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BBEJAEHHUE

COOpHHMK TMPaKTHUYECKUX HABBIKOB COCTABJIEH B COOTBETCTBMM C PabOUYMMU
nporpamMmamMu AUCIUIUIHHBL «[laTodusnonorus, KIMHIYECKass MaTO(U3HOIOTHI» U
NpelHa3HayeH JUisi ayJIUTOPHOM M BHEAYAUTOPHOM CaMOCTOSITENIbBHOM padOThI
CTYJICHTOB O4YHOM (hopMbI 00ydeHHUs, oOydaromuxcsa no cnenuanbHoctu 31.05.01
JleueOnoe pemo, 31.05.02 Ilegmarpusa. COOpHUK NPAKTUYECKUX HABBIKOB
OXBaThIBA€T BECh KypC MUCHUIUIMHBI U cocTouT u3 9 paszgenoB. Pabora co
COOPHHUKOM CIOCOOCTBYET Ka4YECTBEHHOMY M CHUCTEMHOMY YCBOEHHUIO MOJydaeMOi
uH(pOpMaIUU, KOPPEKTHOCTH U YMOPSJOUYEHHOCTH €€ (hUKCAIlUU. DTO TO3BOJISIET
CTYJIEHTaM OBJIa/IETh HEOOXOJUMBIM YPOBHEM 3HAHHM, YMEHUN U HABBIKOB I10 KypCy
«ITaTtodusunonorus, KIMHUYECKass natopusuonorus». W3gaHue naetr BO3MOXKHOCTb
OCYIIECTBUTh KOMIUIEKCHBIA TMOAXO0J K HM3YYCHHMIO KaK OONIMX, TaK M OpraHo-
crelU(PUYHBIX pa3AesioB AUCIUIUIMHBI, YTO OOECIEeUMBAETCS Pa3HOIUIAHOBBIMHU
3aIaHUSIMA TI0 BCEM TeMaMm Kypca. [ns cocraBieHust 3aaHul HMCIOJIb30BaHbI
aKTyaJbHbIC YYEOHUKH MO0 TUCHUIUIMHE W PSAJ JOTOJHUTEIHHBIX COBPEMEHHBIX
JUTEPATyPHBIX MCTOYHUKOB. BBINOTHEHNE MPE/ICTABICHHBIX B COOPHUKE 3aJlaHUIA
CIIOCOOCTBYET YIUIYOJICHHIO TIOHUMAaHUS CTYJCHTAMH KJIIOYEBBIX BOIIPOCOB
JVCHUTLIHBI «ITarodusumonorus, KJIIMHUYECKast naTO(U3UOTOTUS» u
(GbOpMUPOBAHUIO OCHOB KJIMHHUYECKOTO MBIIIJIEHUS B paMKax HEOOXOIUMBIX ISt
JagbHEHIIe MpodeCCHOHANBHON JESITSIBPHOCTH CTYJACHTOB. YacTh 3agaHui
MpeCTaBJICHbl B BUJE OJIAHKOB aHAJIW30B MAlMEHTOB ISl Jy4dIlIero MOHUMaHUS U
BU3yaJIN3ally TOCTaBJICHHBIX 3a]1a4.

BreimonHenne  3amaHuii, TPEACTABICHHBIX B COOpHHKE,  SBISICTCS
MHOTO3TalHbIM TpoLleCCOM M TpeOyeT OT O0O0ydYaroluxcsi Ha MEpBOM JTame -
MPaBUJILHOW MHTEpIpETANi WHPOPMAIIUU, TTOTYICHHON Ha JICKITUSAX, a TAaKXKe TPH
CaMOCTOSITeIbHOM paboTe ¢ yuyeOHUKaMM U C TEOPETHYECKUM MaTepUalioM,
MPECTAaBICHHOM B COOpHUKE B pasjeniax 1-8; BTopoi ATam Ha OCHOBE CIEJTaHHOIO
aHalin3a, MO3BOJSIET HAWTH IPABWIbHBICE OTBETHI HA BOIMPOCH 3agaHuil. s

MPOBEPKH MPABUILHOCTH PEIICHUS NMPAKTUYECKUX 3aaHuil B pasnene 9 cOopHHKa



IIPEICTABIICHBl 3TAJOHBl OTBETOB C MOSCHEHHUAMM. JUJIS HAIVIAIHOCTH W JIyYILEro
YCBOGHHUSA MaTepuaia cCOOpHUK CHaOkeH 9 pucyHkamu v 4 Ta0iauIaMu.
COOpHUK MpPaKTUYECKUX HAaBBIKOB INpEJHA3HAUYEH KaK JJs MOJArOTOBKU K

MMPAKTHUYCCKUM 3aHATHAM, TaK U IJIsI KOHTPOJIA YCBOCHUMA yqe6Hor0 Marcpuajia.



CHHUCOK COKPAIIIEHUI

AT’ — anTuren

A1® — aneno3unaudochopHast KUCIOTa

AKTT - angpeHOKOpTUKOTPOIHBINA TOPMOH

AJIT - anannHamuHOTpaHchepasa

AT® - anenozunTprdOCHOpHAsT KUCIOTA

ACT - acrmapratamMuHOTpaHcdepasza

BO® - 6enxu ocTpoii dhazbr

BHY - Bupyc nMMyHOeHUIINTA YEITOBEKA

v-I'TII - ramma-riroramunTpanchepasa

JABC - nucceMMHMPOBAHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE
JHK — ne3oxcupuboHyKIEnHOBAs KUCIOTA

KKT — keny104HO-KHILIEYHBIN TPAKT

NBJI — nuckyccTBEeHHAss BEHTHIISINUSA JIETKUX

NJIC — nMMyHOIE(DUITUTHOE COCTOSTHHE

WM — undapkT Muokapaa

KA — karexonamuHsl

KM — kocTHBII MO3T

KOC — KHCII0THO-OCHOBHOE COCTOSIHUE

JII' - nroTenHU3UPYIOLUNA TOPMOH

JIAL - nakTaTaeruaporeHasa

JITT — naxTOTpONHBII TOPMOH (ITPOJAKTHH )

HOKK — HeHachIeHHBIE )KUPHBIE KUCIOTHI
HCT-tecT - TECT BOCCTaHOBIJIEHUSI HUTPOCUHETO TETPA30JIUS
OMUI — ocTpblil MMETTOUIHBIN JIEHKO3

OIIJI — ocTpoe NOBpekAECHNUE JTHTKUX

OPJIC - ocTpslil pecIupaTOpHBIN TUCTPECC-CUHAPOM
ITKT — npokaabUUTOHUH

ITOMK - npoonnoMenaHOKOPTHUH

IITI" — mapaTUpeOnIHbII TOPMOH

PAAC - peHMH-aHIMOTEH3NH-aJIbIOCTEPOHOBAsA CUCTEMA



P®MK — pactBopumbie prOpHH-MOHOMEPHBIE KOMITJIEKCHI

CB/JI — cucrema BHEIIIHETO JbIXaHUS

CJI — caxapHblii tuader

CK® - ckopocTb KiTyOOUKOBOH (DHIIBTPALIUT

CIINJ - cuaapoM nMpuoOpeTEHHOr0 UMMYHOAE(PHUITUTA

CTI' — coMaToTpOnHbIi TOPMOH

CTPI' - comaTOTpONMH-PUIN3UHT-TOPMOH

TTI' - THPEOTPONHBIN TOPMOH

OCT - GonnUKyIOCTUMYITUPYIOLIHIA TOPMOH

XBII — xponuueckas 601€3Hb IOYEK

HAM®O - nuknndeckuii aneHo3uHMoHodocdar

MUK - nqupKymupyromyue MIMMYHHbBIE KOMILIEKCHI

[HHC — ueHntpanbpHas HEpBHasl CUCTEMA

D — menounas ¢ocdarasza

OKT - anexTpokapauorpapus

Sb — si3BeHHas 00JIe3HB JKEMyIKa WIH JIBEHAAIIATUIICPCTHON KUIIIKH
CRH — xopTUKOTpONUH- PEIU3UHT TOPMOH, KOPTUKOTPOIUH-PUIH3UHT-(HAKTOP
HLA - rimaBHBIN KOMIUIEKC THCTOCOBMECTUMOCTH

HMGBL - 6enok B1 13 BEICOKOMOOHIBHOM TPYIIIBI OETKOB; HETHCTOHOBBIN XPOMOCOMHBIH
0enox

IgA; IgM; 1gG — kmacest ummyHorinoO0ynuHoB A; M; G
IGF-1 - uacynunononoOHbIN akTop pocra 1

IL-1; IL-1b; IL-2; IL-4, IL-6; IL-7; IL-8; IL-9; IL-10; IL-11; IL-15; IL-17; IL-21 -

WHTEPIIEUKUHBI

IFN; IFN-y — untepdepon; narepdepon ramma

NK-K1eTku - ecTecTBeHHbIE KWIIIEphl, HATYpaJIbHbIE KUIIEPhI

TGF-B - Tpancopmupytrommii pakrop pocra 6era

TLR - Toll -mogo6HbIe perentopbt

TNF; TNF-a; TNF- — dakrop HEkpo3a omyxoieit anbda, hakTop HEKpo3a omyxoJiel oeTa

WF — ¢dakrop Bunnebpanna



PA3JIEJI 1. HATO®U3HNOJIOTUA BOCITAJIEHUA

3aganue Nel

®UO nanmenta: JLILB.

[Ton/Bo3pact : xxen / 08.05.1979 (43 rona)
Jla6.moMmep: 007801/23

Hara/Bpems : peructparuu 25.01.23 07:50
caaun aHaimsa 25.01.23 10:52
BbInoJiHeHUA 25.01.23 10:52

Pa3BepHYThIN AaHAJIN3 KPOBH

HUccaenoBanue PesyabTar Hopma aa6oparopuu | En. uzm.
OPUTPOIHUTHI 4.3 3.9-4.7 10"/
I'ematokpur 41.2 36-47 %

MCV 95.00 80-100 G
MCHC 328.00 300-380 /11
MCH 27.00 27-31 r
RDW 11.8 11.5-14.5 %
TpOMOOIHTHI 313 130-400 107/n
MPV 9.4 8.9-9.5 G
JleiikouuTI 27.0 3.5-11.0 10”/n
["'emorinoOun 121 120-140 /71
COD 25.00 <11 MM/4
Hetitpodunst [anouko- 10 1-6 %
SIICPHBIC
Hetitpodpunsr Cermenro- 53.00 40-72 %
sJIEpHBIC
Heitrpodmel, abc. 2.70 1.6-7 TBIC/MKJI
D03UHODUITBI 5.00 1-5 %
DosuHODHITEI, a0C. 0.25 0.02-0.5 TBHIC/MKIT
bazoduier 0.400 0-1 %
bazoduibl, abce. 0.02 0-0.08 THIC/MKJI
JlumdonuTe 25.0 18-45 %
JlumdoruTel, abc 1.2 1-4 TBIC/MKIJI
MoHOIUTHI 6.58 2-10 %
MoHoLuTsI, adC. 0.33 0.05-0.82 TBIC/MKII
IIpumeyanmue:

MCV - cpennuit o0beM sputpormuta. Mzmepsiercs B pemMTonuTpax, XxapakTepusyer
DPHUTPOIUTHI  KaK  MHKpPO-, HOPMO-, MakpoIuThl. Mcmome3yercs s
XapaKTEPUCTHKHU TUTIA aHEMUHU.

RDW — mmupuHa pacnpeneneHus SPUTPOIUTOB MO o0beMy. XapaKTepu3yet

BapI/Ia6CJII>HOCTB OPUTPOIHUTOB IIO 06’I>CMy. Bricokoe 3HauyeHMe O3HaA4aeT




TEeTEPOreHHOCTh TOMYJSAIMKA JPUTPOIMTOB WM HAIWYUE B TNPoOE KpPOBHU
HECKOJIbKUX TOMYyJIALUNA (HalpuMep, Mocie MepeirnBaHus KpoBu). Mcmonb3yercs
JUTs1 KacCUUKAIIMY aHEMHUIA.

MPYV — cpennuii 00beM TpomOoruTa. [lo Mepe crapeHus TpoMOOIMTOB UX 00BEM
yMmeHblnaeTcsi. Mmeercsi cBs3b pa3smepa TPOMOOIUTOB € UX (PYHKIHMOHAIBHOU
aKTUBHOCTBIO, COJIEpKAHUMEM B TpaHyjaX OHOJIOTMYECKH AaKTHUBHBIX BEILECTB,
CKJIOHHOCTBIO KJIETOK K aJre3uu, U3MEHEHUSIMH O0BheMa TPOMOOIIMTOB TMEpes
arperauuei.

MCH - cpennee conepkanme reMoriioonHa B 3puTponute. CaMOCTOSTEIEHOTO
3HaYeHUs] HEe WMeeT W Bcerga cooTHocutcss ¢ MCV, Ha OCHOBaHMHM ATHX
MOKa3aHUI pa3inyaroT HOPMO-, TUIIO- U TUIIEPXPOMHBIC AHEMHH.

MCHC - cpennsisi KOHIEHTpalus reMorjoOuHa B sputporute. [lokazaTensb
HACBIIIEHHOCTU SPUTPOLIUTOB reMOIJIOOMHOM. Hcnone3yercs TUISI
muddepeHnnanbHoi  TUarHocTUku  aHemuii. CHIDKEHHME JTOro IoKasaTess
HaOmomaeTcss mpu 3a00JIeBaHUSAX, COMPOBOXKIAIOIIUXCS HApPYIICHHEM CHHTE3a

reMorIo0uHa.

3apanme: oueHuTh remorpammy. llpu Kakux 3a0oJieBaHMSIX BCTpedaeTcs?

IlaTorenes n3aMeHEHUN.

Bocnanenne — THIIOBOM NAaTOJIOTMYECKHM TIPOLIECC, HAIPABICHHBIA HA
AIMMUHALIMIO TOBPEXKIAIOIIETO areHTa U BOCCTAHOBIICHHE TKAHEH.

BBIIENSI0T 0CTpOE U XPOHUYECKOE BOCIIAJIEHUE B 3aBUCUMOCTH OT IPUPOIBI
MOBpEXaroNIero areHta u 3¢gp¢GeKTUBHOCTH pearupoBaHus opranusma. Octpoe
BOCTIAJICHHE MMEET OBICTpOe Hauajao (MUHYTHI) U KOPOTKYIO MPOJIOJKATEITHLHOCTD
(dacel/man). OCHOBHBIMU YepTaMU OCTPOTO BOCIAJICHUS SIBJISIOTCS DKCCyAarus
KUJKOCTH U OEJKOB IIa3Mbl KpOBH (OTEK), a TaKXe MUTrpalus JIEHKOILUTOB,
npexe Bcero HeuTpoduiaoB. Eciam areHT yHUUYTOXKEH MPU OCTPOM BOCHAJICHUH,
MPOSIBJICHHUS 3aTyXaroT. Eciv MOBpeKAa0INi areHT NpOoI0JKAET IEPCUCTUPOBATH
B TKaHSIX, TO BOCIHAJCHHE MEPEXOAUT B XpoHUYECKyl0 (opmy. OHO MOXKET

CJICA0BATh 34 OCTPBIM WK ITPOTCKATH oe3 BBIPAXKCHHBIX KIIMHUYCCKUX CUMIITOMOB.



XpOHHUYECKOE BOCHAICHUE XapakTepuszyeTcss ITUM(OIUTapHO-MaKpOharaabHOMI
uHUIbTpALIEl, HEOAHTHOTeHE30M, (PUOPO30M, pa3pyIIeHUEM TKAHU U MPOTEKAET
0oJee UIUTETBHO.

JTanbl BOCHAJICHNUS
- aJbTepanus (MepBUYHAsA AJbTEpanys, BTOPHUYHAS ajlbTepalus);

- COCYJMCThIC peaKIMi U H3MEHEHUs1 KPOBO- M UM oodpalneHus;
-3IKCCyAalus;

- IMUTPALUA JIEHKOIUTOB M BBIXOA APYIruX (POPMEHHBIX 3JICMEHTOB KPOBH B
TKaHb;

- (parounToO3;

- npoaudgepaums.

NHnmaTopsl 0OCTPOro BOCIAICHHUS:

- UH(QEKUHOHHbIE areHThl - OaKTepHallbHble, BUPYCHbIE, Napa3UTaApHbIE,
rpUOKOBBIE M MHUKPOOHBIE TOKCHHBL. BaXHBIMH penentopamMu MHUKpPOOHBIX
npoayktoB siBistoTcst 10ll-momobubie peneniroper (TLR). AkTuBanust IaHHBIX
pELENnTOpOB  3allyCKAaeT CUTHAJIbHBIE IYTH, CTUMYJMPYIOUIUME IPOAYKLHIO
Pa3JINYHBIX MEAMATOPOB. BO3AENCTBHE HA PELENTOPBI MMPOUCXOINUT IIPU HEKPO3E
TKaHU HE3aBUCUMO OT IIPUYMHBI, €ro BBbI3BABLICH, B TOM YHCIE HILEMUSI.
Bocnanenne  uHUIMHpYETCS  PSAOM  MOJIEKYJ,  BBICBOOOXKIAE€MBIX U3
HEKPOTHUYECKUX KJIeTOK: MoueBas k-ta, AT®, HMGBI, JIHK. Muopoaueie Tena u
MMMYHONIATOJIOTUYECKHE peaKUUu (peakuud TUIEePUyBCTBUTEIBHOCTH) TaKXKe
CIIOCOOHBI aKTUBUpOBaTh peuentopsl TLR.

MeauaTopsl BocnajgeHusi. MeauaTopsl B 3aBUCUMOCTH OT IPOUCXOKIACHUS
NOJIpa3eisAioT Ha KJIETOYHbIE M IJIa3MEHHO-0eNKOBbIe. MeauaTopsl KJIETOYHOTO
MIPOUCXOKICHHUSI, KaK MMPABUIJIO COCPENOTOYEHBI BO BHYTPUKJIETOUHBIX I'PaHyIaxX U
OBICTPO CEKPETUPYIOTCS MyTeM HK30LMTO3a (THUCTaMUH) WM CUHTE3upyrorcsa de
novo (Hampumep, MpOCTarjJaHAWHbI, HUTOKUHBI) U BBICBOOOXKIAIOTCS B OTBET HA
CTUMYJI B OYare BOCIAJICHHUs YXKE€ B aKTUBUPOBAaHHOM cOCTOSHMU. K OCHOBHBIM
TANAM  KJIETOK, MPOAYUMPYIOLIMX  MEAUATOPbl  BOCIAJIEHUS  OTHOCATCA

TPOMOOIIUTHI, HEUTPODUIIBI, MOHOITUTHI/MaKpo(aru u TydHbIe KIETKH.



KieTrounbie MequaTopbl BOCHIAJICHUS
- Ba30aKTHBHBIC aMUHBI (THCTaMUH, CEPOTOHHH);

- MeTa0OJIUTHI APAaXUJOHOBOW KUCIOTHI (ITPOCTATIaHMHBI, JTICHKOTPUCHBI,
JTUTIOKCHHBI);

- ¢aktop aktuBanuu TpoMOoIUTOB (PAF) — omun Menuarop dhocdoaunuIHoro
MIPOUCXOKICHUS;

- aKTUBHBIE (POPMBI KHCIIOPO/IA;

- OKCH/JI a30Ta;

- IATOKWHBI 1 XEMOKHUHBI,

- TM3030MaJIbHBIE (PEPMEHTHI JICHKOLUTOB;

- HEUPOIIETUBI.

Ilnazmennble MeauaTopbl. B BHIle NOpenieCTBEHHUKOB 00pa3yloTcs B
KJIETKAaX U BBIACIAIOTCS B MEXKKIECTOUHYIO KUJIKOCTh, JIUM(}Y, KPOBb B HEAKTUBHOM
COCTOSIHUH, & 3aT€M aKTUBUPYIOTCA O] JEUCTBUEM ITPOMOTOPOB.

K niazmMeHHBIM MeauaTopaM OTHOCAT 3 B3aUMOCBSI3aHHbIE CHCTEMbI
0eJIKOB ILIa3Mbl KPOBH: CHCTeMa KOMILIEMEHTa, CHCTeMAa KOAryJsiluU M
CHCTeMA KMHHHOB.

PaccmoTpum cTaguu BOCHANMTENILHOTO MpOolLecca.

AJbTepanus.

[lepBruyHas — pe3ynbTaT MOBPEKAAIOUIETO BO3IEUCTBUSI BOCTIAIUTEIBLHOTO
areHra (ee BhIPaKEHHOCTh 3aBUCUT OT CBOMCTB arcHTa).

BtopuuHass — mMOBpeXJEeHHE, BBI3bIBAEMOE KaK CaMHUM MaTOTCHHBIM
areHToM, TaK MW TMPOAYKTAaMU TMEPBUYHON ajbTepallud — JIM30COMaIbHBIMU
dbepmeHTamMu, aKTUBHBIMU (popMaMu Kuciaopoaa. X UCTOYHUK - aKTUBUPOBAHHBIS
(barouuTsl.

N3menenus1 cocynoB. Pa3BuBaioTCS B OTBET Ha aibTEpallMI0 TKaHU H
XapaKkTepU3yrTCA MOCJIEI0BATEIbHO PAa3BUBAIOIIMMUCS B OdYare BOCHAJICHUS
WIIEMUEH, AaApPTEPUAIIBHOM TUIEPEMUEH, BEHO3HOW TUIIEPEMUEH H  CTa30M.
BeHno3Has runepemMus, cTa3 B pe3yJbTaTe U3MEHEHHI COCYIHCTOrO TOHYCa, OTEKa

OHAOTCIINA, IOBBINICHUA €ro aArc¢3MBHBIX CBOMCTB U IMPOHHULIACMOCTH, CO3OAI0T



MPEANOCHUIKH JIJIl BBIXOJA TUIa3Mbl W (DOPMEHHBIX JJIEMEHTOB KpPOBH U3
MHUKPOCOCYJIOB B O4ar BocnayieHus, GopMupys 3Kccyiar.

Jkccyaanus.

DKccynanuus - 3TO MPOLECC CKOIUIEHUS KUIAKOCTH BHE COCYZOB B IOJIOCTSIX
Tena. DKccyaaT XapaKTepU3yeTcsl BHICOKUM COJIepyKaHuEM Oellka, BKIIIoYaeT B ce0s
KIETKM M HX pa3pylieHHble (¢GparMeHTbl. OJKCCylaT HMEET BBICOKYIO
CcHenu(PUUHOCTD IS OMpeAeNiCHUs] CTENeHU TsbkecTu mporecca. OOpa3zoBaHHe
JKCCyJlaTa CBA3AHO C YBEIWYEHHEM IPOHUIIAEMOCTH MEJIKUX KpPOBEHOCHBIX
COCYZIOB B 00JIACTH TOBPEXJEHUA W HAIUYMEM BOCHAIMTEILHON pEaKIUu.
CymiecTBYIOT pa3jIMuHbIe THIBI SKCCYy/aTa, TaKUe Kak CEepO3HbIN, PUOPUHO3HBIN,
THOMHBIN, THWIOCTHBIN, TEMOPPATUYECKUN U CMEIIaHHBIN.

MexaHU3MbI OBBILIEHUS] COCYIMCTOM MIPOHMLIAEMOCTH:

- COKpalleHUE  JHAOTEIHABHBIX KIJIETOK MPUBOJUT K PACIIUPEHUIO
MEXIHAOTEIUATBHBIX TPOCTPAHCTB U OOpPa30BaHUIO MEXKKICTOYHBIX IIIEIICH.
JlaHHBIA TpollecC AaKTUBUPYETCS Pa3IMUHBIMU XUMUYECKHUMHU MEIHATOpPaAMH,
TaKMMH KaK TUCTaMHUH, OpaIuKUHHH, JIEMKOTPUEHBI, cyOcTanius P Heliponentuaa
U JPYTUMU;

- TOBPEXKIEHUE DOHIOTENNs, BBI3BIBAIOLIEE HEKPO3 M OTCIOEHHUE
SHAOTENHAIBHBIX KJIETOK;

-yBEJIMYEHUE TPAHCIOPTA KUIAKOCTEH M OEIKOB 4Yepe3 3HAO0TEIHAIbHbIE
KJIETKH - IIPOLIECC TPAHCLUTO3A.

Uepe3 1-2 yaca mocne BO3AEHCTBUS pa3ApaKWUTENd HAa TKaHb B OdYare
OCTPOT0 BOCHaJICHHs] HAOJIOAETCAd 3HAYUTENIbHOE KOJIMYECTBO BBIMICAIINX W3
IpOCBETa MHUKPOCOCYJOB HEUTPO(PUIIOB, YTO XapaKTEpHU3yeT OCTPBIA Mpolecc
Bocnasiennsi. Crycrst 15-20 dacoB u OoJjiee B odare BOCHAJCHUS TMOSBISIOTCS
MOHOIIMTHI, a 3aTeM JUMQOUUTHI. JISHKOIMTHI, OTBETCTBEHHBIE 3a (harolmTos,
TaKhe KaKk HeUTpouiabl 1 Makpodaru, MorjionarT 0aKTepun U JPyrue MUKPOOBI,
a TaKXe YCTPaHAIT HEKPOTHMYECKYIO TKaHb M HWHOPOJHBbIE Bewiectsa. [lpum

aKTUBALIMM JIEUKOLUTHI, pa3pylias OakTepuh W HEKPOTHUYECKHE TKAaHU, MOTYT



MOBPEIUTh HOPMAJbHYIO TKaHb, BbI3BaTh €€ BTOPUYHOE MOBPEKICHUE U
MIPOJIOHTUPOBATH MPOLIECC BOCTIATICHUS.

dMurpanus JEeHKOUUTOB. JTO JUHAMUYHBIM TIPOLECC TEePEeMENICHUS
JEUKOLUTOB B OCHOBHOM ITyTE€M JHANEAE3a U3 IMPOCBETA MUKPOCOCYJIOB MYTEM
XEMOTAKCHCA B MEXKKJIETOYHOE MPOCTPAHCTBO. JICHKOIUTHI SMUTPUPYIOT B Oodar
OCTpPOro BOCHaJieHusi Oiarojapsi oOpa3oBaHUIO M AKCIPECCHU Ha TOBEPXHOCTU
MOJIEKYJT aATre3uu ToJ AeicTBUEM (akTOpoB XxeMmoTakcuca. [Iporecc peanusyercs
yepe3 psAd CTaauid, a HWMEHHO: CTaaus MapruHaluW, pOJUIMHIA, aare3ud K
SHJOTEIIUI0 M TNPOHUKHOBEHHE YEpe3 CTEHKY COCyla [l OCYIIECTBICHUSA
HAMpaBJICHHOIO JBM>KEHUS JICMKOLIMTOB B OYar.

DKcTpaBa3alus JEHKOUUTOB Pa3esieTcsl Ha HECKOJIBKO MOCIIEI0BATEIIbHBIX
ATaIoB, BKIIFOYas KPA€BOE CTOSHUE JICMKOLIMTOB, POJUIMHT U aATre€3UI0 JEUKOIUTOB
K DJHIOTEIUIO B IpocBere cocyna. [Ipm BocmaneHun JIEMKOLMTHI AKTUBHO
IIPUCOCIMHAIOTCS K DHIOTEIHUIO IIepe]l BBIXOAOM M3 COCyJa 4Yepe3 €ro CTEHKY.
[Tocie 3TOro NPOUCXOAUT MUTPALUS JIEMKOLIMTOB YE€PE3 CIIOW IHAOTEIUSA U CTEHKY
COCyJa, a 3aTeM MX IEPEMELICHUE B TKaHWU IOJ BO3IACHCTBUEM XEMOTAKCHUYECKOU
aAKTUBAIIUU.

