMOHAPHOE JIede-
Hue B 'KB Ne19 1. MOCKBBI C sKa/I00aMH HAa BBIPAKEHHYIO
€/1260CTh, OOU B CYCTABAX, OTEKU I'OJICHEH U CTOIL M3
AHAMHE32 U3BECTHO, YTO B TEYECHUE JIJIUTEIbHOI'O BpEME-
HU CTPAJAET HOBbIIIEHUEM AJl ¢ MAKCUMAJIbHBIMU LD~
pamu 170/100 MM. PT. CT., IPU 3TOM YMeHbIlIeHUE Al HU-
ke 130/80 MM. PT. CT. IEPEHOCUT TUIOXO. 10 TaHHBIM
AHAMHE32, IIEPEHEC OCTPBIE HAPYIIEHUSA MO3I'OBOI'O KPO-
BooGparenus: (OHMK) B Bozpacre 43 u 46 net. Crpaja-
€T IICOPUATUYECKUM APTPUTOM, 110 ITIOBOJY YEIr'O IPUHU-
MaeT HPEAHUBOJIOH B TAOJIETKAX. YXYALUICHUE CAMOYYB-
CTBHS B TEYCHUE HECKOJIBKUX HEJEb, KOIZIA CTAJIO CTOU-
KO NOBbIIATBCA Al 1 HAPACTATb C1A00CTb. B MONMMKIN-
HUKE II0 MECTY JKUTEIbCTBA BbIABICHA T'MIIOXPOMHAs
anemus. [Jocnmmranusuposan B 'Kb Ne19.

CocTostHUE TIPU NOCTYIUIEHHUU CPEAHEH TSKECTH. Tuln
JIMLA U TEJIOCTIOKEHUS CIaBAHCKUN. [Ipy onpoce oTBe-
4aeT Ha BOIIPOCHI C TPYJOM, ITyTA€TCA B OTBETAX, PEYb H3-
MeHEHa u3-32 nepeHeceHHblx OHMK. MudaHTHICH.
HopmanbHOro nuranusa. KoxXHble TOKPOBLI U BUUMBIC
CJIM3UCTBIC YHCTBIE, OJIEIHBIE C JKEJITYLIIHBIM OTTEHKOM.
3yObl U3MEHEHBL.

B nerkux ABIXAHUC BC3UKY/IIPHOC, XPUIIbI HC BBICITY-
IIUBAIOTCS. HaCTOTA IBIXATCIbHBIX IBUKCHUMN — 18 B MH-
Hyry. 'panunpl cepana HE PacClIMPEHbl, TOHBI CEPALId
IPUIJIYIIEHBL. PUTM NpaBWIbHBIN. YaCcTOTA CEPAEYHBIX
cokpaieHuit 110 ya/mun. Al 140/80 mM. pT. cT. JKuBort
MATKUY, 6€36071€3HEHHbBIN. [IeuyeHb U Ce/IE3EHKA HE YBE-
JsimdeHbl. OTEKU I'OJIEHEN U CTOII, O0JIEE BBIPAKEHHbBIC HA
IIPaBOU HOTE.

JlaGopaTtopHasi U MHCTPYMEHTasbHas
AUnarHocTuka

KoMMmeHTapuil K aHaau3y KpoBu OT 16.04.12: aHuzo-
IIUTO3 ++, MOUKWIOIIUTO3 ++ (CTOMATOIUTHI, OBAJIOIU-
TBI, KAIUICBU/JHBIE 3PUTPOLIUTEI).

KoMmmenTapuil K aHam3y Kposu OT 19.04.12: anuso-
IUTO3 ++, HOMKWIOIUTO3 ++ (CTOMATOLIMTHI, OBAJIOINA-
TBI, IIU3O0LIUTHI, €IUHHUYHBIEC CEPIOBUIHBIE 3PUTPOLIM-
TBIL); CM. TAOJIHLLY, PUC. 2.
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Koaryaorpamma ot 10.04.12: npoTpoMOHMHOBOE Bpe-
M — 8,9 ¢ IpOTPOMOMHOBASA AKTUBHOCTDL IO KBHKY —
108%; MEXIYHAPOJHOE HOPMATUZOBAHHOE OTHOIIEHUE —
0,95; aKTUBUPOBAHHOE YACTUYHOE TPOMOOILJIACTUHOBOE
Bpem: — 19,2 ¢; pudbpunoren (pacd.) — 5,52 1/