[Ipoueccel MapruHanuu, poJUIMHTA U aATE€3UM JIEUKOLMTOB K SHAOTEIUIO B
MIPOCBETE COCY/Ia MPEJCTABIAIOT cO00M MociieoBaTe/IbHbIC dTalbl. MapruHarus
(KpaeBo€ CTOSIHME JICMKOIMTOB) 3aKJIOYAeTCs B HMX MepepacrnpeeieHud BIOJb
ITIOBEPXHOCTH 3HJAOTENNS B KPOBOTOKE. [lociie 3TOro HeKOTOpbI€ JEUKOUUTHI WIH
MX CKOIUICHUSI KPATKOBPEMEHHO MPUJIUIAIOT K HIAOTEIUIO0, OTACIAIOTCS U CHOBA
MPUJIAIIAIOT, TEPEKATHIBASICH IO CTEHKE COCyAa. DTOT MPOLECC NEePEMEIICHUS
JIEUKOLUTOB BJIOJIb COCYIMCTOM CTEHKH HA3bIBAECTCS POJUIMHIOM. B onpeneneHHbIn
MOMEHT JICMKOLIMT OCTAHABJIMBAETCS M IUIOTHO MPUJIMIAET K SHAOTEIUIO0, YTO
npeAcTaBisger  cobor  amaresmio. IIpomecc  ¢gukcarmuu  JEHKOIIMTOB  HA
SHJIOTEIUAIIBHBIX KIIETKAaX OCYLIECTBIISCTCS YepPEe3 MOJIEKYJIbI AAT€31UH, YKCIIPECCUS
KOTOPBIX YCHUJIUBAETCS LHMTOKUHAMU. HauanbHble B3aWMOJCHCTBUS MPU POJUIUHTE
OTIOCPEOBAHBl CEMEWCTBOM OEJIKOB CEJIEKTUHOB, TaKMX Kak L-celexTuH

HCﬁKOHI’ITOB, E-cenektun OHAOTCIINA U P-cenextun Ha TpOM6OHI/ITaX H DHAOTCIINN.



TydHble KJIETKH, TKaHEBbIE Makpoarm W SHIOTEIUAIBHBIC KJIETKUA TEPBBHIMU
B3aMMOJICUCTBYIOT C MHKpPOOaMHW H HEKPOTHUYECKOW TKaHbIO, BhIpaOaThIBas
IUTOKMHBI, Takue kKak TNF, wunrtepneiikua-1  (IL-1) u  XeMOKHHBI
(XeMOTakcHMueCcKHe LUTOKHUHBI, xemoarTtpakTaHTsl). TNF um IL-1 ctumynupyror
CKOOPJIMHUPOBAHHYIO 3KCIPECCHUI0 MHOXKECTBA MOJIEKYJ aAre3uu. POJITMHroBbIE
CBSI3U 3aMEIJISIOT JBIDKCHHE JICHKOLIMUTOB M 0OECIEYMBAIOT 0o0Jiee IPOYHOE
cuemieHue ¢ s3HAoTtenueM. [IpouyHas aare3uss OCYHIECTBISETCS C MOMOIIBIO
JICHKOIUTAPHBIX MMOBEPXHOCTHBIX TE€TEPOIUMEPHBIX OCIKOB MHTETPUHOB, KOTOPHIE
obecrnieunBalOT (PUKCALNIO JTEHKOIIMTOB HA SHJIOTEIUATBLHON MOBEPXHOCTH, MOCTE
Yero JEHKOLUMTHI MEPECTAIOT MEPEMEIIaTbCsl U UX LMUTOCKEIET PEeOpraHu3yeTcs,
YTO MPUBOAUT K PABHOMEPHOMY pPACHPENECICHUIO MO 3HAO0TEIUAIbHON
MOBEPXHOCTH.

CrienyroliuM 3TanoM B aKTUBAIMU JIEMKOLUTOB SIBIISIETCS TPaHCMUTpPaLus,
TaKK€ W3BECTHAsA KaK JUareqe3 - MPOLECC MUTPAIUU JIEMKOLUTOB YEpE3 CIIOU
SHAOTENHS. DTOT MPOIECC MPEUMYIIECTBEHHO MPOUCXOAUT B MOCTKAMUIIISPHBIX
BEHyJIaX. XEMOKHHbl WIPAlOT KIIOYEBYID) pPOJIb B CTUMYJIMPOBAHUU BBIXOJIA
JICHKOLIMTOB 4Yepe3 MEXKIHJOTEIaIbHbIE MPOCTPAHCTBA B COOTBETCTBUU C
IrPaAMEHTOM KOHLEHTPAIMM XEMOKHUHOB. [Ipoias udepe3 3HAOTENMH, JICMKOLMTHI
MIPOHUKAIOT yepe3 0azalibHyl0 MEMOpaHy B OKPYKAIOIIYI0 COCYIIbI TKaHb. 3aTeM,
cieays TpaJueHTy KOHIICHTpallMd XEMOKHHOB, OHU HAKaIlJIMBAlOTCS BHE COCYya.
[Tocne BbIXOAa U3 cocya JEHKOLMTHI HATPABJISIOTCS K MECTY MOBPEKICHUS. ITOT
HaIpPaBJICHHBIM MPOIECC JBHKCHUS JICHKOIIMTOB HA3bIBAETCS XEMOTAKCUCOM.

XeMoaTTpakTaHTaMH MOTYT CIYKUTh KaK 3K30T€HHbIE (PaKTOPHI (TTPOIYKTHI
OakTepuii), TaK M SHIOTCHHBIC BellecTBa (IIUTOKUHBI, BKIo4as 1L-8; KOMIIOHEHTBI
CUCTEeMbl KOMILUIEeMEeHTa, 0co0eHHO CS5a; MeTaboJIUThI apaxuJOHOBOM KHUCIIOTHI, B
OCHOBHOM JielikoTpueH B4). Bce 3TH XxeMOTaKCUYECKHE areHThl B3aUMOJEHCTBYIOT
co crnenupuIeCKUMH PEIEnTopamMu - TpaHcMeMOpaHHBIMU (G-0elI0K-CBs3aHHBIMU
pelenTopaMm, KOTOPhIE PACHOJIOKEHBI HA MOBEPXHOCTH JIEMKOUMTOB. CHUTHAJIBI,
nepeaBacMble 4epe3 ATU PELENnTOPbl, aKTUBUPYIOT BTOPUYHBIE MECCEHIKEPHI,

KOTOPBLIC IIOBBIIIAIOT YPOBCHb KaJdblUA B LUTO30JIC, 4YTO CTUMYJIHPYCT



MOJMMEPU3ALNIO aKTUHA. [IporcXoauT yBeanvYeHue ero KOJWYEeCTBA B MepeaHen
YaCTU KIIETKH, TOTJa KaK MHO3MHOBBIC (DMIIAMEHTHI OTTECHSIOTCS Ha3ad. ITO
MPUBOJUT K 00Pa30BaHUIO (PHIIONOANN U IEPEMEIICHHUIO JICUKOIIUTA BIEPE/I.

AKTHBaIMS JIEMKOIMTOB MPOUCXOAUT B PE3YyJIbTATE€ B3aUMOJACHCTBUS HX
pEeLenTopoB € MHUKpOOAMHM ¢ MOTMOIMIMMH  KJIETKaMH, YTO NPUBOJUT K
WHULIMMPOBAHUIO CUTHAJIBHBIX IMyTE€H BHYTPU KIETOK. DTO, B CBOI OYEPEb,
MPUBOAMT K IOBBINICHHIO comepxkannss Ca’’ B IHTO300¢ U AKTHBALHH
nporennkuHazel C u dochonunazer A,. Crnenyromuil stam - 370 (aronurTo3 u
BHYTPHUKJIETOUHBIN KUJLJIMHT.

®arouuro3. OTO MPOLECC, BBHINOJHAEMBIM  CHENUAIN3UPOBAHHBIMU
KJIETKaMH, TaKUMH Kak Makpodaru u HeWtpowibl. BHyTpu 3THX KIETOK
dbopMuUpyIOTCS OOJIBIIINE SHIOIUMTO3HBIC MY3bIPbKU, Ha3bIBaEMbIE (arocoMamu,
KOTOPBIE COEMHSIOTCS C TU30cOMaMu, 00pa3ys ¢aroauzocombl. MHuIMupoBanue
daronuro3a MPOUCXOAUT TIOJ BIUSHUEM CHUTHAJIOB, BO3JCHCTBYIONIMX Ha
peuentopel B IUIa3MojieMMe  (DarouuToB, HAMpUMEp, AaHTHUTEN, KOTOPhIC

OIICOHU3UPYIOT YaCTHUILYy, TOABEPTHYTYIO (haromuTosy.

[Ipouecc garonuTo3a BKIIOYAET CAEAYIOIINE CTAUU:

1. pacnio3HaBaHHW€ W CBSI3bIBAHWE YaCTHIIBI, TOMJIEKAIIEH IOTJIONIEHUIO,
daromuTom;

2. TIOTJIONICHHE YaCTHIIBI, C TTOCIEIYIONUM 00pa30oBaHHEM (aroIu30COMBI;

3. YHUYTOXXKEHUE W JIeTpajaiiusl MOTJIONICHHOW YaCTHIIbl, OCYIIECTBIISIEMOE
aKTUBHBIMH (OpMaMH KHCJIOpOJa M aKTUBHBIMH (opMaMH a30Ta, B
ocHoBHOM NO. KunauHr ocymecTBiserca ¢ HWCIIOJIb30BaHUEM
Pa3TUYHBIX BEIIECTB M3 JIGHKOIUTAPHBIX JTU30COM, TAKUX KaK 3JacTasa,
nedeHCcruHbl (KaTHOHHBIE OeNKu, Oorarble aprUHUHOM), KaTEJIMIIMIAUHbI
(aHTUMUKPOOHBIE OCNKM HEUTPODUIOB M APYTrUX KIIETOK), JHU30IIHM,
naktoeppuH, HO3MHOPWIBHBIA  KAaTHUOHHBIM  OCJNOK,  HMMEIOIIHMA
OTPaHUYECHHYIO OaKTEPUIIMJIHYIO aKTUBHOCTb, HO IIUTOTOKCHUYHBIN JIs
MHOTHX TIapa3uTOB, a TakKe OaKTePUIUIAHBIA W  TIOBBIMAIOIINAN

IMPOHHULIACMOCTD OCJI0K.



Ipoindepanusa. Peamusyercs ¢ MOMEHTa ACUCTBHS IOBPEKIAIOLIETO
areHTa; MaKCUMAaJbHOW BBIPaKEHHOCTH JOCTHUIaeT MPU MOJHOW AECTPYKLHMH WU
ycTpaneHuu (iororeHHoro ¢aktopa. B MHOM cilydae BOCHAIUTENbHBIA MPOIECC
MOKET MPUOOPECTH XPOHUYECKHHM XapakTep. BaKHbIM yCIOBHEM YCHEIIHOCTH
penapaTUBHBIX MPOLIECCOB SIBIISETCS CHUHTE3, BBIACICHUE, aKTUBALUS U JCHCTBHE
MPOTUBOBOCHAIIUTENbHBIX ~ MeAuaTopoB. K crom-curHamam — MpoOLECCOB
BBIPAKEHHOCTH aJIbTEPAllMM U 3KCCYJNAllMd OTHOCUTCS IEPEKIIOYEHHE CHHTE3a
MeTaboNMTOB apaxWJOHOBOTO Kackala C JIEHKOTPUEHOB Ha JIMIOKCHUHBI,
oOnajarone MPOTUBOBOCHAIUTENbHBIM 3 (dekToM. JIeliCTBUE IUTOKUHOB,
BBICBOOOXKIAEMbIX KJIETKAMU BOCIHAJICHUS, a WMMEHHO HWHTepJiekuHa-10 u
TpaHcopmupytomero (akropa pocra, TOXKE HMEET MNPOTHBOBOCHAIUTEIbHYIO
HampaBieHHocTh. |L-10 Beigensercs T-numdonuramMu U HHTMOMPYET CUHTE3
IPOBOCHAIUTENbHBIX MenuaTopoB U pyHkuuto T-xenmepor 1 tuma. Kpome Toro,
BOKHBIM SBJISIETCA JCUCTBUE AHTUOKCUAAHTOB, WHAKTUBUPYIOIIMX aKTHBHBIC
pajuKaigbl KUCJIOPOJAa W JMIONEPEKUCH WM OCYIIECTBISIOMIUX  OJIOKUPOBKY
LEMHbIX pEeakUMil 3a CYEeT XeIaTUpOBaHMs »kene3a. lIpoucxonut paspylieHue
CUTHAJIBHBIX MOJIEKYJI, OJJIEPKUBAIOLIUX XOJ BOCHAJIEHUS TaKUMH (epMEeHTaMu
Kak, Hampumep, apwicyibdaraza |IB, rucrammnaza, xunmHaza u npyrue. K
IIPOTUBOBOCHAJIUTENBHBIM ~ MEAUATOpaM  JIMIIUJHOTO  XapakTepa OTHOCSTCS
pPE30JIBUHBI W TPOTEKTHHBL. Takum 00pa3oM, NpH KOMIUIEKCHOM JEHCTBUU
IIPOTUBOBOCIAJIUTEIBHOIO  3BEHA  IMPOMCXOAUT CHHKEHHE HWHTEHCHBHOCTHU
MPOLIECCOB aJbTEPALIMH U SKCCYJALIMU U BOCIIAJICHUE YCIICHTHO 3aBEPIIaeTCsl.

Hcexoabl 0cTPOro BOCHAJIMTEIBLHOIO MpoLEcca.

BapuanTsr:

- pazpenieHue - yAaJleHue MakpodaramMu KJIETOYHOro jaedpuca M MUKPOOOB U
pe30pOIs OTEUHOM JKUIKOCTH JTUM(ATHUECKUMHU COCYJaMH, B pe3yJIbTaTe 4ero
IIPOUCXOJIUT IOJIHASI pEr€HEPALMS TKAHU;

- 3QXUBJICHUE, KOTOPOE OCYIIECTBISETCA IIyTEM 3aMEIICHUS COEAUHUTEIbHOMN
TKaHblo - ¢uoOpo3. CoenuHUTENbHAS TKAaHb 3aMEIIA€T MOBPEXKIACHHBIN Yy4acTOK

TKaHU WK dKCCYJAT, TpeoOpa3oBkiBas ero B ¢pudpo3Hyo maccy. Ecinu nmpousoiio



3HAUMTEIHLHOE Pa3pyIICHHE ydacTKa TKaHW WIM OpraHa, TO Ha MecTe nedexra
MapeHXUMATO3HBIX KJIETOK 00pa3yeTcsl BHauaje TpaHyJAIMOHHAS TKaHb, a 3aTEM,
o Mepe e€ co3peBanus GopMupyeTcs pyOell, YTo PEICTaBIAeT COO0M HEMOIHYIO
pEereHepaIunio;

- MIPOTPECCUPOBAHKE TPOIIECCA U MEPEXO0J]l OCTPOTrO BOCHAICHUS B XPOHUYECKOE;
KpOME TOTr0, U3HA4YaJIbHO BO3MOKHO Pa3BUTHE XPOHUYECKOTO BOCTIAJICHUS.

IIpuYHHBI XPOHUYECKOT0 BOCTIAJINTEIBHOIO Mpolecca:

* TIEPCUCTEHIIUMS B OpraHU3ME€ MHUKPOOOB WM TpUOOB C pa3BUTHEM
THUTIEPYYBCTBUTEILHOCTH  KJICTOYHO-OMOCPEIOBAHHOTO THMa (Hampumep,
CIIUPOXETHI, XJITAMHIUNA, MUKOILJIA3MBbl );

* TMPOJIOHTUPOBAHHOE JCHCTBME Ha TKaHb YYKEPOJHBIX OHHAO- WU
AK30TEHHBIX TMOBpEXAAONUX (aKTOpoB (HAIpUMEp, IbUIb, WHOPOIHOE
TEJIO);

* (hakTOpHl HUMMYHHOM arpeccuu (HarpuMep, peBMaTOUIHBIN apTPHUT);

* (parouuTapHas HEJOCTATOUHOCTh (HACIIEICTBEHHAs, PUOOPETECHHAs);

* XpOHMUYECKOE  TIOBBIIEHWE B  KPOBM  KAaTE€XOJAMHUHOB  W/WUJU
TJTFOKOKOPTUKOUIOB (XpOHUUYECKUM CTpecc).

OtBet octpoii ¢a3bl. Habop cucteMHBIX M3MEHEHUH, KOTOPBIM BOSHUKAET
B pe3yjbTaTe OCTPOrO BOCHAJICHUS, W3BECTEH KaK CHHAPOM CHCTEMHOTO
BOCTIAJIMTEIIBHOTO OTBETA WJIM OTBET OCTPOH (ha3bl. DTH M3MEHEHUs 00YCIOBIICHBI
JEUCTBUEM  IIUTOKWHOB, TPOU3BOJMMBIX B  OTBET HAa  CTUMYJISIUIO
OaKTEepHAIBHBIMA TPOAYKTaMH, TAaKUMH KakK JIUIONOJUCaXapul, U APYTHMH
BOCTIAJTMTEIIBHBIMU Pa3IpPasKUTEIISIMH.

Beaxu octpoii ¢aszbl. C-peakTuBHBINA O€NIOK, GUOPUHOTEH, CHIBOPOTOUHBIN
amuinons; A. CHHTE3 O3THX MOJIGKYJ TeMaTOIUTaMU PETyJIUPYyeTcs IO
BO3JICHCTBHEM IMTOKMHOB, mpexzae Bcero IL-6 - mma C-peaktuBHOTO O€nka U
¢budpunorena u IL-1 wim TNF - ns ceiBopoTounoro amuinonaa A. MHorue 0einku
octpoil (a3pl, Takue kak C-peakTUBHBIN OEJIOK M CHIBOPOTOUYHBIM aMuiionna A,
MOTYT CBSI3BIBATHCSI C KJIETOYHBIMU CTEHKAMH MHUKPOOOB, BBIMOJHSSA (DYHKIIHIO

OIICOHHNHOB 1 BSaHMOHCﬁCTBy}I C KOMIIOHCHTaMH CUCTCMBI KOMIIJICMCHTA.



OuOpUHOTeH CBS3BIBACTCSI C JPUTPOLUTAMHU, 0O0pasys «MOHETHbBIE
CTOJIOUKI», KOTOpPBIE BHIMANAIOT B OCAJI0K OBICTpEE, YeM OTAEIbHBIC SPUTPOIUTHI.
CkopocTs oceqaHusi JPUTPOLMUTOB TPEACTABISET OCHOBHOM IOKAa3aTeElb
HaJIM4Yusl CUCTEMHOTO BOCHAIUTEIBLHOTO OTBETA, MHAYLIMPOBAHHOTO PA3JIUYHBIMHU
ctumyiaMu. benku octpoit (a3bl oka3bIBalOT OnaronpusTHble SPPEKTh TpH
OCTPOM BOCHAJICHUH, OJHAKO JJIMTEIILHOE BBIJCIICHHE JTHX OEIKOB, OCOOEHHO
CBIBOPOTOYHOIO aMujonsa A, B YCIOBUAX XPOHUYECKOI'O BOCIAJIEHUS, MOXKET
NPUBECTH K  Pa3BUTUIO BTOPUYHOTO  amMuionao3a. BaxHell  mentumu,
IPOU3BOAMMBIA BO BpeMsl OTBETa OCTpoM ¢a3zbl - 3T0 rencuauH. IlocTossHHO
MOBBIIIIEHHBIE YPOBHM TENCUIAWMHA B IUIA3ME IPH XPOHUYECKOM BOCHAJIECHUU
CHIDKAIOT OMOJIOCTYITHOCTb Kejie3a M CIIOCOOCTBYIOT pa3BUTHIO aHemuH. Kpome
YOOMSIHYTBIX, K Oe€llkaM oOcCTpoil (a3bl OTHOCATCS TAKXKE KOAryJIsIUOHHbIC
dakroper  VII wu IX, anturemoduibHbli r100ynuH, anturpomoun 11,
IUIa3MUHOT€H, KOMIIOHEHTBI  KOMIUIEMEHTa, HHTHOUTOpHI  MpoTeas, o2-
Makpo(eTOnpOTErH U Psij IpYrux pakTopoB.

JlelikonuTO3 — XapakTepHBIM MPU3HAK BOCIAIUTEIBHBIX PEAKIUNA, OCOOCHHO
WHIYIMPOBAaHHBIX OakTepuanbHbiMU HHPekusMu. KoaudecTBo JIEMKOIUTOB
00bI4HO moBBIIacTcst 10 15-20*10 /. TlepBoHAYAIBHO JICHKOLUTO3 0OYCIOBICH
YCUJIEHHBIM BBICBOOOXKICHHEM KJIETOK M3 MOCTMHUTOTHYECKOIO ITyjla KOCTHOTO
Mo3ra mnoja BiausHueM HUTOKMHOB TNF wu IL-1. IIpoucxoaut B OCHOBHOM
YBEJIMYECHHE KOJIMYECTBA HE3PETIbIX HEUTPO(DUIOB B KPOBH, YTO OMPEILISIETCS KaK
CABUT JIeWKoUMUTApHOU (opmyssl BieBo. MuHaykuus mnpoiudeparuu KIeTOK-
MPEAIIECTBEHHUKOB B KOCTHOM MO3I€ IPOUCXOOUT TAaKXKE II0J BIIMSHUEM
JUTUTEIbHBIX uHDEKITH, BBI3bIBAS MOBBIIICHUE MPOAYKIINU
KOJIOHMECTUMYJIUpYIoliero (pakropa. B KOCTHOM MO3re MOBBIIIAETCS MPOAYKIIUS
JIEUKOLUTOB IS KOMIICHCAlMM HUX IOTEPh B XOAE€ BOCHAJECHHS. DBOJIBIIMHCTBO
OakTepHabHBIX ~WHGEKIUH TPUBOAIT K HEUTpoduiauu - abCOIIOTHOMY
MOBBHIINIEHUIO B KPOBU uHucia HeuTpodwios. IlepBoHauanbHOW peakiuen co

CTOPOHBI KPOBH SIBISICTCS TPAH3UTOPHOE CHIDKEHHME YHCIIA LUPKYJIHPYIOMIHAX



HCﬁKOHHTOB 3d CYCT UX MApIrUuHAUAU U SMUTPALUH. 3areM MMPOUCXOAUT aKTHBAIIHA

KOCTHOMO3I'OBOI'O KPOBETBOPCHUA N €T0 OTACIIbHBIX POCTKOB KPOBCTBOPCHUSI.

3apanue Ne2
Konuentpamust BO® (6enku octpoit ¢azer) manuenta C., 37 ner
BO® Konuentpanus B Hopma sadoparopuu

mjia3mMe KpoBHU (koHIEHTpAaIHUsI B

6oannoro C. nJjia3Me KpoBH)

MI/JI MI/J1
C-peakTuBHBIN O€NOK 22 0.8 -8 (ipm

WCITOJIb30BAaHUHT

PaIMOUMMYHHOTO

MCTOAA; APYTUMH
MCTOAaMH B HOPMC HC

BBISIBJISICTCS)
INanrornooun 3300 830 — 2670
dubpuHoreH 6500 2000 — 4000
C3 KOMIIOHEHT 2900 800 — 1500
KomniumenTa
C, KOMITIOHEHT 760 150 — 450
KommmmmenTa

Lepynomnazmun 290 60 — 150

3amaHue: OLICHUTE MPEIJIOKEHHBIN aHaln3, JUIsl KaKOW MaTOJIOTUU XapaKTEepPHbI
BBISIBJICHHBIE U3MEHEHUSA?

Beaxu ocrpoii ¢a3wl. [lpencrabistor coboii Oelkd, B OCHOBHOM
CUHTE3UPYEMbIE B IEUEHH, KOHLIEHTPALMN KOTOPBIX B IJIA3ME KPOBH CYILIECTBEHHO
YBEIMYMBAIOTCA B OTBET HA BOCHANUTENbHBIA cTuMyJ. K Oenkam octpoil (asbl
otHOCAT C-peakTuBHBIA O€NOK, (UOPUHOTEH W CHIBOPOTOYHBIA amMuious A.
CuHTEe3 »OTUX MOJIEKYJ TenaTolUTaMu pPEryJupyeTcss TMOJ BO3JEHCTBHEM
LUTOKUHOB, nipexe Bcero 1L-6 - nns C-peaktuBHoro 6enka u pudpunorena u IL-
1 wm TNF - ans ceiBopotouHoro amumiouga A. MHorue Oenku ocTpoit ¢assl,
Takue Kak C-peakTHBHBIM O€JOK M CBHIBOPOTOUYHBIA amMuwiouns A, MOryT
CBS3BIBATHCS C KJIETOYHBIMH CTCHKAMHU MHUKPOOOB, BBIMONHAS (YHKIIUIO

OIICOHHHOB U BSaHMOﬂeﬁCTBYH C KOMITIOHCHTaMH CUCTCMbI KOMIIJICMCHTA.




3ananue Ne3
daronuTapHas aKTUBHOCTb HeUTpoduiioB namuenTa Jl., 5 net

IToxka3aresb PesyabTatr Hopma sadoparopuu
darouuTapHOE YUCIIO 3 (MUKPOOHBIX YACTHI) 5-10 MUKPOOHBIX YaCTHIL
®aromurapHas eMkocts | 6 10° /i 12.5—2510° /n

KpPOBH

daronuTapHBIA 35 % 65 —-95 %

noKasarelib

KonndecTBO akKTUBHBIX 0.9 10° /m 1.6 —5.0 '10° /m
daronuTon

Wunexc 3aBepmennoctu | 0.3 >1.0

(daronuTo3a

BaHaHne: OLICHUTC HpGI[J'IO)KGHHBIﬁ aHaJIM3, IJIA KaKoOM I1aTOJIOTHHU XapaKTCPHLBI
BBISIBJICHHBIC U3MCHCHMS?

darounTapHasi AKTUBHOCTh HEHTPO(PUIOB OLICHUBAETCS O CIEAYIOIIUM
MOKa3aTelIsIM B JIA0OPATOPHBIX HUCCIIETOBAHUSX:
- (paroumrapHoe yncio. CpeqHee KOJUYECTBO MUKPOOOB, MOTJIOIIEHHBIX OJHUM
HelTpouiiom KpoBU. CBHIETENBCTBYET O MOTJIOTUTENBHONW CIOCOOHOCTH
HerTpoduioB. Hopma cocrapinsier 5-10 MUKPOOHBIX YaCTHIL;
- (arouuTapHas €MKOCTb KpPOBH. DTO KOJIMYECTBO MHUKPOOPTaHHU3MOB, KOTOPOE
MOTYT TIOTJIOTHTh HelTpoduisl 1 1 kpoBu. [lokazarens HOpMbI cocTaBiseT 12.5-
25+10%/m;
- (aromuTapHblii moka3arenab. [IponeHT HEUTpOPuUIOB, YYACTBYIOIIHX B
¢darouurose. Ilokazarenb HOpMBI cocTaBisieT 65-95%;
- KOJUYECTBO AaKTHBHBIX (haromutoB. AOCOIIOTHOE YHCIO (DarormuTUPYIOMIHNX
neiiTpoduioB B 1 mutpe kposu. ITokasatens HOpMsI coctasisier 1.6 - 5.0+ ) +%/n;
-  UHACKC 3aBEpLICHHOCTH (haromuTo3a XapakTepU3yeT MepeBapUBAOILYIO

criocoOHoCTh (haronuToB. [Tokazarens HOpMbI cocTaBiseT 6osee 1.0.