bunoxuMHYeCKHH aHAJIH3 KPOBH OT 29.03.12: Ge-
JIOK 06muit — 70 1/11; anbbyMuH — 35 1/11; 6umpyouH
obmui — 12,20 MKMOJIb/JI; OMJIMPYOUH CBA3AHHBIIA —
3,47 MKMOJIb/J; XOJIECTEPUH — 4,2 MMOJIb/JI; TJIIOKO3a —
5,1 MMOJIB/JT; TPUITTHLEPUBL — 1,46 MMOJIb/JI; MOYEBH-
Ha — 6,3 MMOJIb/JT; KpeaTHUH — 111 MKMOJIB/JT; CBIBO-
POTOYHOE XKENE30 — 5,8 MKMOJIb/J; ACTIAPTATAMHHO-
Tpancdepasza (ACT) — 36 Ex/n (N 0—31); amaHuHAMH-
Horpancdepaza (AJIT) — 44 Ex/n (N go 32); y-riyra-
MmuiTpancdepasa — 32 Exn/m; menounas docdaraza —
168 Exm/n; TuMosoBas npob6a — 1,1 el OmTHYeCKOM
IUIOTHOCTH; oi-aMmiiaza — 121 Ex /i

BbuoxuMHuuyecku¥li aHaau3 KpoBu OT 10.04.12:
MoueBHHA — 9,1 MMOJIB/JI; KpEaTUHUH — 204 MKMOJIb/JI
(CKOPOCTh KIYOOYKOBOM (PUIBIPALIUU — 51 MJI/MHH IIO
Cockroft—Goult); ACT — 28 En/nm (N 0—31); AJIT — 38 En/n
(N 10 32); a-ammnaza — 182 En/i.

BHOXMMHYECKHI AHAIN3 KPOBH OT 16.04.12: 06-
IUE XOJIECTEPUH — 4,5 MMOJIb /JT; TIIIOKO3a — 5,6 MMOJIb /T,
MOYEBHHA — 7,3 MMOJIb/JT; KpeaTMHUH — 160 MKMOJIB /T,
ACT - 30 En/n (N 0=31); AJIT — 57 En/n (N o 32); a-amu-
naza — 192 En/im.

O0mui anaau3 moau 29.03.12: Ber — COJIOMEH-
HO-KEJITBIM; MPO3PAYHOCTb IIOJHAS; OTHOCUTEIbHAS
IIOTHOCTB — 1011; peakius — 5,5; 6e10k — 0,3 1/71; a1u-
TENUH IVIOCKUH — HEMHOI'O B I1/3p.; JIEUKOLIMTEL — 2—3 B
11/3P.; 3pUTPOLUTHl HEM3MeHeHHble O0—1; IIMIMHIPBI
ruaanHoBbie 0—1; CZIUM3b — YMEPEHHO.

Anann3 mouu o HeuunnopeHko ot 05.04.12: Ge-
JI0K — 0,1 r/i1; terikoumtsl 1750 B 1 Mty apuTpouuTsl 500
B 1 ML

PeHITEHOCKONHUA I'PYJHOM KIETKH OT 29.03.12:
OpraHel I'PDYJHOM KJIETKH B MPEAEIaX OCOOEHHOCTEHU
BO3PaCTa.

Ixoxkapauorpacdus or 12.04.12. AopTa YIUIOTHEHA,
HE PACIIMPEHd, 35 MM Ha YPOBHE (PUOPO3HOI'O KOJbLIA
(N 22—-28 MM). AOpTa/IbHBINA KJIAIIaH: CTBOPKU HE YILIOT-
HEHBI, aMIUINTYZAA PACKPBITHA 18 MM (N 13—-21 MmMm). JIeBoe
npeacepaue: 41 MM B mapacrepHanbHor nosunmu (N 10
40 MM). MesxokenygodKoBas rneperopojgka: — 12 mm (N 1o
11 mm). apnsasa crenka — 10 mM (N go 11 mm). Koneunblii
jquacronugeckuit pasmep (KIP) — 56 MM (N 0 55 MM).
Koneunbiit cucromdeckuit pasmep (KCP) — 36 mm (N 710
38 Mm). Ppakiust BbIGpoca — 65% (N 55—75%). Murpais-
HbBIM KJIAIIAH: CTBOPKU HE YIUIOTHEHDI, JIBUJKEHHE IIPOTU-
Bo(pazHOoE. TPUKYCIIN/IAIbHBIN KIAIlaH HE YIUIOTHEH. [1pa-
Boe mipencepaue — 45 v (N 10 30—50 m). [TpaBeiit xe-
nynouek (TDK): KOP — 39 (N 26—42 mwm). BeiHOCSIINIMA
Tpakr IDK — 29 mm (N 14-30 mm). CBOOOJHAA CTEHKA
IDK — 4 mm (N 3—-5 mMm). Jlerounas aprepust — 21 MM
(N 12-23 mm). Cenapanyu JJMCTKOB Ilepukapa Hert. JIo-
KaJIbHAs1 COKPATUMOCTD (OLICHUTD B HIDKHUX CEI'MEHTAX
HE NPEACTAB/IACTCS BO3MOXHDBIM) B BUJMMBIX 30HAX CO-
XpaHeHd. CUCTOIMYECKUN TTOTOK: MUTPATIbHAA PETYPIU-
Tanusa 1-1 creneHu. [JnacToMMIeCcKnui OTOK: HE OIIpeie-
JIETCSL. 3aKsouerue: A0pTa YINIOTHEHA, HE PACIIUPEHA.
AOPTAJIbHBIA KIANIAH HE YIUIOTHEH. Pacmmpenbl MUHU-
MAaJIbHO JIEBBIC OTAE/IbL. MUTPAJIBHBIN KIAIAH HE YIUIOT-
HEH. MuTpanbHad perypruranusa 1-m crenenu. JIOKaib-
Has1 COKPATUMOCTb B BUJUMBIX 30HAX COXpaHeHa. [710-
Oa/IbHASL COKPATUMOCTD He HapylieHa. HesHauurenbHas
THUIIEPTPOMUS JIEBOTO KETYJOUKA.

ViasrpasBykoBoe ucciaensosanue (Y3HM) nmodyek or
30.03.12: Y3M-11pHU3HAKU BEIPAKECHHBIX AU(MQY3HBIX U3-

MEHEHUN MMAPCHXKWMDBI, KUCT ITOYCK, MCTOHYCHMA ITAPCH-

XMMBI JIEBOH IIOYKH, IByCTOPOHHETO HE(PPOIUTHAZA.
V33U miuTOBHIHO¥ >KeIe3bl, OPTAHOB OPIONIHOE

mosocru or 06.04.12. 3awnodyenue: Y3U kapruHa

YMEPEHHO! T'€IaTOMETr Ny, AU(M@Y3HbIX U3MECHEHUNI

[IAPEHXMMBI [IE€YECHHU, MOKEIYIOYHOM JKEJIE3bl;, Olpe-

JIEJIAETCA MEJIKUA y3€J1 B IIPABOU JIOJIE IITUTOBU/IHOI JKe-

JIE3BL
330¢aroracrpoxyogeHockonus ot 03.04.12. Jly-

KOBHULIA ABeHaguarunepcranon kumku (AIK) gedpopmu-

POBaHAa, CJIM3UCTASA TUIIEPEMUPOBAHA, OTCYHA; HA IIEPE/I-

HEM CTEHKE SA3BCHHBIN 1e(PEKT IIPOJOITOBATON (POPMHI,

710 1,5%1,0 cM, BBITIOJIHEHBI O€IBIM (PUOPHUHOM, BOCITAIH -

TEJIbHBIN BAJI BBIPAKEH. 3ar/iroueHue: A3Ba JTYKOBHLIbI

OIIK. Jedopmanysa aykosBuiipl JIIK. BynpouTt. IToBepx-

HOCTHBIH T'ACTPUT.
330¢aroracrpoxyogeHockonus ot 18.04.12. 3a-

rroverue: a38a Jykosuubl JIIK B craguu pyOLEBaHUA.