3amanue Ned
daronuTapHas akTUBHOCTb HeUTpoduioB mamuenta M., 37 net

IToxka3aresb PesyabTatr Hopma sadoparopuu
Co cTahnI0KOKKOM 23 % 40-80 %

C narekcoMm 30 % 475-79.1%
daronuTapHOE YHCIIO 2 6-9
[Hupkynupyromiye 9.6 1/m; 0-6.51/n

MMMYHHBI€ KOMILJICKCHI 290 ycn. En. unu 1o 100 yen. Ex.
IIpuMmeuanue:

daronuTapHOE YMCIO — CpeHEe KOJIWYECTBO MHUKPOOOB, MOTJIOMIEHHBIX OIHUM
HEUTPOPHIIOM  KpOBH,  XapaKTepU3yeT  IOTJIOTUTEIBHYIO  CITOCOOHOCTH
HEHUTpOPUIIOB.

daroruTapHas eMKOCTh KPOBU — KOJUYECTBO MUKPOOPTaHU3MOB, KOTOPOE MOTYT

HNOTJIOTUTh HEUTPOUIIBI 1 JT KPOBH.

daronuTapHbli  MMOKa3aTeslib — MPOLEHT HEUTpPO(PHUIIOB, Y4YacCTBYIOIIUX B
(daromuTose.
KonudecTBo akTUBHBIX (arormuToB — aOCONIOTHOE YHCIO (ParonuTUPYIOMIHUX

HeHUTpoduiioB B 1 tuTpe KpoBHU.
Wunexkc 3aBeplieHHOCTH  (paromuTo3a — MepeBapuBarouiasi  CIOCOOHOCTH

darouuton

3az[aHne: OLICHUTC HpCI[J'IO)KGHHBIﬁ dHaJIn3, KaKO¢€ 3a00IcBaHUE MOIKHO

MIPEANOJIOKUTH, KAKOB €r0 NaTOTeHE3?

VY ca0BUS IOBPEKICHUS JICHKOIMTAMU HOPMAJTbHBIX KIICTOK:
- py UHOEKIUAX, KOTOPBIC CIOKHO IMOIAIOTCS 3paTuKAMK — HarpuMmep, Mpu
TyOepKyje3e WIM HEKOTOPBIX BHUPYCHBIX WHEKIusax. B 3Tux ciydasx
MIPOJIOHTUPOBAHHBIM OTBET OpraHW3Ma MPUBOJUT K TOBPESKICHUIO TKaHEH
opraHu3Ma B OOJIbIIICH CTETICHU, YeM CaM MUKPOO;
- IPY AyTOUMMYHHBIX 3a00JI€BaHUSAX;

- IIpHU AJJNICPIrUICCKUX PCaKIUsAX.
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3ananue:
1. Onpenenure TN TEMIEPATypHOU KPUBOM.
2. OnpenenuTh CyTOUHbIE KOJIeOaHUs TEMITEPaTyPHhI.

3. Ilpu kakux 3a001€BaHUSAX BCTpEUAETCs MOAOOHBIN TUI JIUXOPAIKUA?

Atunu4yHas. Jluxopanka HE HUMEET KaKuX-TMOO 3aKOHOMEPHOCTEW B

CYTOYHOM KOJI€OaHUU TeMIepaTyphl. XapaKTepHa IPU IU3EHTEPUH, CETICUCE.
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CyTkun
3aganue:

1. Onpenenure TN TEMIEPATypHOU KPUBOM.

2. OnpenenuTh CyTOUHbIE KOJIeOaHUs TeMITepaTyphI.

3aganue Neb

3. Ilpu kakux 3a001€BaHUSAX BCTPEUAETCs MOAOOHBIN TUI JIUXOPAIKUA?

HUcTromawmas - rekruueckas. [logpazyMmeBaeT NOBTOPHbBIE 3HAUNTEIbHbBIC

BCILIECKU TeMIepaTyphl 6oJiee ueMm Ha 2—3 °C B T€UEHHE CYTOK, C TOCIEAYIOINIMMU

OBICTPBHIMHU MAJICHUSAMU. DTOT TUI KPUBOM YacTO HAOJI01ae€TCS MPU CETICUCE.
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3apanme:
1. Onpenenure TN TEMIIEPATypPHOU KPUBOM.
2. OnpenenuTb CyTOYHbIE KOJIEOaHUS! TEMIIEPATYPBHI.

3. IIpu kakux 3a00J1€BaHUAX BCTPEUAETCS MOJOOHBIN THIT JTUXOPATKUA?

Bo3BpaTtHasi. UepenoBaHue JIMXOpPaJOYHBIX IPUCTYNOB  MPOJOJIKHU-
TEJLHOCThIO HECKOJBKO JHEW ¢ Oe3IMXOpaJouyHbIMU TEPUOJAMHU PaA3IUUHON

JIUTCIBbHOCTH. Tunuuna IJI1 BO3BPATHOI'O TI/I(ba.
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3apanme:
1. Onpenenure TN TEMIEPATypPHOU KPUBOM.
2. OnpenenuTb CyTOYHbIE KOJIEOaHUS! TEMIIEPATYPBHI.

3. IIpu kakux 3a00J1€BaHUAX BCTPEUAETCS MOJOOHBIN THIT JTUXOPATKUA?

Iocrosinnasi. CyTouHBI pa3Opoc KoJieOaHUM TeMmIeparypbl Teja He
npesbimaer 1 °C. DTOT TN KpUBOW YaCTO BBISIBISETCS Y MAlMEHTOB C OPIOIIHBIM

TU(dOM, 10JIEBON THEBMOHHUEH.



3aganue Ne9

DUO nammenta XXX Hata nocrymienus 23.03.24
JlaTa ananu3a 25.03.24
Bo3spact 45 ner

Homep 1725
HccnenoBanue ypoBHs TPOIOHHHA B KPOBH
Dkcnpecc-nadoparopus. Jlaboparopus; DKCIT
AHaau3 Pe3syabTar En. uzm. Hopma En. uzm.
JlabopaTopumn
Tporonux 2.97 HT/MJT 0.00-0.03 HT/MJI
HccnenoBanue ypoBHS KPeaTHHKHHA3BI B KPOBH
Dkcnpecc-nabopatopus. Jlaboparopus; IKCII
AHanus PesyabTatr En. usm. Hopma En. uzm.
Jaboparopuu
Kpearnnknnasza 79.8 En/n 50.0-190.0 En/n

HccaenoBanue ypoBHs (KOHIEHTPAaUMu) KpeaTuHKMHa3bel MB B KpoBH

Dkcnpecc-naboparopus. Jlaboparopus; IKCIT

AHaau3 Pesyabrar Ena. n3m. Hopma En. uzm.

JabopaTopumn
Kpearundochokunaza | 26.1 En/n 0.0-25.0 En/n
-MB

3analme: OLICHUTC HpGI[J'IO)KGHHI;Iﬁ dHaJIn3, KaKoO¢C 3a00IcBaHUE MOIKHO

npeanoynokuTb? OTBET 000CHYHTE.

Jlaboparopnasi nmarnoctuka UM. M3mepenue ypoBHST O€IKOB B KPOBH
NalMEHTa, KOTOPbIE BBIXOAST U3 HEOOPATUMO MOBPEKIAECHHBIX KAPAUOMHUOLIUTOB.
[Ipexne Bcero 3To:

- Oenku TporoHuHBl T u | — perynsaropHbie OEIKHM COKpAIICHHs MBIIII] CEPIla.
SBNAIOTCA BBICOKO CHENUGUUYHBIMUA JUATHOCTUYECKUMU M TPOTHOCTUYECKUMHU
Mapkepamu nopaxkenus: kapaunomuonutoB npu MbC u, B yactHoctu, npu UM;

- kpeatuHpochoknHaza -  GepMEeHT, KaTalu3upyloluid  oO0pa3zoBaHUE
kpeatuHpochara 3 ATD u kpearuna. Kpeatundocdar comaepkutcs B MHOKap/Ie,
CKEJIETHOW MYCKyJIaType W Jpyrux opranax. Beigensior 3 m3odepmenta KOK:
bpakuuss MM — conep>KUTCSl B CEpICUHOM U CKENETHBIX MbIlNax; gpaxkuus BB —
CONEPKUTCS B JIETKUX U TOJOBHOM Mo3re; dpakuus MB — B ocHOBHOM

COOCPIKUTCA B CGpI[G‘iHOﬁ MbIIIEC U B HEOOJIBIIINX KOJWYECTBAX B CKEJICTHBIX




mpimax. Mmenno mnostomy MB-¢pakmus K®OK  saBasercs mocraTtouHO

celu(UIHBIM MapKEPOM MOPAKEHUS MHOKap/a.

3amanue NelO
DUO nanuenta OO0 JHara noctyminenus 27.03.24
Jlara 3abopa 27.03.24
23:43:00
Bospacr 58 ner
Homep 1925
HccaenoBanue ypoBHsi TPONOHMHA B KPOBH
Dkcnpecc-nadopatopus. Jlaboparopus; DKCIT
AHaau3 Pesyabrar Ena. n3m. Hopma En. uzm.
JlabopaTopumn
Tporonun | 47271.100 TIT/MJT 0.00-34.200 TIT/MJT
HccaenoBanue ypoBHsI KpeaTHHKMHA3bI B KPOBH
Dkcnpecc-nadoparopusi. Jlaboparopus; IKCIT
AHanus PesyabTar En. usm. Hopma En. uzm.
Jaboparopuu
Kpearnnknnasza 2161.0 En/n 0.0-171.0 En/n

HccaenoBanue ypoBHs (KOHIEHTPAaUMu) KpeaTuHKMHa3bl MB B KpoBH

Okcnpecc-naboparopus. Jlabopatopus; SKCII

AHanu3 PesyabTatr En. usm. Hopma En. u3zm.

JlabopaTopun
Kpeartungochokunasza | 248.10 En/n 0.0-24.0 En/n
-MB

3az[aHne: OLICHUTC HpCI[J'IO)KGHHBIﬁ dHaJIn3, KaKO¢€ 3a00IcBaHUE MOIKHO

npeanoyokutb? OTBET 000CHYHTE.

3aganue Nell

®UO nauuenta CCC Hata noctynnenus 28.03.24
Jata 3a6opa 28.03.24
23:02:00
Bo3spact 40 ner
Homep 1930

HccaenoBanue ypoBHs NPOKAJbUMTOHMHA B KpoBH (XUAM)

Dkcnpecc-nabopatopus. Jlaboparopus; DKCII

AHauans PesyabTar En. usm. Hopma En. u3m.
JlabopaTopun
[TpoxanbUTOHNH 2.1 HI/MII 0.00-0.05 HI/MII

3agaHue: OIECHUTE TMPEUIOKEHHBIM aHaIW3, Kakoe 3a00JIeBaHWE MOKHO

npeanoyioxkuTb? OTBET 000CHYHTE.




IIpoxanbuuTOHNH (IIKT) - NENTUIHBIA  TOPMOH, ABJISIETCS
MPEAIIECTBEHHUKOM KaJdblUTOHUHA. CHUHTE3UpPyeTCs B OCHOBHOM (C-KIIETKaMH
ITUTOBUJIHOM KeJIe3bl, a TakKe KJIeTKaMu JpYyrux opraHoB. [Ipu OakTepuaabHBIX,
IrpUOKOBBIX BOCHAIMTENBHBIX Tporeccax ypoenb [IKT mox nelicTBuem
SHA0TOKCHHOB, 1uTokuHOB (IL-1b, IL-2, IL-6, TNF-a) Bo3pacraer B KpoBH, HO
IIpY 3TOM YPOBEHb B IJIa3M€ KPOBU U AKTUBHOCTh KaJIIIMTOHWHA HE U3MEHSIETCA.
Beinensror  ypoBau noBbeimieHuss  [IKT  ming  cocTositHuii  OT  JTOKaJIbHBIX
oaktepuanbHbix HHGeknuit (IIKT He npeBbimmaeT 0,5 HI/MIT) 10 TSHKEIIOTO Cercrca

U cenrtrnyeckoro moka (ypoeHnb IIKT mMosker Bo3pactarh 10 10 HI/MII U BbIIIE).

3aganue Nel?2

DOUO nannenta MMM Hara nocrymnenus 02.04.24
JlaTa 3a06o0pa 02.04.24
18:02:00
Bospact 55 ner
Homep 1972

HccaenoBanue ypoBHS NPOKAJBIUTOHMHA B KpoBH (XMAM)

Dkcmpecc-naboparopus. Jlaboparopus; IKCIT

AHaan3 PesyabTar En. usm. Hopma En. usm.
JadopaTropuu
[TpokanbIUTOHUH 115 HI/MII 0.00-0.05 HI/MII

3az[aHne: OLICHUTC HpCI[J'IO)KGHHBIﬁ dHaJIn3, KaKO¢€ 3a00I€BaHUE MOIKHO

peanookuTh? OTBET 000CHYHTE.

Jlist cocTosiHUM JTIOKaIbHBIX OakTtepuanbHbiX nH(eknuii ypoBeHb [IKT He
npeBeimaer 0,5 ©Hr/mu. g TSOKENOro cencuca W CENMTHYECKOTo  IMOKa

XapakTepHbIM sABIsieTcst u3MeHenue ypoBHs [IKT no 10 Hr/mi u Bbiie.




PA3JIEJI 2. TATOJIOTWSI UMM YHHOM CUCTEMBI

3ananme Nel3
Kpaeboe rocyaapcrsennoe aBToHOMHOE yupeA/IeHne 31PABOOXPAHEH NS
«Kpacnospcknii kpaesoii Hentp npodgmiarruku n DopedBl co CITHI»
MHH 2466055175, nuuensus Ne GC-24-01-000936 ot 12.05.2010 .
660049, r. Kpacnosapek, yi. Kapna Mapkea 45 crp. 1
Perucrpaumonneiii Ne anGopatopun s Menepannioii cuereme KOHTPONA KavuecTra Hecnenopanmii: 05274
P'EByJ'lhTa'l"b] HCCJIEJOBAHHA HMMYHHOI'O craTtyca
JIY/Bpau HMXMH
POHO naumenTa Jara nocrynienus 19.02.23
Hara ananusa
Bospact 8 mecaues WBC 5
Homep 645 % Lym 20
CD-mapkepbi IMoka3areinb %o ka/mka  Hopm.aumanason
Obmee CD3 g
T-numbounTe 12 i
b/ 210 800-2200
D19 .
B-numdornute 10 G
100 100-500
CD3/CD4 -
T-xenneps 12 31-51
120 600-1600
CD3/CD8 HnToToKeHYIeCcKHe 3 12-30
JHMPOUHTHE 13 190-650
CD4+CD8+ JyGab-o3sHTHBHbIE 0.1 0.1-1.5
T-kiaeTKH ’ 4 5-18
CD3/CD16+56
NK-1uMpoLmTh 2 6-20
15 120-520
CD3-CD8+ AKTHBHPOBAHHEIE . []_2 1,5-6
NK-kaerkn 6 18-150
CD3+CDI16/56+ -
T-NK-kneTku 0.1 15 0,1-8
- 5-200
CymMa KileToK 98 95-105
HMPHU 4.0 1.0-2.5
Ig A, r/n 2.1 0.9-4.0
Ig M, r/n 0.7 0.4-2.3 LMK, y.e. 1 <100
Ig G, r/a 8,5 7.0-16.0
Bpau:

JlonoTHUTe IbHBIE TaHHbIE.

AHaMHe3: B BO3pacTe nocjie 6 MecsleB pa3BUTHE PEIUAUBUPYIOMINUX BUPYCHBIX,
OaKTepHAbHBIX, TPUOKOBBIX MH(MEKITUH, Truapes, 3aJIep>KKa pa3BUTHS.

VY3U: annazus Tumyca, tuMQonHas TKaHb YMEHBIIICHA UIIH OTCYTCTBYET.
OcmoTp: OTCcTaBaHUE B PU3NUECKOM DPA3BUTHH.

Metonom I[P oOHapy»eHbl MyTanuu rera ramma perentopa IL-2 (IL-2RG).



Bonpoc: Kakyl0 TaTOJOTHI0 MOXKETE TMPEANoNoXUTh y pedenka? OTser

o0ocHYyMTE.

NmMMyHonepMUHUTHBIE COCTOAAHHSI M HMMYHOAe(UIMTBI — THUIIOBBIC
(bOpMBI MATOJIOTUH CUCTEMBI UMMYHOOHOJIOTHYECKOTO HA30pa. XapaKTepu3yoTcs
CHIDKeHHEM 3((EKTUBHOCTH M HECITOCOOHOCThIO MMMYHHOW CHCTEMBI OpraHH3Ma
OCYIIECTBIISTh PEAKIINH JECTPYKIIUU U SJTUMHUHAIIMHA TYKEPOIHOTO aHTUTCHA.

Kuaacenpuxamus UC.

- Ilepsuunvle — TEHETHYECKH JETCPMUHHPOBAHHbIE 3a00JEBaHUA,
NOopaXkarollue TyMOPAJbHYI0 W/WIM  KIETOYHYI0 CHCTEMY  aJalTUBHOIO
UMMyHUTeTa (omocpenoBaHHyro B- u  T-mumdonuramu) WM 3alIUTHBIC
MexXaHu3Mbl BpoxkaeHHOro uMmmyHurera (NK-kimetku, (aromuthl, KOMIIOHEHTHI
CHCTEMBbI KOMILJIEMEHTA).

- Bmopuynvie — uMMyHHasi HEIOCTATOYHOCTh BO3HUKAET BCJICACTBUE IHJIO-
¥ DK30T€HHBIX BO3/ICHCTBUI Ha HOPMAJIbHYIO UMMYHHYIO CUCTEMY.

[Tpy4mHBI MEPBUYHBIX UMMYHOIC(HUIIMTOB WM COCTOSHHUA — TCHETHYCCKHUE
neheKTs T€HOB WJM XPOMOCOMHBIE aHoManuu. Manudectuoie GHOpMbI
pa3BUBAIOTCSI C PAHHETO JETCTBA, TAK)KE BO3MOXKHO PA3IMYHOE MO IIUTEILHOCTH
0eCCUMITOMHOE TEYEHHE.

[IpyurHBl  BTOPUYHBIX HUMMYHOAEHUIIMTOB  pasHOOOpa3Hbl. Bemaymumu
SBIISIOTCSA: KOJMYECTBEHHOEC M KAYeCTBEHHOE TOJIOJAHMWE, OSHIOKPUHOMIATHH,
naronorun JKKT, BiusgHME HMMMYHOCYIPECCHBHOM TepalnuH, MOBPEXKAAOLINE
BO3/ICHCTBHUS TOKCUYECKUX M HAPKOTHUYECKUX CPEACTB, OIYyXOJIEBbIE MPOILECCH U
Ap.

- M36upamenvHule - IOpakeHHEe CyONMOMyIISILIMIA KIIETOK UMMYHHOM CHCTEMBI.

- Ummynooepuyumol, cesazanHvle ¢ Oeghekmamu MexaHumos azoyumosda,
cucmemvl KOMHAEMeHma v T.11.

- KombunuposarHwvle umMmyHoOe@duyumsi.

Tskenoe KOMOMHUPOBAHHOE HUMMYHoAeduUHMTHOEe 3a00j1eBaHMe

(TKU; SCID) - coderaHne TEHETHYECKH PA3IMYHBIX CHHIPOMOB C OOIIUM



npU3HaAKOM — JedeKTaMyd TyMOpajIbHOTO U KJIETOYHOrOo MMMyHHUTeTa. boibHbIe
TKWJ] 9yBCTBUTENBHBI K PEHUIUBUPYIOMIHM TsDKeIbIM nHpekuusm (C. albicans,
P. jiroveci, Pseudomonas spp., nutoMeraioupyc (CMYV), BUpyC BETPSHOW OCIIBI
u gapyrue Oakrtepuu). be3 mnpoBeneHuss TpaHCIUIAHTAlMM KOCTHOI'O MO3ra
CMEPTENBHBIN KMCXOJ HACTyNaeT B TEYEHUE MEpPBOro roja >ku3Hu. HecMoTps Ha
oOlue KIMHUYECKUE MPOSIBICHUS, 1€PEKThI, JIekKAIIHEe B OCHOBE Pa3IMUHbIX (PopM
TSOKEJIOT0 KOMOMHHMpoBaHHOTO uMMyHonedunutHocta (TKUJ), coBepuieHHO
pa3HOOOpa3Hbl U BO MHOTHX Cly4asX NMPUYMHA T€HETUYECKOro JedeKTa ocTaercs
HeuzBecTHoU. Hanbonee yactas popma TKUJL (10 60% O0NBHBIX) - CHEIJIEHHOE C
X-xpoMocomoi 3a0oneBaHue. ['eHeTHyeckUM Je()EKTOM SBISIETCS MYTalHs
CyObEeIMHUIBI O0LIEH Y-1IeNH PEeLEnTOPOB IUTOKMHOB. DTOT TpaHCMEMOpaHHbBIN
O€JIOK SIBJIAETCA KIIIOUYEBBIM KOMIIOHEHTOM MEpeNayd CHrHaja sl pelentTopoB
nutokuHoB IL-2, IL-4, IL-7, IL-9, IL-11, IL-15 u IL-21. IL-7 urpaet BaxkHy0 pOJIb
B BBDKMBAHMM M Tpoiudepanud JUMGPOUIHBIX KIETOK-TIPEAINIECTBEHHUKOB, B
nepByro ouepenar T-kierounwix. [ledbext B curnane uyepe3 peuentop IL-7
IPUBOJUT K HapYLICHUIO MEPBBIX ATAOB CO3PEBAHUS TUM(OIMTOB, MPEXK]IE BCETO
T-KJIE€TOK, 4TO MPUBOAMT K CYIIECTBEHHOMY CHM)KEHHIO UX KoiudecTBa. [Ipu aTom
KOJIMYECTBO B-KIIETOK OCTaeTcs HOPMaJIbHBIM, HO OTCYTCTBHUE T-KIIETOK
CYILIECTBEHHO CHUXAET MPOAYKIMIo aHTUTel. IL-15 Takyke urpaer onpeaeneHHYyO
posib B co3peBaHuu u nponudepanun NK-knetok. Ilockonbky oOmias y-1emnb
ABIIeTCsl 4acThio perentopa IL-15, manmueHTsl ¢ TsKEIbIM KOMOWHUPOBAHHBIM
ummyHoneuiutom  (TKUJ) yacto wucneiteiBator aeguuut NK-KIeTOK.
Omnpenenennas yacth ciyyaeB TKW/[ HacienyeTcs mo ayToCOMHO-PELIECCUBHOMY
tury. Haunbosnee pacmpocTpaHeHHON MPUYUHON ayTOCOMHO-PEIIECCUBHON (HOPMBI
TSKEJIOT0 KOMOMHUPOBAHHOTO UMMYHOIe(pUIINTA SIBIIIETCA HETOCTAaTOK (pepMeHTa
azieHo3uHAe3aMuHa3bl. CuuTaeTcs, YTo0 HEAOCTATOK 3TOro (hepMeHTa MPUBOAUT K
HAKOIUJIEHUIO JE€30KCHAJICHO3MHA U €0 MPOU3BOJHBIX, TaKUX Kak J1e30KCU-ATO,
KOTOPBIE SIBJIIIOTCS TOKCUYHBIMU JJIs1 OBICTPO ACINAIIMXCS HE3PEbIX TUM(OIUTOB,

ocobeHHo nns nuMporuToB T-KiaeToyHoW suHuUU. B pesynbrare ypoBeHb T-



AUM(OLIUTOB CHIKAETCS 3HAUUTENbHEE, YeM YPOBEHb B-KkieTok. Takxke BBIABICHBI
U IpyTUe, MEHEEe YacThle MPUIUHBI ayTocOMHO-perieccuBHON opmbl TKI/I.

CTpyKTypa HMMYHOTPAMMbI

NMMyHOrpaMMa BKJIIOYAET B ¢e€0s1 1a00paTOpHbIE MapaMeTphl, OTPaKAIOIIHIE
COCTOSIHUE  KJIETOYHOTO, TYMOPaJbHOIO W  BPOXIEHHOIO HMMMYHHUTETA
(XapaKTEepUCTUKHU (ParolUTUPYIOIINUX KICTOK):

- U3MepeHne abCONIOTHOTO U OTHOCHTEIFHOTO KOJIMYECTBA JTUMQOIMTOB B
nepudepudeckoil KposH, onpeaeneHue T- u B-nuM@ouuTos u ux cyonomyisiuum,
onpenenenre NK-kietok;

- OIpPEEICHHE OCHOBHBIX KJIACCOB MMMYHOTJIOOYJIMHOB B CBIBOPOTKE KPOBU
(IgA, IgM, IgG), usmMepeHHe KOHIIEHTPAIMU [HUPKYIUPYIOMIUX HWMMYHHBIX
komiuiekcoB (LIVK) u orieHKy akTUBHOCTH CUCTEMBI KOMILIEMEHTA,

- aHamu3  (QaromuTapHOW ~ AKTUBHOCTU  JICMKOIIMTOB U  OIEHKY
MeTaboIMYEeCKO aKTUBHOCTU HEUTpopmiioB ¢ ucnonb3zoBanuem HCT-recra,

- wuccienoBaHue (YHKIMOHAJIBHOM AaKTUBHOCTM HWMMYHOKOMIIETEHTHBIX
KJIETOK, BKJIIOYas MPOJU(EepaTUBHBIN TeCT, ONMpEeeIeHUEe YPOBHS MPOU3BOICTBA
LHATOKUHOB U PAX JIPYTHX METOJOB, XapPAKTEPU3YIOIIHUX COCTOSHHE WMMYHHOU
CUCTEMBI.

TecThl OLICHKM UIMMYHHOTO CTaryca:

1. Meton pacno3HaBaHusi - oneHka T-kierounoro peunentopa (TCR),
MPEACTABIICHUS aHTUT€HA, aAT€3UBHBIX MOJIEKYJ (MHTETPUHBI T.11.).

2. Metona aktuBanuu - geHoTunupoBaHue mapkepoB akTuBanuu (CD25, CD38,
CD71, HLA-DR wu ap.) npu CTUMYJSIUUU (PUTOTEMArritOHUHOM, aHTUTENAMU K
TCR, CD2 u T. 1., BBIIBJIEHUE BTOPUYHBIX MecCceHKEPOB (HAM®D, npoTenHKUHA3BI
U JIp.), OTBET HA IUTOKUHBI.

3. Ouenka nponudepanyi - OTBET Ha MHTOIEHBI, CHEIM(PUUECKUE AHTUTEHBI,
KJIETOYHBIE (haKTOPBI POCTA.

4. Onenka guddepenumanu - dbdexkropHas GyHKIUS - OPOAYKIIUS
UMMYHOTTIOOYJIMHOB, OILIEHKa HHUTOTOKcHueckod ¢yHkiuu CD8+T-knetok,

CCTCCTBCHHBIX KMJJICPOB, OLICHKA IIPOAYKIUA HUTOKHHOB.



5. OueHka peryiasITOpHOH (YHKIMH - OLEHKAa XEJINEePHbIX H CYNPECCOPHBIX
byHKIMi TMMOOUAHBIX KIETOK, aHAIN3 (PyHKIIMOHANBHBIX cBsizel T-xenmnepos 1 u
2 TUNOB W IIUTOKWHOB, KOTOPHIE UMHU MPOAYLUPYIOTCS, OLEHKA PETYIATOPHBIX
CBOVCTB MOHOIIUTOB.

OcHoBHBIE J1a00pPAaTOPHBbIE TECTHI MMMYHHOI'0 CTaTyCa

JlabopaTopHble MOKa3aTe i UMMYHOTPaMMBbI PaclpeieiIioT B 3aBUCUMOCTH
OT 3BE€HAa MMMYHHUTETA, KOTOPBI OHHM XapaKTEepU3yIOT. BBIAENSIOT mapameTpsl,
XapaKTEepU3YIOIIUE CUCTEMY BPOXKIECHHOIO UMMYHUTETA U CHCTEMY aJallTUBHOTO
MMMYHHTETA.

IlapameTpbl, XapakTepu3yllIHe CHCTEMY BPOXKIEHHOI0 MMMYHHMTETA
BKJIKOYAKOT:

- OLIEHKY KOJIM4YeCTBa HEUTPO(UIOB 1 MOHOLIMTOB KPOBH;

- OLIEHKY BEJIMYMHBI MMOKa3aTeseil ¢arouurosa, ONEeHKY 3HAYCHUN CIIOHTAHHOTO U
nHayuupoBannoro HCT-tecra;

- OLICHKY YPOBHEM ecTeCTBeHHBIX KmiuiepoB - NK-ki1eTok;

- OIIEHKY T'e€MOJMTHYCCKOM aKTUBHOCTH KOMIUIeMeHTa, cojepxkanue C3 u C4
O€JIKOB, CO/IEp>)KaHUE ITUTOKUHOB.

[TokazaTenu oueHKU (aronurTo3a IMO3BOJSIOT B OCHOBHOM BBISIBUTH
MOTJIOTUTENIbHYI0 aKTUBHOCTH (arorurtoB, Torma kak HCT-tect (Tect ¢
HUTPOCUHHUM TETPA30JIMEM) OLIEHMBAET HHTEHCHUBHOCTb KHCJIOPO3aBUCUMOIO
MEXaHU3Ma, Pean3yeMoro BHYTpH (harolUTUPYIOIIUX KIETOK.

[TokazaTenu oneHkH (parouuTapHO aKTUBHOCTH HEUTPO(DHUIIOB BKIIOYAIOT:

- (barouuTapHoe YHCIO — 3TO CpeIHEE KOJIMYECTBO MHKPOOOB, MOTJIOMIEHHBIX
omHUM HelTpodumom kKpoBu. B Hopme maHHBIM mapamerp cocrtaBiser 5—10
MOTJIOIIEHHBIX MUKPOOHBIX YaCTHUIl OJHUM HEUTPO(DHUIOM KPOBH;

- (paromuTapHbIi TOKa3aTelb — 3TO MPOLEHT HEUTPOPHUIOB, YUACTBYIOIIHUX B
darommrose. B HOpMe maHHBIN TapamMeTp cocTaBisieT 65-95% HeTpoduios;

- KOJIMYECTBO AKTUBHBIX (PAronmuToB — 3TO a0COIIOTHOE YUCIIO (PAromuTUPYIOMIUX
HeiiTpouoB B 1 murpe kpon. B HOpMe manHbIT apamerp cocrapmser 12.5x10°

IIOTJIOLIEHHBIX MUKPOOPTaHU3MOB Ha | 11 KpoBwH;



- UHJIEKC 3aBEpPIIEHHOCTH (haronuTo3a. ITOT mapaMeTp AaeT OLEHKY CIIOCOOHOCTH
darouToB YHHYTOXKATh OOBEKTHI (aromuTo3a M OIECHKY 3aBEPIICHHOCTU
npouecca (¢arouuTto3a. HopmanpHble MOKazaTeau MHJEKCAa 3aBEPLICHHOCTH
¢daromuro3a He mpeBbmalOT 1.0. {7 MOHOLMTapHBIX KIETOK PAaCCUUTHIBAIOT
aHaJIOTMYHbIE TTOKA3aTEIH.

ITapamMeTpbl, XapakTepusywuiue CHCTeMy aJalTHBHOI0 WMMYHHTETA
BKJIIOYAIOT:

- OIIEHKY CYyOINONyJsMOHHOIO COCTaBa JIMM(OLUTOB MepUPEpUIECKOi
KpoBU. [Ins wmccnegoBaHWs MPUMEHSIOT METOJ WMMYHO(EHOTUIMPOBAHUS C
NOMOILBIO  TPOTOYHOM  mutodaoopumeTpun.  MmmyHO(deHOTUIIHpOBaHUE
OCHOBAHO Ha peaklMi MOHOKJIOHAJIbHBIX aHTUTEN ¢ aHTUreHamu. Ha nmoBepxHocTH
JEUKOIMTOB ONPEENIIOT Mapkepbl auddepenunanuu - CD-aHTurens! - kaacTepsl
maddepennupoBku, Cluster of Differentiation. JIeWKOIUTBI CHHTE3UPYIOT U
IPEJCTaBISIIOT HA0Op MOBEPXHOCTHBIX M LMTOILUIA3MaTHUECKUX MapkepoB - Al
KOTOpbIe crhenu@uuHbl Jjisi COOCTBEHHOW CyONOMyJAIMU U XapaKTEePU3YIOT
OTIpe/IEeNICHHYIO0 CTaauio pa3Butua. B Tabmune 1 mpeacraBieHsl ocHOBHbie CD
MapKephl, OIpeAeNseMble B COCTaB€ HMMYHOTPAMMbl METOAOM MPOTOYHOMN
UTOMETPHH.

Tabmuma 1. «OcHoBHble CD-Mapkepbl, HCHOJIb3yeMbIE [JIS1 OIEHKH
MOKa3aTeyed UMMYHOTPaMMBbI»

«CD DKcrpeccust Ha XapakTepucTuku, PyHKIUS
KJIETKaX
CD3 T-num@ouuTs [Ipaktruuecku Bce 3pesnbie T-mumMdounThI

AKCIIPECCUPYIOT Ha cBoe nmoBepxHoctu CD3
MapKEPHBIE MOJICKYJIbI, TO3TOMY YPOBEHB
CD3+ kJ1eToK SIBJISIETCSI HHTETPAJIbHBIM
(00o6mIaroyM) nmokazaresieM T-KIE€TOUYHOTO
3BeHa UMMyHHUTeTa. Mosekyna CD3 cBsizana
C AaHTUT'CHPACMIO3HAIOIINM PELEHTOPOM
(TCR) na moBepxnoctu T-muM@onuToB,
y4acTBYET B aKTHBAIMK TIMMQOLUTOB.

CD4 T-xenmepsl, CD4+ numdonuThl — rI1aBHBIE PETYIISTOPHBIE
MOHOIIUTBI/Makpodaru | KIeTKM UMMyHHOTO oTBeTa. OT
JeATEIbHOCTH T-XeNnepoB 3aBUCUT Kak
HaIpaBJeHUE Pa3BOPAYNBAHUSI HMMYHHOIO
oTBeTa, Tak 1 ero ahdexrnBHoCcTs. CD4




BBITIOJIHSIET POJIb KOPELENTOPA,
CTaOMIIM3UPYS PELIENTOPHI AHTUT €H-
npe3eHTupymoliei kierku u T-xenmnepa Bo
BpEMsI aHTUTE€HHOM npe3eHTaiuu. CD4+
KJIETKH B ()YHKIIMOHAIIBHOM OTHOILIEHUU
JIEJISITCS Ha JIBa BUA XEJIEPHBIX
aumdonutoB: Txenneps! 1-ro mopsiaka (T-
hl-knerkn) u 2-ro nopsaka (T-h2- kinerkn).
Pazmuunbie CD4+ T-kiaeTKku NpoaylupyoT
pa3Hbie HAa0OPBI MUTOKUHOB. T-h1l-KneTku
(KJIETKU TUIIEPYyBCTBUTEILHOCTH
3aMEJJICHHOTO THIIa) — IUTOKUHBI JJIs
KJICTOYHOTO UMMYyHHOTO oTBeTa: IL-2, IL-3,
ramma-uHTepdepon (IFN), pakrop Hekpoza
onyxosu (TNF-ansda, TNF-6eta). T-h2
CEKPETUPYIOT HaOOp IIUTOKUHOB,
HEO0OXOAUMBIN JUIsl TyMOPAJIbHOTO
uMMyHHOTO otBeta: IL-3, 4, 5, 6, 10, 13,
TNF-6eta. DyHKIIMOHATEHOE COCTOSIHUE
CD4+ nmuMdouToB TECTUPYIOT TIO
cnenuUIHBIM IUTOKHHAM: TTOJTHOIICHHOCTh
T-h1 nonrBepxpaaeTcs Mo CEKpeLnu raMma-
IFN, a T-h2 — no cexpenuu 1L-4.

CD8

T-nmumdountser 1 NK-
JTUMQOIUTHI

CD8+ numpouuntsl — 3¢ (peKTOpHbIE KIETKU
MMMYHHOT0 oTBeTa. IMEHHO
ruroTokcnueckue T-mumdonuter (CTL)
HAHOCAT KOHEYHBIN MOBPEKIAOIINAN yaap I10
MHILICHSIM UMMYHHOW arpeccuu
(omyX0JeBbIM ¥ HHPUITUPOBAHHBIM
kietkaM). CD8 moJieKyJiia BBICTYIIAET B pOJIU
KOpEenenTopa, CTabuIm3upys
B3aumozernctaue peuentopoB CTL u kneTku-
MUILIEHH BO BPEMSI IMMYHHOTO
pacro3HaBaHUS MMOCJIEIHEN.

CD16

NK-kieTkn,
HEUTpOUIHI,
Makpodaru

CD16+ mumdonuThl — €CTECTBECHHBIC
kwuiepsl (NK), ocyrectBisitoniye
IIUTOTOKCUYECKOE BIMSHHUE Ha
WHOUIIMPOBAHHBIE U OMTyXOJIEBBIC KICTKH,
ogHako, B otiinuue ot CTL, He
OCYIIECTBIISIONINE CIEIU(DUIECKOTO
MMMYHHOT'O pacliO3HaBaHUsl AaHTUT€HOB
muiieHru. NK-KIIeTkn pacno3HaroT
CKOMITPOMETUPOBAHHBIE KJIETKH T10
YIPOUIEHHOM CXeMe, KIIF0U€BBIM MOMEHTOM B
KOTOPOU SIBJISIETCS IPEKPAIICHUE YKCIPECCUU




mogiekysn HLA T knetkoii-muniensro. NK
KJIETKH CaMOCTOSATEIIBHO paboTaoT Ha
PaHHUX dTalax BUPYCHON MH(EKIINH, Ha
MO3JIHUX — K MMPOTUBOMH(EKITMOHHOM 3aInuTe
npuobdmarorcs CTL, ucnpamnsroniye
«OIIHUOKM MEPBBIX.

CD19 Bce B-nmumdonutsr VYyactByer B peryiasuuud  B-kieTouHOU
U uX nponudepanuu. Mcnonp3dyercs kak Mapkep
MIPEAIICCTBCHHUKHU B-knetok.

(Ha MIa3MaTHYECKUX
KJIETKaX OTCYTCTBYET)
CD21 3pensie Biumbonutel | Perymsiius aktuBaiuu u npoiudepanuu B-
KJIETOK
CD25 AKTHUBHUPOBaHHBIE Anwpa-tiens penentopa k IL-2,
T u B-nmumdouursl, XapaKTepu3yeTcs Kak MapKep
Makpodaru aKTUBHPOBaHHBIX T-umdoruToB u B-
auM@ornuToB, a Takxke NK numdonuros,
MOHOIIWTOB.

CD38 AKTUBHUPOBaHHbBIE Mapkep aktuBauuu. Mogyaupyer

T-, B-, NK-knetku MEXKKJIETOYHBIC B3aUMOACHCTBUS U SBJISICTCS
MEPEHOCUYNKOM TPAaHCMEMOPAHHBIX
curHasioB. KiieTku ¢ BHICOKUM YpOBHEM
skcnpeccun CD38 nposBISIOT HU3KYIO
npoiudepaTUBHYIO aKTHBHOCTH, HO
00J1a1at0T BEICOKUM TTOTEHIIMAIOM B
otHoteHuu npoxaykiuu [L-2 u IFN-y.
Monexyna CD38 npencrabiena Takxe Ha
MMOBEPXHOCTH KJIETOK B TIEPHO]] UX
nposdepanuu u 1udhepeHIupOBKH.

CD56 NK-knetkn Perynupyet MeXKIeTOUHBIE

B3anMoaencTBud NK-KIeToKk ¢ MUIIICHIMHU.

HLA-DR | AKTUBHpOBaHHbBIE [To3nHMI1 Mapkep aKTUBALUH,

T-nmamonuTsI,
Bimmdonutel u
MOHOIIUTEI

MPUHALIEKANIUI K TJIABHOMY KOMILJIEKCY
ructocoBMectumoctu II kmacca. HLA-DR+
JAUMQPOLUTHI TPOJIOKUTEIBHO
LUPKYJIHPYIOT B KPOBH, & SKCIIPECCHUS 3TOTO
Mapkepa HauboJee MOJIHO OTPAKAET
aKTUBALMOHHOE COCTOSIHUE KJIETOK.
[ToBbrienue sxcnpeccun moiekyn HLA-DR
Ha KJIETOYHBIX MEMOpaHax SIBISIETCS OJHUM
U3 MEXaHU3MOB pean3aliy arnonTos3a,
0COOEHHO B OTHOWIEHUU T-TuM(pOLUTOBY.




3aganue Nel4d

KpaeBoe rocynapcrseHHoe aBTOHOMHOE yupeskieHHe 3PABOOXPaHEHHUs
«Kpacunosipcknii kpaesoii LlenTp npodpuinakruku u 00opb0ObI co CITUI»
WHH 2466055175, muuensus Ne dC-24-01-000936 ot 12.05.2010 r.

660049, r. Kpacnosipek, yii. Kapna Mapkca 45 crp. 1

Peructpaunonnsiii Ne naGopatopun B denepanbHoii cHcTeme KOHTPOJIsi KayecTBa uccaenoBanuii: 05274

PesyanaTu HCCJICAOBAHUA UMMYHHOI'O crartryca

JIITY/Bpau NXMU
®UO nauueHra X: X Jlata nmocryruieHus 20.03.23
Jarta ananusa
Bo3spacrt 2 roxa WBC 3
Howmep 1629 % Lym 35,6
CD-mapkepbi IMoka3arenn %o ka/mkja Hopm.amanason
O6mee CD3 . 60 55-80
= 900 800-2200
CD3/CD19 5 5-19
B-
e PO 100 100-500
CD3/CD4 L T— 31 31-51
P 723 600-1600
CD3/CD8 HHTOTOKCHYECKHE 13 12-30
JauMbonuThI 191 190-650
CD4+CD8+ Ay6ab-nosurusnpie 0,15 0.1-1.5
T-Ki1eTKH 5 5-18
CD3/CD16+56 5 6-20
NK-nmuMmbpouuTst 111 120-520
CD3-CD8+ AKTHBHDOBAaHHBIE . 1,3 1,5-6
NK-kiaerkn | 74 18-150
CD3+CD16/56+ ) 0,11 0,1-8
T-NK-knetku 5 5200
CyMMa KJIeTOK 98 95-105
PU 2,38 1.0-2.5
Ig A, r/n 0,59 0.9-4.0
Ig M, r/n 1.79 0.4-2.3 LMK, y.e. 10 <100
Ig G, r/n 713 7.0-16.0
Bpau:

I[OHO.]IHI’ITCJILH])IC JaHHBIE.

Pebenok X.X., 2 ner.

AHaMHe3: TsDKeJble peleAuBUpYOIUe HHPEKIUu (OpOHXUTHI, MHEBMOHHH),

I'CIIaToCIIJIICHOMCT a1,

CBCTOUYYBCTBUTCIBbHOCTb, HUCTAI'M.

OcmoTp:

Koxa OonpHOU X.X.

auMdoaieHomaTus,

cBeTIIasd,

BOJIOCHI

reMOpparnyecKue

IIPOABJICHUA,

CepeOpHUCTOro OTTCHKA.

CBeT000s13Hb. BrisiBneHbl HHGEKIMOHHBIE MPOLIECCHI CIIU3UCTHIX 000JI0UEK, KOXKH,



JbIXaTeNbHBIX MyTeW. lIATHa remopparnyeckoro xapaxrepa pasjIM4HOU CTEIECHU
JABHOCTH.

OAK: nelikoreHus, TpOMOOIIUTOIICHUS, aHEMUS.

Mukpockonus Maska nepudeprudeckoil KpoBH: MPU OKPACKE Ma3KOB KPOBH IIO
Paiity oOHapy>XeHbl TMTaHTCKHE HHTPALUTOIUIA3MAaTUYECKUE TPaHyJbl BO BCEX
AJIEPHBIX KJIETKaX KPOBH.

Metonqom  TILIP oOnapyxena wmyramuss reHa LYST/CHS1, xommpyrormiero
COOTBETCTBYIOLIUN OE€IOK-PETYJIATOP JIHM30COM-3aBUCMMOrO IIpoLecca CHUHTE3a,

TPAaHCIIOPTa U CCKPCIIUMU BE3UKYII PA3JIMYHBIX KJICTOYHBIX OPIraHCIII.

Bompoc: kakyi0 MaroJOTMI0 MOXKETE MNPEaNoNokKUTh y pedenka? OTser

06OCHYﬁT€. Kakoe seuenue siBisieTcsi 000CHOBaHHBIM JUUISL TAaHHOU M1aTOJIOTUH?

Myrtamus reHa LYST, oTBewaroiero 3a CHHTE3 JIM30COMAJIbHBIX OEIKOB,
NPUBOAUT K  HAPYIICHUIO XEMOTAKCHCA, IUTOTOKCHYECKOWM aKTUBHOCTH
TuM(GOIUTOB, € BO3MOXKHBIM pa3ButueMm aytodaromuro3a. OOpazoBaHue
(daroam3ocoMbl HapyIIeHO, UMEET MECTO He3aBeplIeHHBIN ¢aronutos. CrausiHue
TUTAaHTCKUX TEPBUYHBIX TpaHyd JApyr ¢ JpyroM W C KOMIIOHECHTaMH
[IUTOTIA3MAaTUYECKUX MEMOpaH Ha paHHUX CTAaUAX (POpMUPOBaHUS HEUTPOPHUIIOB
MPUBOJUT K OOpPa30BAaHUIO OTPOMHBIX BTOPHUYHBIX JHM30COM C YMEHBIICHHBIM
COJIEp)KaHUEM THIPOIUTHUECKUX (HEPMEHTOB — MpPOTEa3, AIacTa3bl U KaTelCcHuHa
G. DTO TPUBOAWT K HAPYIICHUIO OAaKTEPUIIUTIHON AKTUBHOCTH HEUTPODUIIOB.
3MeHeHue CTPYKTypbl W CBOMCTB KJIETOYHBIX MEMOpaH OIOCPEIOBaHO
HapylieHneM COOpPKHM MHUKPOTPYOOUEeK W WX B3aHMMOJCHCTBUS C MeMOpaHaMu
JTM30COM. J[MarHOCTUYECKUM MPU3HAKOM, TOJTBEPKIAOIINM JIUAarHO3 CHHAPOMA
Yennaka-Xuracu, CiIy>kaT KpyIIHbIC BKIIFOUCHHS BO BCEX SACPHBIX KIIETKaX KPOBH.
Y manueHToB UWMEET MeCTO YCKOpeHue mpoiudepanud JTuM(OIUTOB ¢
NaHIUTONEHUEH U TUM(OTUCTUOLUTAPHON UHPUIbTPALIUEH MTEYEHU, CEJIE3EHKU U
mumpatuyeckux y310B. B OAK u uMMyHOrpamMMme BBISBISIETCS CHUXKEHUE

IIUTOTOKCUYECKOW akTUBHOCTH T-nmumborutoB u NK-kierok, HapymieHue



IpaHyJOIUTONO033a, XEeMOTakcuca, (aromuro3a W KWIIMHTa B KJIETKax
TPAaHYJIOMHUTAPHOTO W  MakKpoaraJibHOTO PSAIOB, JA€(PEKT BBICBOOOKICHUS
TpoMOOIIUTaMU TPOMOOLMTAPHBIX TpaHyJ, HapYIIEHUWE arperaluv MejlaHuHa B
TUTAaHTCKUX MEJIAaHOCOMaX M WX HECHMOCOOHOCTh TPAaHCIOPTHPOBATh MEJIAHWH B
KEpaTUHOIUTHL. TpaHCIUIaHTAIMsl TEMOMOITUYECKUX CTBOJOBBIX KIETOK —

CIMHCTBEHHBIM METO/I U3JICYCHUS TaHHOT'O 3a00JICBaHHS.

3apanue Nel5
Kpaesoe ToCyYyIapCTBCHHOE ABTOHOMHOE Yupexaeanue '31lpaBooxpaueuuu
«Kpacnosipckuii kpaepoii Hlentp npoduiaaxkruxu u dopudBI co CITHI»
WHH 2466055175, nuuensus Ne OC-24-01-000936 ot 12.05.2010 r.
660049, r. Kpacnospek, yi. Kapna Mapkea 45 c1p. 1
Perucrpaunonnsiit Ne naGoparopun B Meaepaibhoii cHeTeMe KOHTpOAA KauecTsa nccaeaosanuii: 05274
Pe3yJ'll>TaTbl HCCJICIOBAHUSA HMMYHHOI'O CTaTyca
JIY/Bpau MXMHU
PHO nauueHTa XX Jlara nocryrnienus 19.02.23
Jlara ananusa
Bozpact 40 ner WBC 5
Homep 629 % Lym 35,0
CD-mapkepsi INokasareasn %o KJI/mka Hopm.ananason
Obuee CD3 Tt 65 55-80
1245 800-2200
cDyeRIe B-nmumbouuTsl 12 ik
z 220 100-500
CD3/CD4 Toestien 60 31-51
ASIED 2530 600-1600
CD3/CDS8 LnrorokcHueckue 10 12-30
aumbounTel 140 190-650
CD4+CD8+ Ayb/ab-no3suruBubIe 0,5 0.1-1.5
T-KJIeTKH 13 5-18
CD3/CD16+56 6-20
NK-1uMpouuTe! 15
¢ 167 120-520
CD3-CD8+ AKTHBHPOBAHHBIE 1,7 1,5-6
NK-kaerkn 68 18-150
CD3+CD16/56+ 3.9 -

g T-NK-knerku 125 2:2103
CyMMa KJ1eTOK 98 95-105
HUPHU 6 1.0-2.5
Ig A, r/n 0.9 0.9-4.0
IgM, r/n 23 0.4-2.3 LMK, y.e. 80 <100
Ig G, r/n 316 7.0-16.0
IgD, r/n 0.01 0-0,07
AyTOAT K A7epHO# H IHTOIUIa3MaTHYECKOH CTPYKTYpaM IrenaTolHTOB Bisde:




JlonoiHuTebHBbIe qaHHbIE. JKanoOwr: 6o u auckoMpOpT B CycTaBax 00emx
KHUCTEMH.

VY3U: Tumyca, cene3eHku, JUMPaTHIECKUX Y3JI0B - 0€3 NaTOJOTHH.

BOHpOC: KaKyI0 IIaTOJIOTHIO MOKETC IIPCAIIOIIOKUTL Y HaHI/IeHTa? OtBeT

oOocHyHTE.

AYTOMMMYHHBIE NIATOJOTMH. AYTOMMMYHHBIN MPOLECC BCETJa HAIIPABIICH
IPOTUB COOCTBEHHBIX AHTUTE€HOB U B OCHOBE €r0 pPa3BUTHUS JIEKHUT BOCIAJICHUE,
KaK MPaBWJIO, XPOHUUYECKOTO reHe3a. AyTOUMMYHHOE TTOBPEXKACHUE PEalln3yeTcs B
pe3yibTaTe yTpaThl ayTOTOJIEPAHTHOCTH. BpiaensioT opraHocnenupuyeckue
(0OBeKT MmopakeHUs - OpraH/TKaHb) M CHCTEMHBIC (TCHEpPAIM30BAaHHBIC) (POPMEI.
CBOICTBO ayTOTOJIEPAHTHOCTH 3aKJIIOYAETCS B OTCYTCTBHHM PEAKIIMU CO CTOPOHBI
MMMYHHOM CHCTEMbl Ha COOCTBEHHBbIE aHTUTEHBI. biaromapsi oTpunatreabHON
CEJIEKIIMM B TUMYCE YHUUTOXKAIOTCS HeE3penble JUMQOUUTHI, MPOSBUBIINE
arpeccuto POTUB ayTOAHTUT€HOB B X0J1e ux IpPE3CHTAIUU
AHTUTCHIPECTABISIOIMMU KJeTKkamMH. [lomoOHBIM mpoliecc MMEeT MEeCTO U B
KOCTHOM Mo3re st B-mumornuros. Eciu onpeneneHHbIM TUMQPOIUTAM YIaI0Ch
n30exkaTh OTPULATENBHOM CENEKUMU, OHU TNPEJCTaBIAIOT Yrpo3y HAIUYUEM
ayTOPEaKTUBHOCTH TPOTUB cOOCTBeHHbIX Al. Bo03MOXHO BO3HUKHOBEHHUE
HAapyLWIEHUN  peryyaTopHelx  T-knerok. Ilaromoruss Moxer  3arparuBathb
HKCIIPECCUI0 ITUMH KJeTkamMu Mousekyinbl CD-25, a-uenu peuentopa IL-2 u
dakrtopa tpanckpunimu forkhead (Foxp3). Myraruu B renax I1L-2, nu6o a- nim -
nenu pernentopa IL-2, mi6o B rene FOXP mpuBOAAT K Pa3BUTHIO TKEIBIX
CHUCTEMHBIX ayTOUMMYHHBIX MaTOJIOTHH.

Hekotopple ayTOMMMyHHBIE TOPAXKECHHS 3aIyCKAlOTCS WH(EKIIMOHHBIMU
areHTaMH, KOTOpbIE MOBBIIIAIOT 3SKCHpPeccrui0 KocTuMyssiTopoB Ha AIIK wwm
peanu3yloT MEXaHU3M MOJEKYJISIPHOM MHUMUKPHUM, CBSI3aHHBI CO CXOJICTBOM

AHTUTCHHBIX ACTCPMHHAHT MI/IKpO6HBIX KJICTOK W ayTOAHTUICHOB. HGKOTOpBIe



UH(PEKIUHU CIOCOOHBI MPUBOAUTH K MaclITaOHOM akTuBauuu B-nmumdoruTos,

MPOAYLUUPYIOIIUX ayTOAHTUTENA.

3ananue Nel6b
Pe3y.]IbTaTI>I HCCICA0BAHNA MMMYHHOI'O cTaryca

ITanment JI.B., mon Myx., Bo3pact 50 net Jara ananmuza 07.11.2023 Homep 945

Mapametp 3HauyeHve En wam Hopma

nabopaTtopum

NumcpoyuTel, abconTHOE KONMWYECTBO 1440 KN/MKN 1120 - 3210
CD3+CD45+ T-numcboumnTel, % oT obwero konnyecTea nuMMoUNTOB 74 % 58 —83
CD3+CD45+ T-numdpolMTHl, abCONKTHOE KOMMYECTRO 1066 KN/MKN 649 - 2664
CD4+CD3+CD45+ T-numdroumTsl, % oT 0bLiero konwuecTBa NMMMOLMTOB 9 % 29 -59
CD4+CD3+CD45+ T-numcbounTsl, abconinTHOE KONMWYECTBO 130 KN/MKN 325 -1894
CD8+CD3+CD45+ T-numdroumThl, % oT 0bLiero konuuecTea NMMMOLMTOB 61 % 17 -40
CD8+CD3+CD45+ T-numdouuTsl, abconTHOE KOMUYEcTBO 878 KN/MKT 190 - 1284
CD4+/CD8+ ummyHo-perynaTopHelii uHaeke (MPK) 0.15 09-28
CD16+CD56+CD45+ NK-kneTkn, % oT 0bWero Konu4ecTea NUMQpOLWTOB 13 % 6-24
CD16+CD56+CD45+ NK-kneTkn, abconioTHOE KONMWMYECTBO 187 KN/MKN 67 - 770
CD19+CD45+ B-numdounThl, % oT obllero KonuyecTBa NUMpoUMTOR 9 % 5-13
CD19+CD45+ B-numdouuTel, abcontioTHOE KONMWYECTEO 130 KN/MKN 56 - 417
Ilg M chIBOPOTKW KDOBW 273 rm 06 -263
Ig A CLIBOPOTKW KDOBK 347 rn 0,68 - 3,68
Ig G cLIBOPOTKM KPOBK 214 rn 6,94 - 16,18
LMK (ypoBeHb LMPKYMUDYHILLMX WMMYHHEIX KOMIMEKCOB B CHIBOPOTKE KDOBM) 134 ycn. en. 1-120
MoHOUWTBI, NpoayLUMpPYHLWWE akTMBHble (opmbl kucnopoga (darobypcT-TecT) 45 % 70 -100
HefiTpodhunel, npoayuupyolme akTUBHbIE (opMbl KMcnopofa (tharobypcT-TecT) 82 % 95 - 100

Bompoc: kakyio TaTONOTHIO MOXKETE TMPEANoNOXKUTh Yy mnauueHta? OTBer

o0ocHy#TE.