Hedopmanysa aykosuisl AITK. Byabsourt. ITOBEPXHOCT-

HBIU I'ACTPUT.

Anexrpoxkapauorpadusa (DKI). PutM CUHYCOBBI,
IPaBWIbHBIA. OTKIOHEHHUE IEKTPUUECKON OCH CEPALLA
BJIEBO. Hapylienue BHyTPYIKETYAOYKOBOM IIPOBOAMMO-
CTU — 6JI0KA/1a IIPABOM HOXKKM ITydKa [vca. Ha cepun ODKI'
6€3 OTPHUIATETBHON TUHAMMKH.

Koncyapranusa HeBpoJora. /JUCUHUPKYJIATOPpHAS
sHuedanonarysd II craguu. Ocrarounsle spiaeHuss OHMK
10 FEMOPPATUYECKOMY THITY B 6ACCEUHE JIEBOM CPEIHEN
MO3I'OBOM APTEPUMN.

KoHcyapTanmusa racTpo3HTEPOaIOora. J3seHHas 60-
sne3up JIIK B ¢aze obocrpenust. Kuposast AUCTpOPUs
TICYCHU.

AHAIN3 JAaHHBIX:

* )K47100bI 60JIBHOTI'O: HA OO/IN B KOCTAX M CyCTABAX, CJId-
6OCTH;

¢ AHAMHCCTUYCCKHNC JAHHDBIC: PAHHNUC HAPYIICHUA MO3-
TOBOI'O KPOBOOOPAIEeHUs (6€3 37I0KAYECTBEHHON I'H-
IIEPTEH3MHU, O€3 I'UIIEPXOIECTEPUHEMUN);

* JAHHBIE OCMOTPA: IIPU3HAKU T'MIIOKCUYECKU-AUCIIP-
KYJIITOPHOI'O CUH/IPOMA, T€IIATOMET AJINS,;

* HAIMYUE «<HEMOI» a3Bbl [IITK, BBIABIEHHON TOJIBKO IIPH
330(paroracTpogyoAeHOCKOIINH;

* NI3MEHEHMA B OOIIEM AHAIU3E KPOBU: TUIIEPPETUKYIIO-
IIUTO3, JIEUKOIIMTO3, TPOMOOITUTO3, HA (POHE CHUIKE-
Hus Hb.

Ha OCHOBAHMM aHAIN3A NIEPEYUCICHHDIX JAHHBIX MbI
3AII0JJO3PWIM I'E€MOJIMTUYECKYIO dHEMUIO, 110 TUILY CEp-
MOBU/IHO-KJIETOYHOM remorinoouHonatun. Juddepen-
LIMAJIbHBIN IMAIHO3 HEOOXOANUMO IIPOBOAUTD C IPYTUMU
IreMOIVIOOMHONIIATHAMM, OCTPBIMH IIOCTIEMOpPparuyve-
CKHMMH aHEMUAMU.

OT NPEMIOKEHHON CTEPHAIBHON MYHKLMH OOJIBHOMN
oTkazaics. Hamu 6pu1a nposeieHa 1poda ¢ HATOXKEHUEM
JKI'YyTd HA OCHOBAHHE I14/IbLid OOJIBHOI'O, U3 KOTOPOI'O
B35UIM KPOBb. I3BECTHO, YTO IIyTEM HAJIOKEHUA HEOOb-
IIIOT'O JKI'yTa HA MTAJIEL, HA 5 MHUH CO3JA€TCA BEHO3HBIN 34-
CTON U runokcemust. ITocie 4ero B aHaans3e KpoBU ObLIA
BBISAIBJICHBI CEPIIOBUAHBIE 3PUTPOLMTHL TTocie noBTOp-
HOH MPOO6BI NOJIYYEHBI AHATIOTUYHBIE PE3YIBTATHL.