Bropuunbsie UJIC He cBsi3aHBI ¢ KAKUMHU-THOO0 TEHETUICCKUMH Je(ECKTaMH.
BNY-undekius BOZHUKAET NMPHU 3apaKEHUH BUPYCOM UMMYHOAE(PUIMTA YEIOBEKa
(BUY), xotopeie mopakaroT JuM(OIUTHI, Makpodaru, HEPBHBIE U P JIPYTUX
KJIETOK. XapaKTepu3yeTrcss MEIJIEHHO pPa3BUBAIOIIUMCA HMMYHOIe)UIIMTOM
BIUIOTh JO TOSIBJICHUS TSKENbIX MposBieHUN. CHHAPOM MNPUOOPETEHHOTO
ummyHoaeduiuta (CIINMJL) mpeacraBmsier coOoii 3akimrounTeNbHbI dTan BUY-
uHpexknuu. BUY npenmyiiecTBeHHO MopakaeT akTUBUpoBaHHble CD4+-kieTku,
ucnosb3yst Mosiekyity CD4 st mpoHMKHOBeHHs B KieTKy. Ilocne pemmkanun

BHPYC NOKKUAACT KIICTKY, KOTOPasd BIIOCICACTBUHA THOHET IIyTEM alloITo3a.



3aganue Nel7
Pe3yabTaThl Hecjae0BaHNSI HMMMYHHOIO CTATYCA

ITaruenT X.., Mo MyX., Bo3pact 12 ner Jarta anamuza  02.10.2023 Homep 878
MNapameTp 3HaveHne En. nam. Hopma
nabopaTopumn
TNumcbounTel, abconTHOE KONMMYECTBO 2870 KN/MEKN 1120 — 3210
CD3+CD45+ T-numdpouuTel, % OT 0bLero konudecTea NuMoLMTOB 31 % 58 — 83
CD3+CD45+ T-numpouuTel, abcomoTHOE KONWYEeCTBO 890 Kn/min 649 — 2664
CD4+CD3+CD45+ T-numdounTel, % oT obllero KonudecTea NUMGOLKMTOR 62 % 29 — 59
CD4+CD3+CD45+ T-numdcolnThl, abcontoTHOE KONMUYEcTBO 1779 KI/MKN 325 — 1894
CD8+CD3+CD45+ T-numchounTsbl, % oT obluero konudecTea NUMpOLKWTOB 28 % 17 — 40
CD8+CD3+CD45+ T-numdounTsl, abconoTHOe KONWUeCTBO 804 KIN/MKN 190 — 1284
CD4+/CD8+ vMMYHHO-perynATopHeli uHoeke (MPK) 22 09-28
CD16+CD56+CD45+ NK-knetkn, % oT obulero konvyecTea numcoLMTOB 115 % 6-24
CD16+CD56+CD45+ NK-kneTkw, abcontoTHOE KONWYECTBO 330 KN/MKN 67 — 770
CD19+CD45+ B-numcpountsl, % oT 0bLlero konwdecTea NMMMOLUTOB 0 % 5-13
CD19+CD45+ B-numcouuTsl, abCconOTHOE KONMUYECTEO 0 KN/MEKN 56 — 417
Ig M CLIBOPOTKM KpOBW 0 rn 06-263
Ig A CLIBOPOTKM KPOBU 0 rn 0,68 - 3,68
Ig G CHIBOPOTEW KPOBM 0 rn 6,94 - 16,18
Ig E CLIBOPOTKW KpOBM 0 ME/mn <130
LIMK (ypoBEHL LMPKIMPYIOLMX WMMYHBIX KOMIMINEKCOB B ChLIBODOTKE KPOBM) 37 yen. en. 1-120
MoHounTel dharounTupytowme (daro—TtecT) 89 % 74 — 95
paHynounTel haroyuTpyowme (daro—TecT) 94 % 87 — 99
MoHounTel, NpogyuMpyowme akThBHble hopMel KMcrnopoga (tarobypeT-TecT) 86 % 70 - 100
HeiTpodunnel, npoayuMpyrowmne akTMBHbIe (hopmbl kucnopoga (arobypcT-TecT) 98 % 95 - 100

BOHpOC: KaKyro IIaTOJIOTHMIO MOXKCTC IIPCAIIOJIOXKUTL Y pe6eHI<a? OtBeT

obocHyHTE.

I'mnorammarso0yiunemuss bpyrona. J[anHas natonorus cuerieHHa ¢ X-
XpoMocoMoi. ArammarioOynuHemus bpyToHa mnpencraBisieTr coboil Haumbolsiee
4acTylo GopMy MEPBUYHBIX UMMYHOACPHUIIUTOB. XapaKTepU3yeTcs OTCYTCTBUEM
nporecca auddepeHIranuyu NpeamecTBEHHUKOB B-KiIeTok, Takux Kak mpo-B-
KJIETKU U TIpe-B-kieTku, B 3peinbie B-kieTku. AraMmariio0yJIuHeMus, ClierIeHHas
¢ X-XpOMOCOMOW, BBI3BIBAETCA MYyTAalUMUSIMHU T€HAa  [UTOIIA3MaTHYECKOU
TUPO3WHKWHA3bI, HW3BECTHOW Kak muposunkunaza bpymona (Btk). Ten,
KOJMPYIOIIMNA 3Ty TUPO3UHKUHA3Y, PACIIONOXKEH B JJIMHHOM Iie4e X-XpPOMOCOMBI
(Xqg21.22). TwuposuHkuHaza bpyroHa — 3TO0  NOPOTEUHTHPO3UMHKHUHA3A,
acCCOLMUPOBAaHHas C [g-penenTopHbIM KOMIUIEKCOM Ipe-B-KIEeTOoK U 3penbix B-
KJIETOK, U WrpaeT Ba)XHYI0 POJIb B NepeAadye CUrHaJIoOB oT peuenrtopa. [lpu
BO3HUKHOBEHHUU MYTAllMM 3TOr0 TeHa Mpe-B-KiIeTouHblil penentop TepseT
CIIOCOOHOCTH MepeaBaTh CUTHAJbI, YTO MPHUBOJUT K MPEKPALIEHUIO CO3PEBAHMS

KJIETOK Ha JAHHOM cTtaguu. Tak Kak JIETKHE LEenu He 00pa3yroTcs, He IPOUCXOIUT



COOpKH MOJHON MOJIEKYJIbl aHTUTEHHOTO perenTopa (C TSKEJION U JIETKOUW LensIiMu
Ig), 1 oHa He TpaHCTIOPTUPYETCS Ha KIeTOYHYI0 MeMOpaHy. Oanako T-3aBUCHMBIN
UMMYHUTET OCTaeTcsi HopMaibHbIM. CliemieHHOe ¢ X-XpOMOCOMOM 3a00JieBaHUe
BCTPEUAETCS Y MAIbUMKOB, OJHAKO OMHUCAHBI CIIOPAIUYECKUE CIydand €ro pa3BUTHUS
u y aeBouek. [lomaraior, 4yTo, 3T0 00YCIOBICHO MyTallUsIMU psijia IPYTUX T'€HOB,
GYHKIMOHUPYIOIIMX AaHAJIOTMYHBIM 00pa3oMm. 3aboseBaHue, Kak MpaBWIO, HE
MPOSIBIIAETCS O 6-MECIYHOTO BO3pacTa, TO €CTh JI0 TE€X MOp, OKa y peOeHKa He
UCTOIIUTCS 3arac MMMYHOTJIOOYJIMHOB, MOJYYEHHBIX OT MaTepu. Kiaccuueckas
dbopma gaHHOro 3a00JEBaHUSI TIPOSIBISACTCS CICAYIOIIMMU OCOOECHHOCTSMM:
OTCYTCTBUE WJIM 3HAYUTEIHLHOE YMEHBIIICHHE KOJIWYEeCTBa B-KJIETOK B KpPOBH;
CHIU)KECHUE YPOBHS HMMMYHOIJIOOYJMHOB BCEX KIJIACCOB B CBHIBOPOTKE KPOBH; B
KOCTHOM MO3I€ MPUCYTCTBYET HOPMaJbHOE KOJUYECTBO Ipe-B-kieTok, KoTophie
AKCTIpecCUpyOT Mapkep B-kimerounoit gunum CDI19, HO He MeMOpaHHBIN
UMMYHOTJIOOYJIMH; T€PMUHATUBHBIC IEHTPHI JTUM(DOY3JI0B, MEHEPOBHIX OJISIICK,
anmeHJuKca W MHUHAQIMH HE TOJHOCThIO  CPOPMHUPOBAHBI, OTCYTCTBHUE
MJIa3MaTUYECKUX KIETOK B OPraHu3Me; MpU 3TOM OmNocpeayembie T-KieTKaMu

peaKIuu MPOTEKAIT HOPMAJIBHO.



Pe3y.]IbTaTI>l HCCICA0BAHUA MMMYHHOI'O cTaTryca

3aganue Nel8

[Tarment XX.., mOJ 5K€H., Bo3pact 25 JieT Jata ananuza 04.09.2023 Homep 702
[NapameTp 3HauveHve Ea unam Hopma
nabopaTopuu

ADCONKTHEIA NUMOLMTO3 1736 KIU/MIN 1120 - 3210
CD3+CD45+ T-numdpouuThl, % oT obuiero konudecTea NUMbOLWTOB 80 % 58 — 83
CD3+CD45+ T-numdpoumnTel, abCOMOTHOE KONWYECTBO 1389 KI/MKT 649 — 2664
CD4+CD3+CD45+ T-numcounTel, % oT oblwiero konudecTea MMMQOLUKNTOR 57 % 29 - 59
CD4+CD3+CD45+ T-numdcounTsl, abconoTHOe KONWUECTBO 930 KN/MKN 325 — 1894
CD8+CD3+CD45+ T-numdountsl, % oT obulero konvmuecTea NUMAMOLIMTOB 25 % 17 — 40
CD8+CD3+CD45+ T-numdouunTsl, abCcoNTHOE KONWYECTBO 434 Kn/mKn 190 — 1284
CD4+/CD8+ WMMyHHO-DerynATopHbifi uHgekc (MPW) 23 09-28
CD16+CD56+CD45+ NK-knetkw, % oT obwero KonuuecTea nUMQOLKUTOR 8 % 6—24
CD16+CD56+CD45+ NK-knetkw, abcontoTHoe KONW4ecTBO 139 KN/MKN 67 — 770
CD19+CD45+ B-numcpountsl, % oT obLlero konudecTea NMMMOLUTOB 6 % 5-13
CD19+CD45+ B-numcouunTel, abCOMTHOE KONMWUECTEO 104 KN/MKN 56 — 417
Ig M CLIBOPOTKM KpOBK 2.36 r/n 0,6 -2,63
Ig A CbIBOPOTKN KpOBM 1.16 r/n 0,68 - 3,68
Ig G CHIBOPOTEW KPOBK 240 rn 6,94 - 16,18
Ig E CbIBOPOTEW KpOBW 2910 ME/mn <130
LIMK (ypoBeHs LMPKNMPYIOWMX MMMYHEIX KOMIMMEKCOB B CLIBOPOTKE KPOBMW) 23 yen.en 1-120
MoHounTel dharounTupyowme (daro—TecT) 90 % 74 —95
IpanynounTel haroUuTHpyomMe (dParo-—-TecT) 98 % 87 - 99
MoHouWTEl, NpoayuMpylowne akThBHLIE (hopMbl KMcrnopoga (tharobypeT-TecT) 92 % 70 - 100
HefTpodunel, npogyuvpyowne akTuBHble opmbl KMcnopoga (tarobypet-TecT) 99 % 95 - 100

BOHpOC: KaKyI0 IIaTOJIOTHIO MOKCTC IIPCAIIONIOKHUTL Y HaI_[I/IeHTKPI? OtBeT

o0ocHyHTE.

Cungpom /[I:x00a wjim CHHAPOM TrunepuMmyHorno0yannemuu E.
Hacnenyercss mo ayTOCOMHO-IOMHUHAHTHOMY M ayTOCOMHO-PEIIECCHBHOMY THITY.
[Tpn ayTOCOMHO-IOMUHAHTHOM HACJIEIOBAaHWU NATOJIOTHsI 00YCIIOBIIEHA MyTaluen
B reHe STAT3. Hapymienust B curHanibHoMm nytd STAT3 npuBoAWT K U3MEHEHUSIM
npoduist nutokunos (IL-6, IL-10, IL-11, IL-17 u ap.), 4TO, B CBOIO O4Epe.b,
Hapymaetr auddepenuuposky T-mumbonutoB Th-17. Ilagenue yposus Th-17
NPUBOJUT K HapymeHuto npoaykuuu IL-17. Iuddepenunponka numponutos CD-
4 Taxke sBisiercs STAT3-zaBucumoit. B mtore peammsyercs HedpheKTHUBHBIN
OTBET HMMMYHHOM CHCTEMbl Ha BHEKIETOUYHbIE OaKTepuadbHbIE U TPUOKOBHIE
WH(EKIIMOHHBIC arcHTHI. XapakTepHbIMU SIBJISTFOTCS HE TOJIBKO
UMMYHOJIOTUYECKHE, HO U JPYTMe HAPYIICHUS, OOyCIOBJICHHBIE MYyTallMed reHa
STAT3, Takue Kak aHOMaJHMHM CKeJeTa, COCYJOB, COCIMHUTEIbHON TKaHW. J[Js
ayTOCOMHO-PEIIECCUBHOIO THIIa XapakTepeH aedekT reHoB TYK2, DOCKS, SPINK,

MNPUHUMAKOIINX YUYACTHUC B PCAJIM3alMU BOCIIAINTCIIbHBIX 1 UMMYHHBIX ITPOLICCCOB.



3aganue Nel9
Pe3yabTaThl HccjieJ0BaHUS HMMYHHOI'O CTaTyca

[Manuent XXX.., moa My., Bo3pacT 39 ner Jara ananmmza 07.08.2023 Homep 636
[NapameTp 3HauyeHue Ea wnam Hopma
nabopaTopum

JNumdoyKTel, abCcoMTHOE KOMWYecTBO 1914 KIU/MEN 1120 - 3210
CD3+CD45+ T-numdpouuThl, % OoT obwero konudecTea NMMoLUTOB 69 % 58 — 83
CD3+CD45+ T-numdpouuTel, abcontoTHOE KONWYECTBO 1321 K/mkn 649 — 2664
CD4+CD3+CD45+ T-numpounTel, % OT 0OLWeEro KonuyecTea MUMQOLWUTOR 24 % 29 — 59
CD4+CD3+CD45+ T-numdcounTsl, abconoTHOe KONMYECTBO 459 KN/MKN 325 — 1894
CD8+CD3+CD45+ T-numdounTel, % OT obllero KonudecTea MMMQOLNTOR 38 % 17 — 40
CD8+CD3+CD45+ T-numdolnTbl, abcontoTHoe KONUYECTBO 727 KN/MEN 190 — 1284
CD4+/CD8+ MMMYHHO-DerynATOpHBIA MHAaeke (MPK) 0.63 09-28
CD16+CD56+CD45+ NK-knetkn, % oT obwero konuyecTea NMMMOLWTOB 21 % 6— 24
CD16+CD56+CD45+ NK-kneTkw, abconoTHOe KOMWMUecTBO 402 KN/MKN 67 — 770
CD19+CD45+ B-numdcounTsl, % oT obulero KonudecTBa NMMGOLMTOR 10 % 5-13
CD19+CD45+ B-numdounTbl, abCOMKTHOE KONWYECTBO 191 KIU/ME 58 — 417
Ig M CLIBOPOTKM KDOBM 0.04 r/n 06 -2,63
Ig A CLIBOPOTKM KPOBH 0.07 r/n 0,68 - 3,68
Ig G CLIBOPOTKW KpOBK 0.38 mn 6,94 - 16,18
Ig E cbiBOpOTKM KPOBK 0 ME/mn <130
LIMK (ypoBeHb LIMPKMUPYIOLLIMX MMMYHBIX KOMAMEKCOB B ChIBOPOTKE KPOBM) 42 yen. eq. 1-120
MoHouwTel haroymTupyowme (Paro--TecT) 94 % 74 -95
[panynounTtel daroyutupytowme (Paro-—-TecT) 97 % 87 — 99
MoHoUWTLI, NpoayuMpylolne akTMBHbIE copMbl KMcnopoaa (dharobypcT-TecT) a0 % 70 - 100
HefiTpodhunel, npoayuMpylowme akTuBHble (opmel kucnopoaa (arobypeT-TecT) 938 % 95 - 100

BOHpOC: KaKyI0 IIaTOJIOTHIO MOKETC IIPCAIIOIIOKHUTL Y HaHI/IeHTa? OtBeT

obocHyHTE.

Oo0mmii BapuabenbHblii UMMYHOAeGUIUT. DTa Popma mpeacTaBieHa
reTEPOreHHON TpyIIION PacCTpONCTB. OOwui IIpU3HAK —
TUIOraMMariioOyIMHeMUs, OTHOCAILAsACA KO BCEM KiaccaM aHTUTEN, HO B psjie
ciaydaeB Toinbko K IgG. JlpmarHo3 cTaBsAT Ha OCHOBAHMM HCKIIFOUEHHUS APYIHX
V3BECTHBIX NPUYMH CHWKECHHOW IPOAYKUMM aHTUTEN. [l BCel IeTEepOreHHOMN
IpyHIbl PaCCTPOMCTB XApPAaKTEPHBbI KaK CHOPAJUYECKUE, TaK M HACJIEACTBEHHBIE
dbopmbl  3a00sieBaHUsA. Y OOJIBIIMHCTBA MAIMEHTOB C OOIMMM BapHaOeIbHBIM
UMMYHOJIe(DULIUTOM HAOIIOJAETCSI HOPMAJIbHOE UM OJIM3KOE K HOPME KOJIMYECTBO
B-kierok B kpoBu u numbouaHod TkaHu. OgHAKO ATH B-KiIeTku HE MOTYT
nperepneBarb IudepeHurnpoBKy B IIa3MaTudyeckue KieTkd. Jledpuuut antuten
Py JaHHOM 3a00JI€BaHUM OOBSICHSICTCS KaK BPOXKIECHHBIMH NedekTamu B-KkieTok,
TaK U HApYLICHUSMH aKTUBAaUUU B-KIIETOK, KOTOpbIE OMOCPEIYIOTCS XEJEPHbIMU
T-kneTkamu. Bo3moxken ~ gedekTt — pernentopa  IIMTOKHMHOB (BAFF),

COocOOCTBYIOIIETO BbDKMBaHUIO U U depeHunpoBke B-kneroxk wmm — gedexr



monekysbl ICOS (MHAYIHMOENbHOT0 KOCTUMYJIISTOPA), YYaCTBYIOIIEH B aKTHBALIUU
T-knerox u B3aumojencteun T- u B-knetok. KnuHudyeckue mposiBIeHUs: 0OIIEro
BapualeNbHOIO0 UMMYHOJAEPUIMTA ONPENEISAIOTCS Ne(PUIUTOM aHTUTEN, OJ00HO
TaKOBBIM TIPU CIICTUICHHON ¢ X-XpomMocoMou arammarioOynuHemun. [larmeHTs
CTPaJalOT CHHYCHO-JIETOYHBIMA IHOT€HHBIMH HMH(EKIUSAMH, HaOII0AaI0TCA
PELMIMBUPYIOIIME TIepreTUuYeckue HH(EKIUH, MOTyT BO3HUKHYTb TSXKEIbIE
OHTEPOBHUPYCHbIE HH(GEKIUU BIUVIOTH 10 (OpMHpPOBaHMS MEHUHTORHIIE(]AaTHUTA.
BonbHbIE CKIOHHBI TaK)X€ K Pa3BUTHIO EPCUCTUPYIOILIEH quapeu, Bbi3piBaeMoi G.
lamblia. O0mmii BapnaOeabHBI UMMYHOJC(HIIUT MOpAKaeT JHUI 000€ro IMmoyia B
PAaBHOM CTEMEHWM W CUMIITOMBI TOSIBIISIFOTCA Yy JETEW CTapIIero BO3pacTa WU
B3pocibIx. YacTo HabOMI0Jal0T ayTOMMMYHHBIE OOJIE3HH, BKJIIOYasi peBMAaTOUIHBIN

apTPUT, MOBBIIIEH PUCK PA3BUTHUS paKa KelyKa.



PA3JIEJI 3. TUIIOBBIE ®OPMbI HAPYIIEHUS OBMEHA BEILIECTB

3ananue Ne20
[Tariuenty JI., 66 ner, mpoBeAeH TECT TOJIEPAHTHOCTH K TJIIOKO3€ W OMpEeIeiieH

ypoBerb HD A;c. TToydeHsl cienyromue pe3yabTaThl:

Pe3yabTaTbl I'nroxo3a I'aroko3a (MMoab/a) | Ypoenb Hb
(MMOJIB/JT) nocJje HArpy3KH Aic (%)
HATOIAK yepe3 120 mun

Hopma <5.5 <738 4-5.9

JabopaTopuu

ITaruent 6.3 9.2 6.2

3ajmaHue: OILICHUTE M3MCHCHHS PE3YJIbTATOB TCCTAa TOJICPAHTHOCTHU K TI'JIFOKO3C U

ypoBeHb Hb A;c y manmenra, cienaiite 3aKitoueHue.

IFnuxkupoBannwiii  Hb  (Hbai) oOpasyercs B pesyiabrare  He
OTIOCPEIOBAaHHOTO (PePMEHTAMU KOBAJICHTHOTO MPHUCOSIMHEHHS OCTATKa TITFOKO3BI
K reMorjioOuny B sputpouuTax. Hbay. - oTpakaetr nmpoueHT reMoriioonHa KpoBH,
HEOOpaTUMO COEAMHEHHBIM C MOJEKyJIaMHu TIIOKO3bl. [loBbillieHUE YpOBHS
r11I0K03b1 KpoBU nipu C/I mpuBoauT K noBbiieHnio0 ypoBHA Hbaic B kpoBu. Hopma
Hbaic - 4% - 5,9 %. Mexnynapoanas deneparus auadera anst 6omabHbIX CJI
pekoMeHayeT ypoBeHb Hbaj. HUKE 6,5%. 3HaueHue Hbai. O6onee 8% o3nauaer,
YTO CaxXxapHbId auadeT KOHTPOJIUPYETCS. HEYAOBIETBOPUTEIHHO, CIEAyeT
U3MEHHUTH TEPAIUIO.

CA tuna I npeacrasinser co0oi ayTouMMyHHOE 3a00JI€BaHKE, PU KOTOPOM
3¢ EeKTOpHBIE KIETKH MMMYHHON CHCTEMBI, HAlPaBJICHHBIC TPOTUB JHIOTCHHBIX
AHTUTEHOB [-KJIETOK, MPEUMYIIECTBEHHO pa3pyIiatoT ocTpoBkH Jlanrepranca. 31o
3a00JIeBaHKE Yallle BCEro HAYMHAETCS B ICTCKOM BO3PACTE, MPOSIBISIETCS B TIEPUOJT
MIOJIOBOTO CO3PEBAHMSI U YCHJIMBAETCS C BO3PACTOM. BBEDKHBAEMOCThH OOJBIITUHCTBA
narueHToB ¢ CJ[ tuma | 3aBucHUT OT WHCYyNIHMHA; 6€3 ero MPUMEHEHUS BO3HUKAIOT
Cepbe3HbIE META0OIUYECKIE HAPYIICHHs, TaKMe KaK KeToanua0o3 1 koma. Kak u B
cirydae IPYTUX ayTOMMMYHHBIX 3a00eBaHUH, TeHETHYECKas
MPEAPACIIONIOKEHHOCTh U (DAKTOPBI OKPYKAIOUIEH Cpelibl UTPAIOT BAXHYIO POJb B

naroreHeze CJI tuna I. BbineneHbl MHOXKECTBEHHbIE T€HETUYECKUE JIOKYCHI,




cneruuueckne nas C/[ Tuna. Ha nanHbIii MOMEHT M3BECTHO 12 Takux JIOKYCOB,
cCaMbIM Ba)XHbIM U3 KOTOpBIX siBigeTcs Jokyc HLA Ha xpomocome 6p2l. DtoT
HLA-nokyc BHocuT cBoM Bkianx B pazButue 50% cayuwaes CJI Ttuna I
[Tomumopdusm rena CD25, oTBETCTBEHHOrO 3a CHHTE3 a-lienu penentopa [L-2,
ONpENENACT CHWKEHHE AaKTUBHOCTU pELENTOpa, KOTOPBIA HMEET KIHOYEBOE
3HaUCHUE i1 TOAJepKaHUs (DYHKIIMOHATILHONM AKTUBHOCTH PETYJISTOPHBIX T-
KkJeTok. MHrubupyromniee BO3AECHCTBUE 3THX KIETOK MOMKET OBITh OOYCIOBIIEHO
BBIJICJICHUEM HMMYHOCYIPECCUBHBIX HHUTOKMHOB, Takux Kak IL-10 u TGF-,
KOTOPBIE MOJIABIIAIOT AKTUBALMIO U 3P PeKTOpHbIE PYHKIIMH JIUMPOIIUTOB.

DaKTOPBI OKPYKAIOIIECH CPEBI:
- BHPYCHBIC TpOBONUpYIOIIKE (akTopbl (cOXsackie, KpacHyXu, KOpH, TelaTHTa,
UTOMETANIOBUpPYC). Bo3aMokHO Hecnenuduieckoe mopakeHHe KIETOK OCTPOBKOB
Jlanrepranca u pa3BUTHE BOCIHAJEHMS, KOTOPOE 3aIlyCKaeT BBICBOOOKICHHE
OTJEJIbHBIX [3-KJIIETOUHBIX AHTUTE€HOB M AKTUBALMIO ayTOPEAKTUBHBIX T-KJIETOK.
Jpyroii MexaHu3M 3aKJII04aeTcsl B TOM, YTO BUpyCHbIe OenkoBbie Al' cxonubl ¢ Al
B-xknetok. Peanmusyercs mporecc MOJIEKYISIPHOM MHMMHMKPUH, B pe3yJibTaTe
MMMYHHBII OTBET Ha BHUPYCHbIE O€JIKM MOBPEXKIAeT U COOCTBEHHYIO TKaHb
opranuszma. Emie oaMH BO3MOXHBI MEXaHHM3M CBA3aH C TEM, 4YTO BHPYCHBIE
UH(pEKINY, NEpPEeHEeCEHHbIE B paHHEM BO3pacTe, MEPCUCTUPYIOT B HEKOTOPBIX
TKaHSAX W B JAJIbHEUIIIEM 3alyCKarT PeuH(EKIHUIO0 ¢ BHICBOOOXKIECHUEM BUpPYCA,
MMEIOILIETO AaHTUT€HHBIE JIETEPMUHAHTHI. DTO BBI3bIBAET HIMMYHHBIN OTBET IPOTUB
MH(UIIMPOBAHHBIX KJIETOK OCTPOBKOB JlaHrepranca.
- XUMUYeCcKUe (PaKTopbl (3K30- U SHJOTECHHBIE).
- pusnueckue GaxTopbl (MOHU3UPYIOIIEE U3TyUCHHUE; MEXaHUUECKHE (PaKTOPHI —
TpaBMma).

Cragum CJ] Tuna |:

Cragussi 1  (HOJNOXWTENBHBIN  ayTOMMMYHUTET,  HOPMOTJIMKEMHS,
npeacumntoMubii CJl tuna 1) y mroneit BoipaOaThiBalOTCS JBa WJIM HECKOJIBKO

TUnoB ayToAT.



Cranus 2 (ayTOUMMYHUTET MOJIOKUTEIIbHBIN, JTUCTIIUKEMUS,
npeacumntoMubii CJl Ttuma 1) HabGmiomaeTcs Bce Oosiee BBIpOKEHHAS TOTEPS
TOJIEPAHTHOCTH K TJIFOKO3€ M3-3a MPOTrPECCUPYIONICH MOTepu Macchl -KIETOK, HO
BBIDAKCHHBIE CUMITOMBI  OTCYTCTBYIOT. YBEIMYMBACTCA PUCK PA3BUTHUA
cumnromarudeckoro CJI tuma 1 1o 75% B TedeHue 5 mer.

Craguss 3 (ayTOUMMYHHBIH TECT - TIOJIOKHUTEIbHBIA PE3yNbTar,
mucrivkemust, cumnroMatnueckuii CJ[ | Tuma). ITosSBasiOTCS KiIacCHYCCKHE
MPOSIBJIICHUST 3a00JIeBaHUs (TIOJIUYPHsI, TMOJUIUIICUS, MONH(arus, KEToalua03 u
Ip.), 00BIYHO TOCIE TOrOo, Kak 0oisee 90% [-KkieTok ObUIM pa3pyLICHBI.

Beaymnm mvmysHeiM HapymenueM npu CJI tuma [ aBnserca yrpara
ayTOTOJIEPAHTHOCTH T-KJIETOK, KOTOpas MOXET OBbITh pe3yJbTaTOM COYETaHUs
HETOJIHOLICHHOW JICJIEMUA KJIOHOB ayTOPEAKTUBHBIX T-KJIETOK B TUMYyCE H
HapylieHuss (QYHKIUH PEryiasTopHbIX T-kiaeTok. Takke BO3MOKHBIM SIBIISIETCS
pe3uCTeHTHOCTh A PexTopHbIXx T-KIETOK K MOAABISIONIMM BO3JIEHCTBUAM
perynsatopHbix T-kietok. B wurtore ayropeakTthBHble T-KJIE€TKM BBDKHBAIOT U
pearupyroT Ha ayrtoaHTureHbl. B martorenese CJl tuna I nmpuHMMAarOT yuactue
TAK)K€ AaHTUTENA, YTO MOATBEpKIACTCS TeM, 4To y mnamueHtoB ¢ CJ[ tuma [ u
4JieHOB ux cemeil 6e3 cumnTomMoB CJI, HO C TIOBBIIIEHHBIM PHCKOM pPa3BUTHUSA
caxapHOTO JrMa0eTa, BBISBISIOTCS aAyTOAHTHUTENIa K aHTUT€HAM KJIETOK OCTPOBKOB
Jlanrepranca. 9To onpeaeieHHbINM MPOrHOCTUYECKUM MapKep 3a00JieBaHUS, XOTS
OCTa€TCSi HE BBISICHEHHBIM, SIBISIETCS JM HAJIWYME ayTOAHTUTENA MPUYUHON
MOBPEXKJICHUA  KJIETOK  OCTpPOBKOB  JlaHrepranca  wim  ayTOaHTUTENA
BBIPA0ATHIBAIOTCS YK€ B IIPOIIECCE CAMOTO MOBPEXKICHUS [B-KIIETOK.

CA tumna II.

CJI Tuna Il accoruupoBaH C reHETUYECKOM MPeaPacioiOKEHHOCThIO, HO HE
CBsI3aH C TeHAMH, YYaCTBYIOIIMMHU B 00CCIICUCHIH HIMMYHHOU TOJICPAHTHOCTH U HE
MMEET ayTOMMMYHHOU OCHOBBI. ['eHeTH4ecKas npejpacnonoxkeHHocts k CJ tuma
Il ompenensercs 12 cneuuduunbiMu Jokycamu. Camasi xapakTepHas U
BOCITPOMU3BOAMMAS CBSI3b 3aTparuBacT (PakTOp TPAHCKPUIIIIMH 7 HA XPOMOCOME

10q, konupyronuii cuHTe3 (hakTopa TPAHCKPUMIIMKU CUTHaIbHOTO TyTH WNT.



KiroueByto pousb nnpu C/] tuna II urparot:

- PE3UCTEHTHOCTh K HHCYJIMHY - CHIDKEHHE PEaKIHH TMepupepuuecKux
TKaHEW, 0COOCHHO CKEJIETHBIX MBIIILL, )KUPOBOM TKAHU U I1€YEHU, HA UHCYJIMH;

- IUCQYHKIMS [-KIETOK: HEJOCTATOYHAs CEeKpelus WHCyTuHa Ha (oHe
PE3UCTEHTHOCTH K HHCYJIMHY M THUIEPIVIMKEMUN. HHCYIMHOPE3UCTEHTHOCTH
OpEeIUIeCTBYET PpPa3BUTHI0 THUIEPIIMKEMHUM U OOBIYHO  COIPOBOXKIAETCS
KOMIICHCATOPHON runepyHKuuend B-KIeTOK M TUNEPUHCYIWHEMHUEH Ha paHHHUX
cranusax pasButuss CJI tuna 2. HecrnocoOHOCTH B-KJIETOK aJanTHpOBaThCS K
BO3PACTAIOIIAM CEKPETOPHBIM MOTPEOHOCTSIM TUTSt NOAIEP/KAHUS
DYTIUKEMUAYECKOTO COCTOSIHHUSI INPUBOAUT K XPOHUYECKOM THUIIEPIIIMKEMUU U
OCJIO’)KHEHUSIM 11adeTa.

Camoi1 BayKHOM ITPUIMHON MHCYJIMHOPE3UCTEHTHOCTH SIBIISIETCS OKUPEHHUE.
Oco0oe 3HaueHne uMeeT BUcliepaibHbIN TUTl okupenus (80%).

OXupeHHe CHUKAET PE3UCTEHTHOCTh K HHCYJHHY CJIeIYIOUIHMH
NyTAMM:

-  NpU  OXHUPEHUH  M30BITOUHOE  KOJMYECTBO  BHYTPHUKIETOUHBIX
HEHACBIIEHHBIX KUPHBIX KUCJIOT MEPETPYKAET MIYTH UX OKUCIIEHUS, YTO MPUBOJINT
K HakKOIUICHHIO B LHUTOIUIa3ME€ MPOMEXYTOUHBIX MPOAYKTOB oOOMeHa —
JTUALUITIIMIEPOIIa U IiepaMuia. DTH MIPOMEKYTOUHbIEe MPOoayKThl okucieHus HXXKK
OCJIA0JISIIOT NIepeiavy CUrHaja MHCYJIMHA;

- KMpOBas TKaHb CEKPETHPYeT B  KpPOBb  AJWIIOKMHBI.  EcTb
MIPOTUIIEPTIMKEMUYECKHE aJUTIOKHHBI, HaIrpuMmep PE3UCTHH,
petuHoiicBsa3bIBaoInid 0enok 4 (RBP4), n aHTUrUNeprinkeMuyeckre auinoKUHBI
— JIENTUH W aJWINOHEKTHH. [IpH OKMpEeHUM ypOBEHb aAUIIOHEKTHHA CHHXKAETCS,
YTO CIIOCOOCTBYET PAa3BUTHIO MHCYIMHOPE3UCTEHTHOCTH.

- JKMpOBas TKaHb TAaKK€ CEKPETHPYET pa3Ju4HbIe MPOBOCHAIUTEIILHbBIE
nutokuHbl THHa TNF, IL-6 M MOHOUMTapHBIM XEeMOATTpaKTaHTHBIA Oemok 1
(mpuBnekaeT Makpoaru K MecTaM OTJOXKEHHUS KUpa). OTU LUTOKUHBI

MHIYLUUPYIOT HMHCYJWHOPE3UCTEHTHOCTh, YCHWJIMBAs KJIETOYHBIM CTPECC, YTO B



KOHEUHOM WTOr€ TMPUBOJUT K AaKTUBAMM MHOTOYMCIEHHBIX CHUTHAIBHBIX
KaCKaJ0B, MPEMATCTBYIOMINX JCHUCTBUIO MHCYJIMHA B IEpU(PEPUIECKUX TKAHSX.

Cragum teuenusi CJI Tuna |1:

1. Cragusa KoOMIIEHCAlluM TMPHU HAYAIbHONM HWHCYJIUHOPE3UCTEHTHOCTH,
KOTOpasi BbI3bIBACT THUINEPPYHKIUIO W TruUmepriazuto B-kietok. BripaboTka
WHCYJIMHA yBEJINYCHA.

2. Bripaxkennas WHCYJIUHOPE3UCTEHTHOCTh u OTHOCHUTEIbHAS
HEJIOCTATOYHOCTh MHCYJMHA. [laTOreHeTMYeCKMM  MEXaHU3MOM  YCHJICHHS
WHCYJIMHOPE3UCTECHTHOCTH SIBJIICTCSI PA3BUBAIOIIEECS OKUPEHUE.

3. SBHBIM gmaber, CceKpemuws WHCYJIWMHA CHWKaeTcsa. Hapacranus
MHCYJIMHOPE3UCTEHTHOCTH HET, UMEETCS TUIIEPIIIMKEMUS HATOIIAK.

ITaTorene3 ocii0KHeHU caxapHOro guadera.

OcnoXHEHHUs caxapHOTo auadera BKIYaoT:

-  MAaKpOaHTUIIATUU — MPOTPECCUPYIOUIUM aTEPOCKIEPO3 U Pa3BUTUE
uH(papKTa MUOKapJa, MHCYJIbTA, T1a0ETUYECKOM CTOMbI (TaHIPEHA);

- MUKPOAHTUOTIATHH - PETUHOMATHH, He(pponaTuu, HEMpOTIaTHH.

3ananme Ne2l
[Taumenty A., 63 5er, OpoBeAEH TECT TOJEPAHTHOCTU K TIroKo3e. I[lomydeHsl

CJIEIYIOLIUE PE3yJIbTaThI:

PesyabTaTni I'nmoko3a I'moxo3a (MMoJib/a1) | YpoBenn HbD
(MMOJIB/JT) nocJje HArPy3KH Aic (%)
HATOLIAK yepe3 120 mun

Hopwma <5.5 <7.8 4-5.9

[TamenT 7.8 13.1 7.6

3anaHne: OOCHUTC M3MCHCHUS PC3YJIbTATOB TCCTA TOJICPAHTHOCTHU K TJIHOKO3C U

ypoBeHb Hb A;c y manmeHnTa, cienaite 3aKifoueHuUE.

['MukeMudecKkuii KOHTPOJIb CaXapHOIo AuadeTa OCYIIECTBIISIOT, ONpeaesss
YPOBEHb MNIMKO3WJIUPOBaHHOTO remorioduHa — HbAlc, koTopsiii oOpasyercs B
pe3ynbTaTe HE OMOCPEIOBAHHOTO (epMEHTAMH KOBAJEHTHOTO IPHUCOCTUHEHUS

ocTaTka TIJIIOKO3bl K remMornoOuny B osputporutax. HbAlc obecneunBaet




IJIMKEMUYECKUM KOHTPOJIb HA MPOTSIKEHUM BCEU KU3HU JPUTPOLUTOB, U €r0
YpOBEHBb B T€UEHHUE CYTOK M3MeHsieTcss MuHuManbHo. HbAlc y manuentoB ¢ CJ]

JOJIKCH OCTAaBATbhCA HA YPOBHC MCHCC 7%.

3ananue Ne22
BoapHOM JOCTaBiIeH B peaHUMAIMOHHOE OTACIICHHE B CBS3M C OTpaBICHHUEM

CHOTBOpPHBIMH (OapOuTypaTamm).

[loka3aTeib Pe3yabTar Hopma nadopaTropun
SB 27 MMOJIB/T 20-27 MMonb/m
BB 49 MMOJITB/M 40 - 60 MMOJTH
BE -2.5 MMOJIB/TT +2.3 MMOJIB/TT
pCO, 55 MM pT. CT. 35 - 45 MM pr.CT.
pH 7.25 7.35-7.45
IIpumeuanmue.

SB - ctangapTHbIi OuKapOoOHaT);
BB - cymma Bcex OydhepHbIX OCHOBAHUI;

BE - caBur 0y(depHbIX OCHOBaHUH.

Bomnpocsr:
1. Kakoe HapylIeHne KUCIOTHO-OCHOBHOI'O COCTOSIHUS Pa3BUIIOCH Y O0IBHOI0?

2. [laiiTe 000CHOBaHHOE 3aKJIFOUEHUE CBOETO MPEANOI0KEHHUS.

Kanaccupuxanus napymennii KOC:
Almao3, ajaKanos.
OCHOBHBIC BUJIBI aITU030B, aJIKaJI030B:
* T'a30Bblii (IpIXaTEIBHBIN)
* Hera3osbii:
- METaO0OTUYCCKHH,
- BBLJEIIUTEIIbHBIN — IOYEUHBIN, K€Y I0YHbINA, KAIICYHbIH,
«IIOTOBBIICIUTSIIHLHBIN;
- DK30ICHHBIN.

« CmemaHHbI# (Ta30BbIil ¢ KaKOW-TMO0 Pa3HOBUIHOCTHIO HETa30BOI0).



[To crenenn kommeHcanuu: KoMieHcupoBanusie (pH B mpenenax 7.35 -7.38
s aruaosa, 7.40-7.45 s ankanosza) U IGKOMIIEHCUPOBaHHBIE (opMbl (11
anuao3a 7.34 v HUKe, IS ajnkainosa 7.46 U BBIIIIE).

I'azoBbiii  ammpo3.  XapaktepHo  cHWKeHue  pH,  moBblieHue
ruapokapbonaros, pCO,, H'.
[IpyuunHbBL: aabBEONSIPHAST TUIIOBEHTUJISIUS OOCTPYKTUBHOIO, PECTPUKTHUBHOTO
tunoB mnpu mnaronorusax CBJl (oOmmpHas nHEBMOHMS, SM(U3EMa JETKHX).
MexaHn3Mbl KOMIIEHCALIMU HANPaBJeHbl HA HEUTpAIM3alMIO U yAalleHue U30bITKa
H', o6pasyromerocss npu JMCCOLMALMU YTONbHOM KHCIOTHL Bemymuii oprad
KOMIIEHCAIIUU — MOYKH (YCUJIMBAET KaHAIBIEBYIO peabcopOInio ruapokapOoHaTa
U YCUJIMBAET BbIBEJIeHHE ¢ MO4or H+).
JleueHune:  BOCCTAHOBJEHUE  JIETOYHOM  BEHTWISLMH,  OKCHUIE€HOTEpamus,
UCIOJIb30BaHue HaTpus ruapokapoonata u TPUC-pacTtBopa.

I'azoBbIM ajakajo3. XapakTepHO MOBbIIEHUE pH, CHMXEHUE H*, HCOy5,
pCO,. Bo3HuKaeT n3-3a pa3BUTUSA TMIIEPBEHTUIISLIUN.
MexaHu3M: CHUKEHHE HAIIPSDKEHUS YTIEKHUCIIOTO Ta3a B KPOBHU.
[Ipyuunel: pu nposeaenun UBJI, nopaxennn LITHC.
KoMrieHcanus: KOMIIEHCATOPHBIE PEAKIMM MMEIOT YaCTHUYHBIN XapakTep, TaK Kak
OHU BEIYT K Pa3BUTUIO METaOOIMYECKOTO anuao3a U GpopMHUpyeTcs CMelIaHHas
dbopma pacctpoiictBa KOC.
Jleuenue: BoccraHoBieHue (QyHkMoHansHOro coctostHus CBJl. Hasnauenue
JIXaTEJIbHBIX CMECeN KHCIIOPOJa U YIJIEKUCIIOro rasa.

MeTtabomyeckuii anua03. XapaktepHo cHuwkeHue pH, runpokapOoHaTOB,
pCO,, noBbBIlLICHUE H".
[IpyunHbI: HaAKOIUJIEHHWE W30bITKA HEJIETYYUX KHUCIOT (CONSIHOM, CcepHOH, [3-
OKCHUMACIISIHOM, aleTOyKCyCHOM) M  JIpPYrMX KHCIBIX METa0OJIMTOB MpHU
MHTEHCUBHOM OOpa30BaHUU W HAKOIUICHUU HEJOOKHCIECHHBIX MPOMEKYTOUHBIX
MPOJYKTOB 0OMEHA MPHU TMIIOKCUH, HAPYIICHUSIX KPOBOOOpAIIEeHUS U Ap.

Mertabouueckuii ajnkano3. XapakrepHo noBeimieHue pH, 6ukapboHaToB,

pCO,, u camxenue H'.



Mexanusm: notepu Heneryuux kuciaor (HY) m wmomo K' mpu u36eITOYHOlM
CeKpellMd UX SIHUTENHEM KaHAlbIEB MOYeK, yBenudeHHu peabcopbuuu Na’. B
KIeTKaX pa3BUBaeTcs BHYTPUKIETOYHBIA amuao3 M HakomieHue Na', uyro
IPUBOJUT K TAIIEPTHIPATAIUU KIIETOK.

[puunnel: [lepBUYHBIA/BTOPHYHBIA TUNEPaNbAOCTEPOHN3M (3agepikka Na* u
BeiBefienne K'), runepnaparupeos (camxenne Ca’ u ysenuuenue Na,HPO,).

BoiaenureabHblii auuao3. B pesynbpraTe MaTtogoruv MOYEK, KUIIEYHUKA U
CJIFOHHBIX keue3. [IoBbleHa noTepss OCHOBaHUI M HAKOIUIEHHE KUCIIOT.

BelgenureabHblii  aakajno3. B pesynbrare pacCTpOMCTB  KEJyJIKa,

KHILIEYHUKA, TTOYEK.
[Mpuuunsr: morepu HCl ¢ sxemymouHbIM COKOM (TIpM HEYKPOTHMOW pBOTE),
yBEJIMUEHHON peabcopOuuM ocHoBaHMiI w/mmu cexpemun noHos K', CI, H'
TOYKaMHU, TIpU TUnoBojeMuu (mpoucxomut aktuBaius PAAC, nmpu stom Na’
peabcopbupyercs, K' - Tepsiercs).

IK30reHHbId aumao3. [Ipy NMocTyruieHMM B OpraHW3M HENETYYUX KHUCIOT U
KHUCTIBIX COEIMHEHUH (B TOM 4YHCIIe MUILEBbIX NpoaykToB). [lo mepe pasBurus
MPUCOEIUHAETCS META0OJINYECKU alua03, MPOUCXOAUT MOBPEXKICHUE NEYSHH U
MOYeK, alua03 ycyryosasercs. MexaHM3Mbl KOMIIEHCAI[MM HaIlpaBJ€Hbl Ha
HeHTpanu3anuio u ynanesue u3ositka H'.

JDK30reHHbIH  aakajgo3. Ilpy TOBBILIEHHOM MOCTYIUIEHHMM  W30BbITKA
OukapOOHATOB, MO0 APYTUX OCHOBAHUHN B TEUECHHE KOPOTKOI'O BPEMEHH, a TAKKe
CHW)KEHHUS! BBIBEJICHUS HMX M3 OpraHm3ma. BO3MOXHO THpH KOPPEKIUU KETo-,
JaKTaTauua03a; y 0onbHbIX ¢ b jkenynka npuHUMAarOUIMX MET0YHbIE pACTBOPBI.
MexaHn3Mbl KOMIIEHCAIIMU — HEUTpalu3alus U ynajeHue u30biTka OuKkapOOHATOB
Y IpyTUX OCHOBAHUM B OPraHU3ME.

CMmemiannblii Tun. [lpy KOMOMHAIMM Ta30BBIX M HETA30BBIX AallMJI030B U

ankano3oB. Hanmpumep, npu 3xcTpeManbHbIX COCTOSHUSX.



3aganue Ne23
bonbHOW nocTaBieH B KIMHUKY C JauarHo3oM «Caxapubiii nuabet». OneHute

nokazareau KOC.

[loxa3aresb Pe3yabTart Hopma sadboparopuu
SB 18 MMoB/M 20-27 MmMonb/m
BB 38 MMoB/N 40 - 60 mMoITB/1T
pCO; 35 MM pT. CT. 35 - 45 MM pT.CT.
pH 7.34 7.35-7.45
KeToHOBBIE TElla KPOBH 7.3 MMOJIB/ 1T 1.7 mmomB/1
IIpumeuanmue.

SB - crangapTHbIi OMkapOoOHaT);

BB - cymma Bcex OydepHbIX OCHOBaHUM

Bonpocsbr:
1. Kakoe HapyImieHrne KUCIOTHO-OCHOBHOTO COCTOSIHUS Pa3BUIIOCH Y OOJIBHOTO?

2. ,Z[aﬁTe 000CHOBAHHOE 3aKJIIOUEHHUE CBOETO IMPCAIIOJIOKCHHUA.

«OcHoBHbIe OKa3aTeau KOC:
. pH xpoBu. B nHopme pH aprepuanbnoii kpoBu 7.42, a BeHo3HOI 7.35.
. pCO, — BenWYMHA HANPSKEHUS YTJIEKHUCIOro ra3a B KpPOBH, OTPAXKAET
WHTEHCUBHOCTh BHYTPEHHEro JbIXaHUs W (QyHKUHMOHaibHOE cocTosiHue CB/I.
OTtpaxaeTr pa3zBUTHE KOMIIEHCATOPHBIX peakunil npu otkioHeHusx KOC, a takxke
pacctpoiictea CBJI. B HOop™me 4.5-6.0kI]1a.
. BB (Buffer Base) — Benuunna OydepHbIX OCHOBaHUI KalMUIIPHON KPOBH,
XapaKTepHU3yeT MOITHOCTh Oy(hepHBIX cucTeM KpoBu. B HOpMe 44 - 52MMOIb/T1.
. BE (Base Excess) — Benuuuna casura OydepHbix ocHoBaHuii. Hopma B
cpeaHeM £2,5 MMOJIB/J.
. Otpumnatenbaple 3HaueHus BE cBumerenscTByroT 1160 00 U30BITKE B
OpraHU3M€ HEJETYYUuX KHCJIOT, JMOO O HEJOCTaTKE OCHOBAaHUW, a TaKXe O

HGO6XOI{I/IMOCTI/I BBCACHHUA B OPIraHM3M 3KBHUBAJICHTHOI'O KOJIMYCCTBA OCHOBAHMUH.



. [TonoxutenpHbie 3HaueHUs: BE cBuaeTenbcTBYOT OO O HEOOCTATKe
HEJIETy4YUX KHUCIIOT, 100 00 M30BITKE OCHOBAaHMIA, a TakKe O HEOOXOAMMOCTH
BBEJICHUSI KUCJIBIX COCIMHEHU.

. SB (Standart Bicarbonate) — BenmnunHa cTaHmapTHOTO OMKapOOHATA TUIA3MBI
KPOBH, OTpaxaromas KOHLEHTPAIMI0 TUAPOKAPOOHATOB, OMNPEIEICHHYIO B
cTaHaapTHeIX ycnoBusx. Hopma 20-27 mmons/n. Otpaxaer (kak u BB u BE)
(YHKIIMOHATFHOE COCTOSIHME METa0OJMYECKUX MPOIIECCOB, OTBETCTBEHHBIX 3a
perymsiuto - KOC. Ilpu BO3HUKHOBEHHWH JbIXaTE€JIbHOW HEIOCTATOYHOCTH
OTKJIOHEHHSI BEIUYMHBI SB 00BIYHO CBUAECTETBCTBYIOT O KOMIIEHCATOPHBIX

CABUTaxX IIPOLECCCOB MeTa00I3Ma.



PA3JEJI 4. TATIOBBIE ®OPMbI HAPYIIIEHUS DHJIOKPUHHOM

CUCTEMBI
3ananme Ne24
OHO naumenta:  E
Moa:  KEHCKH
Jlara poanenns: 14/01/1981  Moanbixaer: 41 Pedepencuas rpynna: Ken.
Zakazunk: 70452.000 "Jloktop Bepa" Ne 3akasa: 9520485
Hecaepoanne I Pesyabrar ‘ Enunnust { Pedepencublii uurepsan
JHJAOKPUHOJIOT U (rpynna Nel)
Buomatepuan: CbiBopoTka KpoBH Jlara perncrpaunn 3asBkn:  JlaTa nocrymieHns B 1a00paTopuio:
18/10/2022 09:45 18/10/2022 11:56
Ananumuuecxas cucmema: Asmosamusuposannas mooyavnas niamgpopma Roche Cobas 6000 ¢ unnmynoxumuveckum mooyaem e601, Roche Diagnostics,
Ulseiyapus
A09.05.063 Heenedosanue yposus ceoboonozo mupokcuna (CT4) coieopomku kposu
T4 cBoGozmblif 0.68 HI/2u1 0.89-1.52
A09.05.061 Heenedosanue yposus ceobodnozo mputioomuponuna (CT3) & kposu
T3 cBoGoHbI 242, mr/m1 243-398
Tupeoznobynun
peo 5.1 uEx 04-4
A12.06.045 Onpedenerue codepoicarus awmumen k mupeo2iodymuny & Kpoeu
Anurena k Tupeornobymimy (antu-17) 425 ME/mi <411
3anaHI/Ie: AaThb 3aKIIFOYCHHUEC 110 aHAJIIN3Y, 000CHOBATb.
AYTOMMMYHHBIII THUINOTHPE03 — THpeouaAUuT XammmoTo. I[latonorus

BO3HHMKAET IIpM HAPYIIEHWM TOJICPAHTHOCTH K AayTOAHTUI€HaM LIMTOBUIHON
xKene3bl B pe3ysibrare c00si B paboTe pEryisTOpHbIX T-KJIETOK WU TpH
HENOCPEJICTBEHHOM  KOHTAakTe€ C OOBIYHO H30JMPOBAHHBIMU  AHTUT€HAMU
IIUTOBUIHOM  3keyie3bl. (OOHApy)XMBAIOTCA UUPKYJIUPYIOIIUME ayTOaHTHUTENA,
BKJIFOYAS AHTUMUKPOCOMAJIbHBIE, AHTUTUPEOUINIEPOKCUAAZHBIE U
aHTUTHUPEOTIOO0YIMHOBBIE, a IIUTOBUAHAS jKelie3a OObIYHO yBEJIMUYEHA B pa3Mepax
- 300. IIpoucxomuT mporpeccupyrouiee yMEHbIIEHHE KOJUYeCTBa THUPEOIUTOB
BCJICJCTBUE allONTO3a, a TAK)KE 3aMEUICHUE NapeHXHWMbl LIUTOBUIAHOW JKEJIE3bl
MH(OUIBTPATOM M3 MOHOHYKJICAPHBIX KJIETOK U (GUOpo3HON TKaHU. ['mbenb KieTok
HIUTOBUIHOM KeJe3bl MPOUCXOAUT U3-3a BO3ACUCTBUS HUTOTOKCHUECKUX T-KIIETOK
CD8+ Ha TupeouuTsr; U3-3a BO3JCHCTBUS IUTOKHMHOB MpH aktuBanuu Thl-kmetok
U BBIPAa0OTKM HMHU MPOBOCHAIUTENBHBIX LUTOKUHOB, HampuMmep HHTepdepoHa

(INF) y, 9To mpuBOAMT K aKTUBAIMK MaKpO(aroB W MOBPEKACHUIO (DOIIIUKYIIOB.



Taxxe IIPOUCXOJUT AHTUTEII0-3aBUCUMAs KJIETOYHO-OIOCPEIOBAHHAS
LUTOTOKCUYHOCTB, KOTOPAsl COINPOBOXKIACTCA CBSI3BIBAHUEM AHTUTUPEOUIHBIX
aHTUTEN (AHTUTUPEOTIO0YINHOBBIX U AHTUTUPEOUATIEPOKCUIA3HBIX ).