IIpeaBapureabHbId guarHo3d: CKA, rerepo3uror-
Hast popma. AHEMUSI CPEAHEN CTENICHU TSLKECTH. SI3BEH-
Has 6one3Hb JIIK B cragun 000CTpeHNs. ApTEpHUA/IbHAS
TUNEPTEH3NUA 2-11 CTENEHM (IO JAHHBIM aHAMHE3Q).
Ocrarounsle asnenus OHMK (2002 u 2005 r). IIcopua-
THYECKUI apTPUT. MOYeKaMeHHas1 00J1e3Hb. KUCThI 110-
yeK. XpoHudeckas 6one3nb novek Il craguu (I cragys
110 Tapeesy).

BOIBPHOM NOMYy4YaI CTAHAAPTHYIO TEPAIIUIO I10 IIOBOJLY
sa3BeHHON 6os1e3Hu [ATTK u nnoce pyoLneBaHus A3Bbl ObLI
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KOIVUHUWYECKNUN CNYYAN

BBIIIHCAH I JAIbHENIIEIO OOC/IEJOBAHUS Y ITEMATOIOIA
10 MECTY JKUTEJIbCTBA. /11 OKOHYATEIbHOI'O YCTAHOBIIC-
HU AMarHo3a CKA 60J1bHOMY PEKOMEH/IOBAHO IIPOBEE-
Hue anekrpodopesa Hb ms serasnenus HbS u/unu apy-
TUX €r0 POPM.

B ¢BsA3M ¢ MMEIOIIMMUCA B AHAMHE3E TSOKEIbIMH 3100-
JIEBAHUSIMH — 51I3B€HHOM 60ne3Hu JIIK, nepeHeCEHHBIMU
HEJABHO OCTPBIMU HAPYLMIECHUAMH MO3IOBOI'O KPOBOOO-
pameHus (MIIEMHUYECKOIO XAPAKTEPA) C OCTATOYHBIMU
ABJIEHUAMH, YTO MOKET OBITb CJIEAICTBUEM MOBBIIEHHOL
BA3KOCTH KPOBH U TPOMOO30B B MUKPOLIUPKYIATOPHOM
pycie xapakrepHbIx st CKA, nposejieHrue npoguIak-
TUYECKUX U JICYEOHBIX MEPOIPUATHHI Y JAHHOI'O OOJb-
HOI'O IIOCJIE IIOATBEPKIACHHSA JUAIHO3d MOXKET YMEHb-
IIATb PUCK PA3BUTHA JIETAIBHBIX OCJIOXKHEHUH. HenH-
(GOPMUPOBAHHOCTh CAMOI'0 OOJBHOTO MU Bpader 06
uMeronencs y 60ibHoro CKA MoxxeT uMeTb HEOOpaTU-
MBI€ I10CJICCTBUSL.

JIegwenue 6osbHOrO ¢ CKA — TpynHas 3ama4a. Bepe-
HHE OOJBHOIO C 3THUM 3a00JICBAHHEM IIO PEKOMEH[A-
UM BCEMMPHOM OPraHM3ALMMU 3APABOOXPAHCHUSA
(BO3) [3] BwIo4YaeT B CeOsl TAKME MPOMPUIAKTUICCKUE
MEPONPHUATHS, KAK:

* IOTPEBICHUE KUJKOCTEN B OOIBIIIOM KOJTUYECTBE;

* 3/I0POBOE IMUTAHUC;

* IPUMEHEHME (POTHMEBOI KUCIOTBI;

* BAKI[MHALIMUA U AHTHOUOTHKU I NPO(PWIAKTUKA U

JICUCHUS MH(PEKIIUTL.