[Ipn kimaccuueckoM TeUeHUH 3a00JeBaHUs THUIOTHUPEO3 pPa3BUBACTCS
IIOCTENIEHHO. B psne ciydaeB eMy MpeanecTByeT TPaH3UTOPHBIM THPEOTOKCUKO3,
BBI3BaHHBIN pa3pylIeHUEM (OJUIMKYJIOB IIUTOBUIHOM JK€JIE3bl C BEICBOOOXKIEHUEM
TUPEOUIHBIX TOPMOHOB. Bo Bpems 3Toi (pa3pl MOBBHIMIAIOTCS YPOBHH CBOOOIHBIX
T4 u T3, a HakoMIeHHE paIMOAaKTUBHOTO Monaa u ypoBeHb TTI' cHmxkarorca. [Ipu
runiotupeo3de ypoBHM T4 w T3 pe3ko CHMXKAKOTCH, YTO CONPOBOKIACTCS
KOMIIEHCATOPHBIM MOBbIIeHHEM ypoBHA TTI'. Jlnma ¢ tupeonaurom XammmoTo

MMECIOT MOBBIIIICHHbBIN PUCK pa3BUTHA APYTHX aYTOUMMMYHHBIX MaTOJIOTHH.



3aganue Ne25
[Tanpentke C., 39 ner, ¢ amarHozoM Ol (3HAOTEHHBIM TUIEPKOPTULIA3ZM)

Ha3HA4YCHO UCCICIOBAHHUC YPOBHA 'OPMOHOB.

HccaenoBanue Pesyabrar | Exmannsl | Hopma
Jaboparopum

YpoBeHb cBoOoaHoro | 24.0 HMOJIB/JI 2.7-17.8

KOpTH30Ja B 00paslie CIFOHBI

(Bpems B3stTHs TpoObI 23:00)

KopTuzon chIBOpOoTKH KpoBH B | 675 HMOJIB/JT <650

YTPEHHHE Yachl - Majlasg npooda

C JIEKCAMETa30HOM

Koptuzon ceiBOpoTKH KpoBU B | 675 HMOJIB/TT <650

YTPECHHHE YaChI

Yposens AKTI B yrpennue | 123 nr/mi <80

qachl

YpoBeHb AKTT nocie | 185 nr/mi YBemnuenune ot 35%

BBEJICHUSI ~ KOPTUKOTPOITHOTO Y BBIIIIE

puIM3UHT-haKkTopa

CTr CHIDKEH HT/MJI <10 °Hr/™mM7a

TTT 0.3 MEn/n 04-4

oOCT 3.1 MME/mn dosukynspHas ¢asa
3.5-125

JT 2.4 MEJl/mn donmnukynspHas (asza
1-14

Ipumeyanmue:

- ONpEJeNIeHue YPOBHsSI CBOOOJHOTO KOPTHU30Ja B 00paslie CIIOHBI, COOpaHHOM
nanueHToM B 23:00 (oTpakaeT HapylIeHUEe UPKATHOCTH MPOIYKIIUH KOPTU30J1a);
- manas po0a ¢ nekcametazonoMm (MIIJI): uccrnenoBanue KOpTU301a B CHIBOPOTKE
KpOBHU yTpoM mnocie npuema 1 mr gexcamerasona B 23:00 (oTpaxkaeT coxpaHeHUE
oOpaTHOM OTPHUIATENILHONW CBSI3U Y 3/IOPOBBIX JIFOJCH: TOJABICHUE CEKPEINH
AKTT' u, COOTBETCTBEHHO, KOPTH30Jla B OTBET Ha BBEICHUE DK30TCHHBIX
TIIFOKOKOPTUKOU/IOB);

- mpoba ¢ KPI' (KOPTUKOTPOIHBIN PHIM3UHT TOPMOH): mpu Oone3nu HieHko-
npu AKTT -

Kymunra yposenb AKTI' mnossimaercss Ha 50% u  Ooiee;

9KTOIMMPOBAHHOM CHHAPOME IMPAKTHYCCKHN HEC MCHSCTCA.

3auaHHe: JAaThb 3aKIIIOYCHHUC 110 aHAINU3Y, 00OCHOBATb.




Bojae3ns Unenko-Kymunra. Yeennuenue cexperuu AKTI runoduszom u
YBEJIIMYCHUE COJEPKAHUS TIIOKOKOPTHUKOMIOB B KpoBU. [lpu dopmupoBanuu
aneHoMbl Tunoduza, BeipadaThiBatonieii [IOMK pa3BuBaercss IBYXCTOPOHHSS
TUIEPIUIa3usl HAJAIOYEYHUKOB M YBEIIMYMBAETCS CEKpPEUUs TOPMOHOB KOpBI
HagnoueyHukoB. bonesnp Unenko-Kymmnara — pesynbrar myrtanuu G-Oenka B
aneHokopTukoTpodax. (G-0elnok JOJbIIE OCTaeTcss B CTUMYJIHPOBAHHOM
COCTOSIHUM, Pearupys Ha HECYIIECTBYOIINN CUTHAIL.

Cunagpom Nuenko-Kymmura. AKTI-He3aBucumoe n3menenue. Pesynprar
TOPMOHAJIBHO AKTHBHBIX OIyXOJIeHd M3 KJIETOK KOpPbl HAANOYEYHUKOB. BapuaHThI
OIYXOJIEM: TIIFOKOCTEPOMA, TIIFOKOAHIPOCTEPOMA.

[IposiBieHUS TUIIEPKOPTULU3MA:

* Bropuunoe oxupeHnue.

* AprepranibHas TUIEPTEH3HUS.

e T'uneprimkemus.

* Hapymenus BOO (oTeku, MeTabOIUYeCKUi ajaKaao3, MbIlIedHas C1aboCTh).

e CocyaucTsle pUCYHKH Ha KOX€ (3BE3MOYKH PO30BOTO HWJIM CHHEBATOIO
npeta). [IurMeHTanus Ha Koxe.

* Ocreonopos.

e UNJC BrOpnuHBIE.

e  CuUMNTOMBI BUPUIIM3ALUH Y KEHIIUH. AMEHOpEs! Y )KEHIIMH.

* CnaGocTh MBIIIII, OOJIM B MBIIIIAX U B CyCTaBax.

¢ DMOLMOHAJBHBIE PACCTPONCTBA U U3MEHEHUSI CO3HAHU.

e  @DOpMHPOBAaHNE CTEPOUHBIX S3B KETYIKA.

INonagorpomnusie (JIN-poayrupyromnme u GCI-npoaynupyromye) aaeHOMbI
runodusa CJI0KHO JMATHOCTHUPOBATH, MOCKOJIBKY OHHM CEKPETHPYIOT TOPMOHBI
JUCKPETHO U B HEOOJBIINX KOJIMYECTBAX.

Tupeorponnbsie (npoayuupytomue TTI) aneHOMBl SBISAIOTCS  PEAKO

BCTpeuaroumucs oopasosanusimu (1% Bcex ageHoM runodusza).



3aganue Ne26

ITammuenTtka B., 25 mer.

HUccaenoBanue Pesyabrar | Exunnust | Hopma
Jaboparopun

Yposeub AKTI  (yrpennue | 60 /Mt <80

4achl)

CTr 20 HI/MJT <10 Hr/™M7I

TTI 3.1 MEn/n 04-4.0

JITT (mponakTuH) 220 MKME/mMnn | 102-496

oCTI’ 7.3 MME/mn donmukysspHas ¢aza
3.5-12.5

Jr 9.0 MEJl/Mn domnmukynspHas dasza
1.0-14.0

3ananue: AaThb 3aKIIFOYCHHUC 110 aHAJIN3Y, 000CHOBATb.

Anenoma runoduza — camas 4YacTtag NpUYMHA TUMNCPIUTYUTApU3MA
(pynxuumonupytomas, HepyHKIHOHUpPYIomas). KpynHble aneHombl THnodusa,
O0COOCHHO HE(YHKIMOHUPYIOLIME, MOTYT BBI3BIBATH TUNONUTYUTapu3M. K
MUKPOAJICHOMaM OTHOCSIT OMYyXOJH, pa3Mep KOTOphIX He mpeBbimaer 1 cm. K
MaKkpoaJeHOMaM OTHOCAT OITyXOJH, pa3Mep KOTopbix Ooibiie 1 cm. Metomamu
MOJIEKYJISIPHO-TCHETUYECKUX  UCCIENOBAHUM  BBISIBIEH Pl TEHETUYECKUX
HapyIIEeHUH, CBS3aHHBIX C ajgeHomamu runopuza. CaMbIMU H3y4YCHHBIMU
MOJIEKYJISIPHBIMU HapyIICHUSIMU MPU aJIeHOMax rumnodusa spisitoress myTtanuu G-
Oenka. G-0eoK UrpaeT OCHOBHYIO POJIb B MPEOOpa30BaHUM U TIepeaade CUTHAIOB
OT MOBEPXHOCTHBIX KJIETOYHBIX peunentopoB CTPIT - comaToTponuH-pUIU3UHT-
ropmona, TTI' - TupeorponHoro ropmona uiu IITI" — napatupeoniHOro ropmoHa
K BHYTPHUKJICTOUHBIM d(]dexropam (Hampumep, aJcHWIATIMKIA3e). 3areM
3¢ (HEeKTOphl TEHEPUPYIOT BTOPUYHBIE MECCEHKEPbI, B YACTHOCTU ITUKIUYCCKUN
aaeHosuHMoHodochar (HAMD). HnentudunupoBaHo 4 Kay3adbHBIX T€Ha,
CBS3aHHBIX C HacleacTBeHHbIMU aneHomamu Ttunodusza: MEN1, CDKNI1B,
PRKAR1A u AlP.

30% Bcex KIMHMYECKH 3HAYMMBIX aJ€HOM THUNo(du3a COCTaBISAIOT

IMPOJIAKTUHOMBI. HpOJIaKTI/IHeMI/IH (HOBBII_HGHI/IG KOHOCHTPAIWH IIPOJIAKTUHA B




CBIBOPOTKE KPOBHM) BBI3BIBACT aMEHOPEI, TaJlAKTOPEI0, CHUKEHUE IUOUI0 |
oecrioaue.

Onyxomnu, mpoayuupyoomme comatorponHbii ropmon (CTI), sBastoTcs
BTOPBIM I10 YaCTOTE TUIIOM (PYHKITMOHHPYIONUX ajaeHOM rumnodusa. [loBsimeHue
ypoBHst CTI' ctumynupyet cekpernuto B nedeHu IGF-1, uto u oOycioBnuBaer
KJIIMHAYECKUE TIpOsiBICHHUs 3abosneBaHusd. Eciu comatoTpomHas —ajieHoOMa
pa3BuBaeTCs y peOeHKa 10 MOMEHTA 3aKPBITHS 30H pOCTa B AMHU(PHU3aX TPyOUaThIX
koctel, Boicokuit ypoBeHb CTI' u IGF-1 mpuBomut x rurantusmy. ['urantuzm
XapakTepu3yeTcs: OOIMM YBEIMYECHUEM pa3MEpPOB Tejla U HEMPONOPIHMOHAIBHO
JIMHHBIMU KOHEUYHOCTSAMH. Eciin ypoBenb CTI' moBbImaeTcst mociie 3akpbITUST 30H
pocTa, pa3BuBaercs akpoMeranus. [Ipu 3TOM COCTOSSHUM OCOOEHHO BBIPAKEHBI
POCT KJIETOK KOXXHM M MSITKHAX TKAHEW, YBEIUUYECHHE PAa3MEPOB BHYTPEHHUX OPTraHOB
(IIUTOBUHOM >KEJe3bl, Cepjla, MEUYeHU W HAANOYEYHUKOB), a TaKXKe KOCTEH
JULEBOIO0 4Yeperna, KUCTeM U CTOIl. [WraHTU3M TakKe CONPOBOXKIACTCA

IpU3HAaKaMHu aKpOMETraInuu.

3aganue Ne27

ITammuenTka O., 35 JeT.

HUccaenoBanue Pesyabrar | Exmannsr | Hopma
JadopaTopum

Yposenr AKTI'  (yrpennue | 130 /M <80

4achl)

Koptuzon 22 HMOJIB/JT <650

CTr 9 HT/MJT < 10 °Hr/™Mn

TTT 3.5 MEn/n 04-4.0

JITT (mponakTuH) 280 MKME/mn | 102-496

oCTI’ 7.5 MME/mn domnukynapHas (asza
3.5-12.5

Jr 10.0 MEJl/Mn domnukynapHas (asza
1.0-14.0

3azlalme: AaThb 3aKIIIOYCHHUC 110 aHAJINU3Y, 000CHOBATb.

ITaToJiorusi HaANMOYEYHNUKOB.
B  kope  HanmoueyHHMKOB  00pa3ylOTCS  CTEPOMIHBIE  TOPMOHBI:

TIFOKOKOPTHUKOCTEPOU b (rmaBHBIM obOpazom KOPTHU30J1);




MUHEPAJTOKOPTUKOCTEPOUIbI, CAMBIM BaKHBIM U3 KOTOPBIX SIBJIIETCS AJIbJOCTEPOH;
MIOJIOBBIE TOPMOHBI (3CTPOTEHBI U AHIPOTEHBI).

Mo3roBoe BeIIECTBO HAJIOYEYHUKA COCTOUT U3 XpOMa(PUHHBIX KIETOK,
KOTOPBIE CUHTE3UPYIOT U CEKPETUPYIOT KATEXOJIAMUHBI.

Cunapom  HMuenko-KymmHra — nepBuuyHas — TUIEpIUIa3us  KOPBI
nHaanoyeunukoB (AKTI meszaBucumas). PasBuBaetcs peako B cpaBHennu ¢ AKTI -
3aBucuMoil (opmoit. IlposiBneHuss Moryt ObITHh BbIpaXe€Hbl MUHHMAajibHO. Ha
PaHHUX CTaAMSAX Pa3BUBACTCS apTepUalbHas TMIEPTEH3US, YBEIUYCHUE MACChI
Tena. 3aTeM MOSBISIOTCS Oojee XapaKTepHbIE MPU3HAKA B BHUAE H30BITOYHOIO
OTJIOKEHMSI JKUPOBOM TKaHM MO LEHTPaJbHOMY THIIYy: JYHOOOpa3zHOE€ JHI0 U
CKOIUIEHHE >XHpa Ha 3aJHEl MNOBEPXHOCTU WIEM M CIHMHE - «rop0 Ou3oHa».
PazBuBaercs BTOpuuHBIM CJI. [lOCKONBKY TJIFOKOKOPTUKOCTEPOUBI 00JIaAaroT
UMMYHOCYIIPECCUBHBIM  JIEHCTBHEM, TOBBIIIEH PHUCK pa3BUTUS  Pa3IMYHBIX
uHDEKIu.

['unepanbaoCTEpOHU3M — TUINEPCEKpEelUsi WM HapyuieHue oOMeHa
aJIbJI0CTEPOHA.

@opMBI — NEPBUYHBIN U BTOPUYHBIN.

* IlepBu4HBIN runepaabA0CTePOHU3M — cHHAPOM KoHHa.
[Tpuunna — anpaecTepomMa KOpbl HAANOYEYHUKOB, KOTOpas BbIpaOaThbIBaeT
MUHEPaJTOKOPTUKOUIbI B ABTOHOMHOM PEKUME.
[IposiBneHus:: yBEeTUYEHHE albJOCTEpOHA B KPOBH, IOJABICHHE AKTUBHOCTU
PEHHH-aHTMOTEH3UHOBOM CHCTEMBI, YBETUUYEHHE peabcopOLry HAaTpHsl U Kajaus B
MOoYKax, THUIEPOCMHUS, apTepuaigbHas TUNEpPTeH3us (IVIABHBIM  CHUMIITOM),
runieptpoduss  cepama.  JlMarHo3  «HEpBUYHBIA  TUIEPATbIOCTEPOHU3M
NOATBEPKAAIOT MOBBIIICHHBIM OTHOUIEHUEM KOHUEHTPALMH ajbJOCTEpOHA B
11a3Me KpOBU K KOHIIGHTPALMK PEHUHA B TJ1a3Me KPOBHU.

*  Bropu4HbIil runepaabA0CTEPOHU3M.
[Tpuuunsel: npu coctostausix ¢ ymenbiieHuem OLK w/unu AJl. AxkTuBanus peHuH-

QHTMOTEH3MHOBOW CUCTEMBI U YBCIIMYCHUC ITPOAYKIHH aJIbJJOCTCPOHA. Otiauume ot



NEePBUYHON (GOpMBI — POPMUPOBAHUE CUCTEMHBIX OTEKOB U a0COIOTHBIN M30BITOK
HaTpHsl.

I'mnepnponykumsa KA MO3roBBIM  BEIIECTBOM  HAJIIOYECYHUKOB
(runepkarexonamuHemusi). IlpuuriHa — TOpMOHOOOpa3ymoUIME OMyXOdUu —
(deoxpoMonToMa U JIp.

I'unogyHKIHOHAJIBHBbIE COCTOSIHUS HAAMOYEYHUKOB. [ MIIOKOPTHIIU3M —
HEJAOCTaTOYHAas  MNPOAYKUUS  W/uUiad  3PQPEKTUBHOCTH  TOPMOHOB  KOPBI
HAJIIOYECYHUKOB.

TorasbHble U apUUAJBbLHbIE (POPMBI.

ToTanbHBI TUMOKOPTUIIM3M MOXKET OBbITh NEPBUYHBIM (pa3pylIEHUE WIH
JUCPYHKIUS KOpPbl HAJAINOYEYHWKOB) M BTOPUYHBIM (ATPOTEHHBIH, OIyXOJIH
rUnoTajlaMuueckue u runodusapusie ¢ HapymeHuem npoaykiuu CRH u AKTT).

Haubonbiiee KIMHUYECKOE 3HAUYCHUE UMEIOT CIIEAYIOIIHE (POPMBIL:

BoJiesns Agaucona.
Haanoye4yHMKOBbIN KPHU3.
I'mmoasabaocTepoHu3M.
BoJsiesnb AIMCOHA — MEPBUYHBIA TMIOKOPTULIM3M (MIEPBUYHAS XPOHUUYECKAs

HEJI0OCTaTOYHOCTh (PYHKITMI KOpbI HaAMOYeYHUKOB). ToTanpHas ¢hopma.

- AyToamiepruyueckas IpUpoIa 3TOMU IIaTOJIOTUMU. PazBuBaercs
MMMYHOIIATOJIOTUYECKOE BOCHAIICHUE B HAANOYEYHUKAX — AyTOMMMYHHBIN
aJpEHAJINT.

- ndexunonnas npupoja — MHPEKIHOHHBIE aIpEHAIUTHI (IIpU TYOEepKyJie3e KOphI
HaJmo4e4yHuKoB — 20% ciydaeB).
[TaTorenes: Oosie3ub AanrucoHa oOycioBieHa 1eQUIHUTOM KOPTUKOCTEPOUIOB MPU

n360biTke [IOMK 1 ero nepuBaToB.



3aganue Ne28

®HUO manuenta: 5.0.J1.

[Ton/Bo3pact : myxk / 08.05.1979 (43 rona)

Jla6.moMep: 008241/23

Hara/Bpems : peructpanuu 25.01.23 07:50
cnaum ananuza 28.01.23 17:13
BbInmosiHeHus 28.01.23 17:13

I'opmoHanbHBIE HCC/IEIOBAHUSA
MeTtoa: HMMYHO(EpMEHTHBIN

HccaenoBanue PesyabTar Hopma snadoparopuu En.u3m.

Tupeotponssiii  ropmoH | 0.2 0.4-4.0 MKMe/min

(TTI)

T; 5.08 0.62-3.23 HMOJIB/JI

T, 179 71-142  (xen.) 59-135 | HmMonb/n
(My>x.)

cB. T; 12-64 TIMOJIB/JT

cB. T, 10.0 -25.0 IIMOJIB/JI

AHTuTena K peuenropam | 1.5 OtpunarensHo: 1.00 En/n

TTI (AT x-pTTT) Comautensho: 1.1-1.5
[TonoxwutensHo: 1.5

3ananue: AaThb 3aKIIFOYCHHUEC 110 aHAJIIN3Y, 000CHOBATb.

I'mneprupeos. Ilepsuunbnii — mnartosorus IIDK. PaszButme BTOpMYHOrO
runepTupeo3a  OoOyCIOBIEHO  MAaTOJIOTMYECKMMM  IpOLiecCaMHu,  KOTOpbIE
NPOUCXOAST BHE UIMTOBHIHOM KEJe3bl, HANMpUMEp, NpPHU HATUYUU OIYXOJIH,
BbIpabateiBatomeid TTI, B runoguse.

YacTsle TPUYUHBI THPEOTOKCUKO3A!

- nuddy3Has runepruiazus MUTOBUIHON Kee3bl, aCCOLMUPOBAHHAS C OOJIE3HbIO
['peiica (85% HaOmroaeHNN);

- runiepyHKIUOHAIBHBIM MHOTOY3JI0BOH 300;

- runepyHKINOHAIbHAS aJICHOMA IIIUTOBUIHOM JKEJIe3bl.

Knunnueckne mnposiBnenusa. V3MeHeHuss B OpraHusMe OOYCIIOBJICHBI
TUNEPMETA00IMUYECKMM  COCTOSSHUEM B Pe3yJibTare M30bITKA THUPEOUTHBIX
TOPMOHOB M TOBBILIEHUS AKTHBHOCTH CHMIATHYECKOM HEPBHOM CHCTEMBI.
ITpoucxoauT MOBBILIEHNE UHTEHCUBHOCTH OCHOBHOI'O 0OMeHa. KokHble MOKPOBbI

Yy MDaoueHTOB I[p}I6J'II>I€, TCIUIBIE W KPACHOBATLIC BCJIICACTBHUEC YBCINYCHHOI'O




KPOBOTOKa Y JWIAaTallid MEepUPEPUYECKUX COCYAOB H3-3a MOBBIIICHHON
TermooTaayd. OTMe4aeTcsl HENEPEHOCUMOCTh BBICOKUX TEMIIEPATyp, YCUIMBAETCS
IIPOLIECC TOTOOTHEICHUA. XapakTepHa IOTEps MaccChl Tejla, HECMOTpsA Ha
IIOBBIIEHHBIN anmeTuT. VI3MEHEeHUs: CO CTOPOHBI CEPACYHO-COCYAUCTON CUCTEMBI.
VY aui ¢ TMIepTUPEO30M UMEET MECTO TaXUKap/Aus, YCWIEHHOE cepAueOueHne u
KapaIuoMerainus, apuTMUU. MOXeT pa3BUTbCA XpOHUYECKas cepaeyHas
HEJOCTAaTOYHOCTh, OCOOCHHO y MOXKWJIBIX JIMIl Ha (POHE XPOHUYECKOW OOJIe3HU
cepaua. HapymieHus HEpBHO-MBIIEYHOM CHUCTEMBI BKIIOYAIOT TPEMOpP H3-3a
BBICOKOW aKTMBHOCTH CHUMITATUYECKOM HEPBHOM CHUCTEMBI, 4 TAKXKE XapaKTEPHBIMH
SBJIAIOTCSL TUIIEPAKTUBHOCTD, IMOLIMOHAbHAS JTAOMIBHOCTh, TPEBOT'A, HAPYILICHHUS
KOHIIEHTpAllUl BHUMAaHMsI, OECCOHHUIA. Y MAlMEHTOB OTMEUYAIOTCS MPUCTAIbHBIN
HEMWIAIOIIMK B3IV, UM IIUPOKO OTKPBITBIE TJla3a BCIEICTBUE CHUMIIATUYECKOU
TUIIEPCTUMYJISILIUM MBILIIBI, TOAHUMAIOIIEH BepxHee Beko. OdrampMonarus npu
Oonesnu I'peliBca HPUBOIUT K SK30pTalbMy (QaHOMAJIbHOMY BBIISTYUBAHUIO
rJ1Ia3HOro sI0JI0Ka), MPU 3TOM MBIl IJIa3HOTro s010Ka yacto ocnabieHsl. Co
croposl JKKT HapymieHusi cBsi3aHbl C  CHUMIIATUYECKOW THIEPCTUMYJIALMEH
CTEHKM KHUIIEYHMKA, YTO INPHUBOJUT K YCHJICHHIO INEPHUCTAIBTUKH, HAPYIICHHIO
abcopOuuu u auapee. llpoucxoaut yBennyeHHE MEYEHH BCIEACTBHE MKUPOBBIX
WU3MEHEHHU TelaToLUTOB.

Onpenenenne koHueHtpauu TTIT B CBIBOPOTKE KPOBU — €IWHCTBEHHBIN
3¢ (EeKTUBHBIN CKPUHUHTOBBIA TECT Ha TUIIEPTUPEO3, TAK KaK KOHIIEHTPALIMSI 3TOTO
rOpPMOHa CHIKAETCS J1a’ke Ha CaMbIX PAaHHUX CTaaMsIX 3a00JeBaHUs, KOT/Ja OHO
nporekaeT cyOknuHuyeckd. Huskas konuentpamuss TTIT B ChIBOpOTKE OOBIYHO
CONPOBOXK/IA€TCS MOBBIIIEHUEM B CBIBOPOTKE KOHUEHTpauu T4.

Tepanus.  B-OnokaTopel  AJiE  KOHTPOJISI  CUMIITOMOB,  BBI3BAHHBIX
IIOBBILIEHHBIM ~ QIPEHEPrUYECKUM TOHYCOM, THMOHAMUJ — U1 IIOAABJICHUS
CHUHTE3a HOBBIX TOPMOHOB, PacTBOP M01a — I MOJABJICHUS CEKPELIMA TOPMOHOB
IIUTOBUIHOM  JKeNle3bl M JICKAPCTBEHHbIE  CPEACTBA,  MHIHOUpYHOLIUE

npeobpaszoBanue T4 B T3.



JMuddy3ubiii  Tokcuveckuit 300 (T3, OazemoBa 0o01e3Hb, 00J€3HDB
I'peiiBca). Camasi yacTasi MpUYMHA 3HAOTEHHOTO THIEPTUPEO3a. AYTOMMMYHHOE
3a0oneBanue. ['enernueckue (HhakToOpbl UTPAIOT BAXKHYIO POJIb B pa3BUTUU OO0JIE3HU
I'peiiBca. Xapakrepusyercs HaApPyLIEHUEM TOJEPAHTHOCTH K TUPEOUIHBIM
ayTOaHTUI€HaM, B TIIepByrO ouepeab K peuentopy TTI. B pesynbrare
BbIPA0ATHIBAIOTCS CIICAYIOIINE ayTOaHTUTENA:

1. TUPEOUACTUMYIUPYIOMUNA UMMYHOTJIOO0YIHH. DTO Kiacc G aHTUTEN, KOTOpPbIE
cBsa3biBatoTca ¢ peuentopom TTIT u umutupyror ero sdextel. B pesynbrare
IIPOUCXOJNT CTUMYJISLMS aJCHUWIATIUKIIA3bl, YTO B UTOTE YBEJIMYHUBACT CUHTE3 U
BBIICJICHUE TUPEOUIHBIX TOPMOHOB;

2. MMMYHOIJIOOYJIMH, CTUMYJMPYIOIIMKA POCT IIUTOBUAHOM 3JKENIE3bl 3a CUEeT
BIUSHUA Ha mposindepannio (HOUTUKYISIPHOTO SMUTENHS HIUTOBUIHON JKEJE3bl.
Hanubii Ig, Taxke gerictByromui Ha peuentop TTT;

3. unrubupyomue TTT-cBa3piBarolme UMMYHOTTIOOYIMHBL. J[aHHBIE aHTHUTENA
HanpasieHbl TpoTuB peuentopa TTI u mpensITCTBYIOT aeKBATHOMY CBS3bIBAaHUIO
TTI ¢ peuenTopoM 3MUTETUAIBHBIX KJIETOK KEJE3bI.