Bapociible 60bHbIE C HETsKENON (popmort CKA HyX-
JAIOTCA B JICYEHUM JIUIIb B IIEPUOJ, KpU30B. Haubosee
YACTO MPUXOJUTCHA HOPOTHCA C TPOMOOTUYECKUMHU KPH-
3aMH. B nepByro ouepenp Tpedyercs aJeKBATHOE 06€C-
[EYECHHUE KUIKOCTDIO. ITpU THITIOKCUYECKUX COCTOSHUAX
(HanpuMep, MHEBMOHMSA), PEKOMEHIYETC OKCUI'€HOTE-
pammus. IIpenapar ruapokcomodesunnl (Hydroxyurea) B
03¢ 10—25 Mr/Kr Maccel Te€jla — €IUHCTBEHHOE O7100-
PEHHOE JIEKAPCTBEHHOE CPEACTBO IS [IPEJOTBPALCHISA
TPOMOOTHYECKHUX KPU3UCOB y OOibHBIX ¢ CKA 1o pe-
3ynpraram ucoienosanus The Multicenter Study of Hyd-
roxyurea in Sickle Cell Anemia (MSH), ocOOEHHO 1pu
OCTPOM TI'PYJHOM CHHAPOME, OOYCJIIOBJIEHHOM TPOMOO-
30M BETBEI JIETOYHOM apTepud [6]. I3BECTHO U TO, YTO
JAHHAS TEPANHSA YBETUUUBAET PHUCK YCWIEHH AHEMUH,
YIPOXKAIOIIUX XKU3HU MH(EKLIUHI U PA3BUTUS OHKOJIOI'U-
4ecKUx 3a00seBaHui [14]. HECKOIBKO MCCIIETOBAHUN
NOKa3aax 3PMOEKTUBHOCTD IPUMEHEHMSA HOBBIX HU3KO-
MOJIEKY/IIDHBIX rernnapuHoB (TunHzanapun) [13], aHTU-
arperanTos (ITpacyrpens) [7], dnrududaruna (aHTaro-
uucra ollb/f,-perenTopos TPOMOOIUTOB) — IOKA3aHO
YMEHBIIEHUE AKTUBALIUK TPOMOOILIMTOB U YBEIUYCHHE
MUKPOIUPKYJIATOPHON Ba30AWIATALMUA Y OOJNBHBIX C
CKA [12], KOpOTKHX KypCOB cuMBacTaTuHa [10].

B nacrosmee spems nnpoxoaut 11 (pasy KWIMHUYECKUX
HCCIEJOBAHUI aHTATOHUCT perenitopa ADORA,, afgeHo-
3uHa (PerajleHo30H), TaK KaK 6bUIO JIOKA3aHO B OKCIIEPH-
MEHTAJILHBIX Pa00TaX, YTO UMEHHO 4Y€PE3 ITOT PELICII-
TOP AACHO3UH CTUMYJIMPYET BbIPAOOTKY CEPIIOBUIHO-
KJIETOYHBIX pUTPOLUTOB [9]. TAKKe JOKA3aHO, YTO YepEe3
3TOT PELENTOP AAEHO3UHOM CTUMYIUPYETCS [IATOIUTH-
4yeckas akTuBHOCTh NK-ketok (T-nmum@onuTos — ecre-

CTBEHHBIX KW/UIEPOB) MPU PA3BUTHUU OCTPBIX HIIEMHYC-
CKUX OCJIO)KHEHHH — MHCYIBrd, MHMAPKIa MHUOKAPAA
[15]. TIPOXOAUT KIMHUYECKHUE UCCIEJOBAHUA U HHTUOU-
TOP K1eToyHoM aare3urt GMI-1070 € 11€/1bI0 yMEHBIINUTD
BA30AKTHUBHBIE TPOMOOTHUYECKUE OCJIOKHEHUSA y OOJb-
HbIxX ¢ CKA [4, 5]. BayrpuseHHas UHPY3Us JAHHOI'O IIpe-
1apard, KaK ObIIO MOKA34HO B HEAABHUX UCCIIEJOBAHUAX,
IIPUBO/IUT K CHIDKEHUIO 4/IT€3UN U AKTHUBAIIMH HEHTPO-
(WIOB, UHTHOUPOBAHUIO E-CEJIEKTUHA U 3HAOTEINAb-
HOIr'o P-ceslekrrHa, Urparomux HEHTPAIbHYIO POJIb B Ha-
PYIIEHHN MHKPOIIUPKYIATOPHOIO KPOBOTOKA mpu CKA
[8, 11]. TakuM 06pPA30M, HECMOTPSI HA HAMETHUBIIUECS ITy-
TH K 3(P(PEKTUBHON NTATOICHETUYECKON TEPAIIUH, CUMII-
TOMATHUYECKAsL TEPAIUsA, CBA3AHHASA C IIPOSBICHUAMU
KIMHAYECKUX CHHJIPOMOB, OCTAE€TCA HA HACTOSAIINAN MO-
MEHT Beayuen B jiedeHuun CKA.
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