NudunbrpaTuBHas o TanbMonaTus. O06bem peTpoopOUTaIbLHOM
COEIMHUTENbHOM TKAaHU U MBILII] TJIa3HOTO sI0JI0Ka YBEIMUMBAETCS B PE3yJIbTaTe:

- CYIIECTBEHHOM HWHQUIBTPALMU PETPOOPOUTATIBHOIO IMPOCTPAHCTBA
MOHOHYKJIEAPHBIMH KJIETKaMU, B OCHOBHOM T-mumponuramu;

- BOCHAJIUTEJIBHOIO OTE€KA U HAOyXaHMs MBIIIII TJIa3HOTO S0JI0Ka;

- HAaKOIUIEHUS KOMIIOHEHTOB BHEKJIETOYHOIO BEIIECTBA, HAIpUMEpP
rUAPOPUIBHBIX  TJIMKO3aMHHOTJIMKAHOB THAJypOHOBOM  KHUCJIOTBI M
XOHJIPOUTHHCYIIh(ATA;

- YBEJIMUCHHUS KOJIMYECTBA aIUMIOLUTOB (GKUPOBasi THOUIbTPALIHS).

Knunanueckue nposiBnenus: auddy3Has runepruiazus MUTOBUIHON JKeTe3Hl,
o TasbMOIIATUS U IEPMATOTIATHSI.

IIpu OGone3nu ['peitBca mOBBIAIOTCS YpPOBHU CBOOOAHBIX T4 u T3 wu
camwkaercss ypoBenb TTI. Crumynsauus (QOJUIMKYJIOB UIMTOBUIHOW KeNe3bl

TupeouacTumynupyromumu  Ig  Bemer k  auddy3HOMY — HAKOIUJIEHUIO



pPaIWOAaKTUBHOIO  KWOJAa B  IIUTOBHUJIHOW  JK€je3e, 4YTO BHJIHO IIpHU

tupeopanuometrpuu. Jleuenue: B-O6m0KkaTOphl, JEHCTBUE KOTOPHIX HAMpPaBICHO HA

CHUMIITOMEI, 06YCJIOBJI€HHLIC MOBBIIICHHOM AaKTUBHOCTBK)  CHUMIIATMYECKOU

HEPBHOW CHUCTeMBI (TaxWKapaws, CcepAlcOneHne, TpeMop U  TPEBOTA),

TCPAIICBTUICCKUC MCTOAbI, CHHKCHHUA CHHTC3a I'OPMOHOB HIHTOBHIIHOﬁ KCJIC3bI:

BBEJICHHE THUOHAMUIOB (HampuMmep, MPOMWITHOYpaluia), HUCIOJIb30BaHUE

PaIrOAKTUBHOIO MOJA.

Tabnuua 2. AITOpuT™M UHTEPHPETALNHA TUPEOUIHBIX MAPKEPOB
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PA3JIEJI 5. TATOJIOT YA CUCTEMbBI KPOBH

AHaJIM3 KPOBH

3aganue Ne29

IHoka3arenn Pe3yabTar Hopma n1a6oparopumn
['emorno6un 89 r/n 120.0 - 160.0 r/n
ODPpUTPOLIUTHI 3.5 x 10"/n 3.9-5.0x 10%/x
L{BeTOBOI TIOKA3aTE/Ih 0.7 0.85-1.05
PetuxkynouuTsi 1.5% 2—-10%
TpomOOLIHTHI 250 x 10%/x 180.0 — 320.0x 10°/n
JIeKouTHI 4.7% 10%n 4.0 —9.0x 10%/n
MuenonuTsl - -

{0):13 - 0-1%
[TanoukosinepHbIe 2% 1-6%
CermeHTOSIAEpHBIE 65% 47 —72%
D03UHODUITBI 2.5% 0.5-5%
bazoduer 0.5% 0-1%
JInmoruTe 24% 19 - 37%
MOHOIIUTEI 6% 3-11%
COD 22 mm/4gac 2 — 10 mm/uac
IIpumeuanue:

AHunzonuTo3++

[oviknimonuTos ++

['unoxpomust 1 MUKPOLIMTO3 S3PUTPOLIUTOB

Kenezo ceiBopoTKH -5,2 MEMOIB/T (N - 5.83 - 34.5 MKMOJIB/J1)

3ananue: 1athb 000CHOBAHHOE 3aKJIFOUYCHHE 110 aHATN3Y KPOBH.

CucreMHBIi  METa0ONMU3M  JKeJe3a  peryaupyercs

HUPKYJIUPYOLIAM

MMOJIMIICITUAHBIM T'OPMOHOM I'CIICMAWHOM, KOTOpBIﬁ KOHTPOJIMPYCT BCACBIBAHHC

Keje3a ¢ MUIIEH U3 KUIIEYHUKA U BBICBOOOXKIEHUE NepepabOTaHHOTO KeJe3a U3

makpodaroB. I[lepeBapuBanue 3epHa,

OBOImMEH © (PYKTOB B KEIyIKEe W

,HBeHa,HHaTHHepCTHOﬁ KHUIIIKEC BBI3BIBACT BI)ICB060}KI[€HI/IC TPEXBAJICHTHOI'O JKECJIC34a.

deppupenykraza BOCCTAHABIMBAET KEJIE30 JI0 JABYXBAJIECHTHOW (OPMBI, MO3BOJISS




€My TMPOHUKATh B KIJIETKY Yepe3 TpaHCMEMOpaHHBIM KaHal - TEPEHOCUYHK
nByxBajeHTHOro metamuia DMTI1. YacTts xkernes3a, monaBmiero B SHTEPOLUT, MOXKET
XpaHUTHCA BHYTPHU B BUjie deppuTuHa. HekoTopoe KOMMYECTBO *kKeje3a BBIXOJIUT
U3 KJICTKH 4epe3 TPAHCIOPTHBIA KaHal (eppOomOpTHH, KOTOPHIN JIOKATW30BaH B
MIa3MaTHYecKo MeMOpaHe Ha abJIFOMUHAJIBHOW WM OasojaTepaibHON CTOpOHE
sHTeporuTa. [Ipw BBIXOJAE M3 DHTEPOLMTA >KEJIe30 OBICTPO OKHUCISIETCS MO
TPEXBAJICHTHOH (OPMBI W CBS3BIBACTCS TpPAHCPEPPUHOM - OEIKOM TIIa3MBI,
OTBETCTBEHHBIM 3a TPAHCIOPT JKejie3a B OpraHu3Me. OKCIOPT JKejle3a U3
JIBEHAIIATUIICPCTHON KHUIIKH MOXET TMOJABIATHCA TencUAUHOM. (CBSA3bIBaHUE
TerCUJIMHA C €ro penenTtopoM, (eppornopTUHOM, BBI3BIBACT WHTEPHAIU3AIUIO
MOCJIEAHET0 W TOCICAYIOIIYIO Jerpafanuto. B pesyibrare BbIXOH JKEjle3a W3

SHTEPOIIMTA 3aMETHO CHIKaeTcs (puc. 1).
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Puc. 1. AGcopOrus 1 BBIXOJ Kejie3a U3 PHTEPOIUTA B IBEHAIIIATUTICPCTHOM
kumke. JKeneso (Fe3') BHyTpu mpocBeTa JBEHAANATUNEPCTHOM  KMIIKH
npesBpamaercss B Fe2’, KoTopoe mnomagaer B KIETKy uepe3 TPaHCIOPTEP
JIBYXBaJIeHTHbIX MeTauioB (DMTI1) u BbIXOAMT H3 KIETKM Ha JIpyrou
(abmIOMUHANBEHON) CTOpOHE uepe3 (eppoNopTHH, a 3aTeM okuciserca a0 Fe3™
CBsi3pIBaHUE TJIABHOTO PEryJsiTOpa TrencuauHa ¢ (pepponopTUHOM (B LIEHTpPE)



BBI3bIBACT OBICTPYIO MHTEPHAIM3ALIMIO U JIerpafanus (crpasa) GpepponopTuHa, TeM
caMbIM OJIOKMPYS JadbHEHIINI BBIXO/ JKeJIe3a U3 KIETKH.

3HauuTeNnbHAs YacTh JMETHYECKOro JKejie3a Haxoautrcs B GopMme
remMoraoOMHa W MHUOTJIOOMHA B MSC€ W JPYIMX HWCTOYHHKAX IKABOTHOTO
npoucxoxenusd. [locie mpoTeoauTHIecKoi nerpagannuu dTUX OCNKOB B JKEIyIKe
Y IPOKCUMAJILHOM OT/IeJI€ KUIIEYHHUKA, TeM BHICBOOOXKIACTCS U HEMOBPEXKICHHBIM
BCACBIBAETCA B DJHTEPOLMUTAX, IJ€ OH pACIIEIUIIETCS TIE€MOKCHI€Ha30i, B
pe3yibTaTe 4Yero BBICBOOOXKIAETCS >KEJIe30, KOTOpoe OO XpaHUTCS B BHUJC
depputrHa, 1UOO BBIXOJUT M3 KIETKH 4epe3 (epponopTuH. benok mmazmel
TpaHC(EppUH NPOYHO CBA3BIBAET TPEXBAJIEHTHOE Kee30. ITO A(PPEKTUBHO
3aIlMIIAET TKAHU M KIETKHM OT TOKCHYHOCTH «CBOOOMHOrO» sxenesa. boiee 90%
TpaHC(EpPUH-CBA3AHHOTO >Kejie3a B IJIa3ME€ MOCTYHNAeT B 3PUTPOUIHBIE KIIETKU
KOCTHOTO MO3ra M BKJIIOYAeTcs B TeM TreMorjoOuHa. Y MalueHTOB ¢
HeA((PEKTUBHBIM JPUTPOIIOIZ0M WM THUIOIUIA3MeH KOCTHOTO MO3ra TOJBKO
HeOoJblIass 4acTh LUpKyaupyromero Fe-tpancdeppuna Bkiodaercss B
SPUTPOLIUTHI.

Hedbuuut sxene3a - camas pacnpoCTpaHEHHas MPUYMHA AHEMUHU BO BCEM
mupe. B mopamistonieM OOJIBIIMHCTBE CIydaeB 3TO CBS3aHO C KPOBOIOTEpEH.
Menopparusi 1 6epeMEHHOCTh YacTO MPUBOJIAT K JNePUIUTY Keje3a y JKECHIIUH
JETOPOAHOro Bo3pacTta. JKelmyJouHO-KUIIEYHOE KpPOBOTEUYEHHE BCTPEYAETCS Y
MY>KUYMH M JKEHIIMH BCEX BO3PACTHBIX TPYMI MPHU PaA3IMYHBIX 3a00JIEBAHMSIX,
BKJIIOYAsl BAPUKO3HOE PACIIMPEHUE BEH MHILEBOJA, TACTPUT, SI3BEHHYIO OOJIE3HB,
JTUBEPTUKYJIbI, TOJUIBI, paK W TeMOppod. Y mMalueHTOB ¢ MalibabcopOuuen
BEPXHHUX OT/IEJIOB KHUIIICYHUKA, HAIPUMED, TP 1IETUAKUN, PA3BUBACTCS aHEMUS 13-
3a HApPYLICHUsI YCBOCHUS >Keje3a W3 JABEHAALATUNECPCTHOM KHUIIKWA. MiajeHIbl,
Yyell paluoOH COCTOMT B OCHOBHOM H3 KOPOBBEIO MOJIOKA, YacTO CTpajaroT
xene3oaeduutomM. XOTS HEMPAaBWIBHOE NMUTAHUE - PelKas mpuuuHa aedummra
’Keses3a, MOJAPOCTKU TOJBEPratoTCsS PUCKY, €CIU UX PalMOH MUTaHUS HapyIEH.

[Tockonmbky 3¢ (dEKTUBHOCT, aOCOpOIMU  JKejle3a CHIDKACTCS TMPU  HHU3KHUX



nokazatensx pH IKemyZoyHOTO COKa, TOXWIIbIE JIIOAA C axJOPTHIApPUEH
MIO/IBEP>KEHBI TIOBBIINIEHHOMY PUCKY JAehUIINTA Kere3a.

[Ipu3Haku 1 cuMOTOMBI JdedUIUTA Kejle3a B MEPBYIO O4Yepeab 3aBUCSAT OT
CTENEHW BBIpAXEHHOCTH aHeMuu. OJHAKO €CTh KIMHUYECKHE OCOOCHHOCTH,
CBsSI3aHHBIE UMEHHO ¢ JIepuiuToM xenesa. M 1etu, u B3pociabie MOTYT MPOSBIAThH
MOTPEOHOCTh YIMOTPEONATh, B MHINY HENepeBaprBacMble BEIIECTBA, TaKHE Kak
mmHa (reodarusi) win jen (marodarus). Y MaUEHTOB C THKEIBIM JIehUIITOM
)KeJie3a MOTYT ObITh BOTHYTBHIE HOT'TEBBIE JI0Ka (KOMJIOHUXHMS ), TPEIIIMHBI TI0 yriaM

pra. Y nmereii ¢ AeUIIMTOM KeJie3a MOTYT ObITh KOTHUTHBHBIC HAPYIIICHUS.

Puc. 2. Ma3ok KpoBH MalueHTa ¢ TSKENO0H kene301e(pUInuTHON aHeMue.

Pa3Butne neduunra xenesa MOKHO OTCIEAUTh 110 U3MEHEHUIO PE3yJIbTaToOB
nabopaTtopHbIX HcciaeaoBaHud. HauyanbHbIl neduIuUT XKeie3a XapaKkTepu3yercs
HOPMAJIbHBIMU  [IOKa3aTeJISIMU  TeMOTrJIO0MHA, TeMaTOKPUTa, KOJIMYECTBOM
PUTPOLMTOB U YPOBHEM CHIBOPOTOYHOIO JKEJIE€3a, OJTHAKO MPU 3TOM OTCYTCTBYIOT
3amnachl jkejie3a B KpoBU, medyeHd U Makpodarax. Ilockonbky ne@uuut sxenesa

IPOTPECCUBHO CTAHOBUTCSA 0Oojee BBIPAKEHHBIM, CpelHEe 3HaueHue o0beMa



DPUTPOIUTOB TAJACT, a 3aTEM CHIDKAIOTCS YPOBHU TeMaTOKpPUTA U TeMOTJI00WHA.
3a 9TO0 Bpemsi ypOBHHM (peppuTHHA W JKeje3a B CHIBOPOTKE MaJaroT, TOTAa Kak
JKEJIe30CBA3BIBAIONIAsl  CIIOCOOHOCTh  CBHIBOPOTKM  (0OmIMM  TpaHCceppHH)
noBeImaercs. [Ipu mampHelmem o0ocTpeHnn AeUIUTa y TAUeHTa YCHIINBACTCS
aHeMHsI, a 3aTeM MHKPOIIMTO3 COMPOBOXKIACTCS THUIOXPOMHUEH, CHIDKEHUEM
CpeIHeH KOHIIEHTPAllM TeMOTIIO0NHA SPUTPOIUTOB. B Ma3ke KpOBH BBHISBISIOTCS
MEJIKAE DPUTPOIMTHI C YCHWICHHEM IIEHTPAJIbHOW OJICTHOCTH W aHOMAHSIMHU
GbopMBl APUTPOIUTOB, BKIOYas (opMmbl KapaHmama. DT MOPEHOJIOTHYECKUE

W3MEHEHHMS TOKa3aHbl HA PUCYHKE 2.

3aganue Ne30
AHaJIM3 KPOBH

IHoka3arenn Pe3yabTart Hopma n1adoparopun
['emorno6un 55 1/n 120.0 - 160.0 r/n
OpUTPOLIUTHI 1.1 x 10*/n 3.9-5.0x 10%/x
L{BeTOBOI TIOKA3aTE/Ib 1.6 0.85-1.05
PetukymoruTs 2% 2—-10%
TpoMGOLMTEI 90 x 10”/n 180.0 — 320.0x 10°/xn
JIeKoUTHI 2.7 x 10°/1 4.0 —9.0x 10%/n
MuenonuuTel - -

HOnbIc - 0-1%
[TanoukosmepHbIC 4% 1-6%
CermeHTOsIAEpHBIC 66% 47 —72%
D03uHODUIIBI 2% 0.5-5%
bazoduibt - 0-1%
JlumdoruTe 26% 19-37%
MOHOIIUTEI 2% 3-11%
COD 30 mm/gac 2 — 10 mMm/uac
Ipumeyanmue:

MaxkporuTo3 3pUTPOLUTOB, METAIOLUTHI

AHn300uTO3 ++

[HotiknionnTos ++

O6Hapy>KeH0 INOBBIINICHHUEC T'OMOIOMCTCHMHA H METHJIMAJIOHOBOM  KHCJIOTBI

CBIBOPOTKEC KPOBH ITalIKMCHTA.




3anganme: 1aTb 000CHOBAHHOE 3aKJIIOUEHHE M0 AaHAJIN3Y KPOBHU.

IIpu meranoGnactHeix aHemusx Hapymaercs cuHTe3 JIHK. Ilpomcxomut
3aMeJJICHHE WM OCTAaHOBKA KJIETOYHOTO JeJIeHus BO Bpems S-¢a3bl cunresa JJHK.
BoabmIMHCTBO KJIETOK € TakuMH JedexkTtamMu THOHYT MyTEeM aromnTo3a YK€ B
KOCTHOM MO3T€, YTO IPUBOAUT K CHUKECHHIO MPOAYKIHUH [UPKYJIUPYIOIIHNX KIETOK
(meapdexTuBHOCTE KpoBeTBOpeHHs). (OCHOBHAas MPUYMHA METajo01acTHOM
aHEMHH - 3TO Je(PUIIUT BUTAMUHOB - KoOalamMuHa (BuTaMuHa Bi,) mim doaueBoi
KHUCJIOTBI, KOTOpbIE HEOOXOAMMBI [Jisi perummkauuu U BocctaHoBieHus JIHK.
BaxxHO, YTO MpOSBICHUS 3aTParuBalOT M JAPYrME€ TKAaHHW, KIETKA KOTOPBIX
MOCTOSIHHO ~ TniposiudepupyroT u auddepeHunpyroTcsi, Hanpumep, >KeIyI04HO-
KUIIIEYHBIA TPAKT.

Hnst  abcopbuuu BuTamMuHa Bj, HE00XOIMMO Haau4he BHYTPEHHETO
(dbakTopa, KOTOPHIM CEKPETUPYIOT MAPUETAIIbHBIC KIETKU CIM3UCTONM OOOJIOUYKH
dbyHaanpHOrO OTAena kenyaka. Buramun Bi, BBICBOOOXKTAETCS B JKEIYIKE W3
KOMILJIEKca ¢ OeJIKaMu UM 10| JIEHCTBUEM TIeTICMHA U CBsi3bIBaeTcs ¢ R-6emkom
citoHbl (KoOanoduianHoMm). B 1BeHaAaTUNIEPCTHON KHUIIIKE CBA3aHHBIM BUTaAaMUH
B1, BeICBOOOXKMAETCS MO IEUCTBUEM TAHKPEATUUECKUX MIPOTEA3 U CBSI3BIBACTCS C
BHYTPEHHUM (aKTOPOM. ITOT KOMIUIEKC TPAHCIIOPTUPYETCS B IOJB3IOIIHYIO
KHUIIKY, TJ€ MOJBEpPraeTcs SHIOIMTO3Y SHTEPOLUTAMH, SKCIPECCUPYIOIIUMU Ha
MOBEPXHOCTH PEIENTOphl BHYTpeHHEro ¢aktopa. B sTux kierkax ButamuH B,

CBSA3BIBACTCS C TJIAaBHBIM O€JIIKOM-HOCUTENEeM, TpaHckoOamamunoM II, wu

)
cekpeTupyercs B 1iazMy. Tpanckobamamud I moctaBnser Butamun Bi, B eueHs
U JIpyrue KIETKA OpraHu3ma, B TOM YHMCJIE B KIETKM KOCTHOIO MO3ra H
KEITyJOYHO-KUIIIEYHOTO TPAKTA.

Cpenu MoOJeKys, CHHTE3 KOTOPBIX 3aBUCHUT OT (hOJIATOB, OMOJOTUYECKU
HauOojiee BaXKHOU SIBISETCS JI€30KCUTUMUIMHMOHO(DOCPAT, TOCKOIBKY 9Ta
Mosekysia Heooxoquma st cuate3a JIHK. Takum oOGpa3zoM, mogaBieHne CUHTE3a

JHK B pesynbrate neduumra kak BuUTamMuHa Bi,, Tak U (OIMEBON KHUCIOTHI

CIIY’)KUT HEIMOCPEICTBEHHOW NpUuMHON MeranobnacTto3a. CylIecTBYIOT Tpu



TJIaBHBIE IPUUWHEI fAeduiinta GoaneBor KUCIOTHL: (1) CHIKEHHOE MOCTYIUICHHE B
opraHu3sM; (2) NoBbIIEHHAs NOTPEOHOCTD; (3) HAPYIICHUS YTUIU3ALIHH.

KobGanamun u ¢onueBas KUCIOTa UTPAIOT PENIAIOIIYIO POJIb B IPOU3BOJICTBE
cTpoutesbHbIX 0710K0B 11t cuHTe3a JIHK. Henoctatok 3Tux BUTaMUHOB MTPUBOIUT
K HApYIICHUIO JEJCHUS KJIETOK M HEOJaronpusTHBIM MOCIEICTBUSIM, OCOOCHHO B
npoiudepupyromux OpraHax M TKAHSIX, TAKUX KaK KOCTHBIA MO3T U SMUTEITUN
KEITYJJOYHO-KUILIEYHOTO TPAKTA.

Hapymenue cuntesa JAHK, Bb3BaHHOE geduuuToM KoOalaMHUHA WM
(GonMeBO KHUCIOTHI, MPUBOJAT METATOOJACTUYECKUM AHOMAIUSIM B KOCTHOM
Mo3re u nepudepuueckoil kKpoBu. B KoCTHOM Mo3re OOHapyXUBaeTCs
TUMEpIUIa3usl  MPEAINIECTBEHHUKOB — 3PUTPOMUJIHBIX  KIETOK. Merano0iacTsl
CTAaHOBSITCS BCE KpyIHEE Ha KaXJOM TOCIEAYIOIIEM JTale pa3BUTHS
SPUTPOUIHBIX  KIETOK.  XOTS  LUTOIUIa3Mathyeckas  auddepeHnupoBka,
OLICHMBAaeMasi 10 YBEJIMYECHUIO MPOAYKIIMM FeMOTJIOONHA, OCTaeTCS HOPMAJIbHOM,
AJIEPHOE CO3PEBAHUE 3aJCPKUBACTCA M OTO SBJICHUE Ha3bIBaeTCs SJEPHO-
LHUATOIUIA3MAaTUYECKON TUCCUHXpOHUEN. M3-3a HenomHoro BoccranosieHus JIHK
MErajo0JacTHbIe KJIETKM MOTYT MNpHUOOpeTaTh HE KIOHAJIbHBIE XPOMOCOMHBIE
aHOMAJIUU. OTU KIETKU-TIPEIIICCTBEHHUKH SPUTPOUIHBIX KIETOK Me()EeKTHBI U
pa3pyliaroTcsi B KOCTHOM MO3T€ JI0 UX CO3PEBaHUs 10 PETUKYJIOLUTOB U BBIXO/A B
nepudepudeckoe KpoBOOOpaIlleHHE. IPUTPONOI3 CTAHOBUTCS HE A()(HEKTUBHBIM.
Muenounnbie TNpeAIIecCTBEHHUKY OOHAPY>KUBAIOT AaHAJIOTHYHBIE HAPYIICHHUS:
YBEJIMYECHHBIA pa3Mep U 3aMeIJIeHHOE co3peBaHue siapa. [loBblllieHHas CKOPOCTb
amonTo3a  KJIETOK-TIPEJIIECTBEHHUKOB MPUBOAUT K  YBEJIMYEHHUIO YPOBHS
HEKOHBIOTUPOBAHHOTO OMJIMPYOMHA B CHIBOPOTKE M TMOBBIMICHUIO CHIBOPOTOYHOM
nakraraeruaporenassl (JIIT'). KonmnuecTBo peTUKYIOIMTOB NpU Meraio0IacTHOU
aHEMUU HU3KOE B CBSI3U ¢ HEA(DPEKTUBHBIM dpUTPo1od30oM. [Ipu Tsoxensix popmax
METaJIO0JIACTHBIX aHEMUN KOJIMYECTBO JICMKOIIMTOB U TPOMOOITUTOB TaKXKE YaCTO
YMEHBIIAETCS, HO PEJIKO JI0 YPOBHSI, KOTOPBIM MIPUBOJIUT K PUCKY MH(MUIIMPOBAHUS

500041 KpOBOTe‘-ICHI/Iﬁ Yy nanucHTa. I[I/IaFHOCTI/I‘-IeCKOC 3HAa4YCHHUC HMCCT HAINYUC



HEUTPOPMIIOB C YyBEIMUYEHHBIM KOJUYECTBOM JOJieH, HA3bIBAEMBIX THIIEP-
CErMEHTUPOBAHHBIMH.

Omnpenenenre HU3KOTO YPOBHSI KoOallaMHUHA B CHIBOPOTKE KPOBH - MEPBBIi
mar B MOCTaHOBKE auarHo3a. Ecim ypoBeHb koOamaMuWHA HAXOMWUTCS HA HUKHEH
rpaHUIle HOPMaJbHOTO JAWana3zoHa, JAeduuUT KoOajJjaMUHA MOXKET OBITh
MOATBEPAKACH TMOBBIIICHUEM YpPOBHS METHWIMAJIOHATA M TOMOIIMCTEMHA B
ChIBOpOTKE. OKOJIO MOJIOBUHBI MMAIIMEHTOB ¢ TaHHOHN (hOpPMOii aHEMUU OYTyT UMETh
aHTUTENIa B CRIBOPOTKE MPOTUB BHyTpeHHETO (hakTopa Kactna. ['emaTonornueckue
U KEITYJI0YHO-KUILIEUHbIE TIPosiBIeHUs fepuiura (poaueBoil KUCIOThl UICHTUYHBI
nposiBlicHusiM Jeuiura kodasamuHa. B ToM u apyrom ciydae XapakTepeH
MeErajio0JIaCTHBIN TUT KpoBeTBOpeHUs. OHAKO UMEETCS CYIECTBEHHOE OTIINYUE:
y MalUeHTOB C JepuuuroM (GoJMeBON KUCIOThl HEBPOJIOTUYECKUE MPOSBICHUS
pasBuBaroTcs penko. [Ipu gepunure dhonreBoil KUCIOTH YPOBEHb TOMOIIUCTEHHA
B CHIBOPOTKE TMOBBINIEH (KaK W B ciy4ae jaeduiuTa KobOalamuHa), a YpPOBEHb
METUJIMAJIOHAaTa B CHIBOPOTKE B HOpME (B OTiIMYHMe OT Aeduiura KoOalaMHUHA).
OT0 U SBIsIETCS O0OBSICHEHWEM OTCYTCTBUSI HEBPOJOTHYECKON CUMITOMATHKHU TIPH
neduiure QonmeBodt KucaoThl. DYHKIMS aJeHO3WIKOOATaMuHA B CHHTE3E
KUPHBIX KHUCJIOT HE Hapymaercss npu aeguiure (oaueBod KUCIOTHI, a,
CJIeIOBATEIbHO, OTCYTCTBYIOT PACCTPOMCTBA B nepudepruyeckoi U IEeHTPATbHON

HEPBHOU CHCTEME.



AHaJIu3 KPOBH

3aganue Ne31

IMoxka3arenn PesyabTatr Hopma sadoparopuu
I'emornoOun 30 /i 120.0 - 160.0 r/n
OPUTPOITUTHI 1.0 x 10%/x 3.9-5.0x 10"/n
L{BeTOBOI TIOKa3aTEIIb 1.2 0.85-1.05
PetukynouuTsl 0.2% 2-10%
TpomOOIUTHI 35 x 10%/n 180.0 — 320.0x 10%/xn
JleKoIuUTHI 1.5 x 10%/n 4.0-9.0% 10%x
MuenonnTel -

110):18( 0-1%
[TanoukosiiepHbIC 1% 1-6%
CerMmeHTOsIACpHBIC 35.0% 47 —72%
D03UHODUITBI - 0.5-5%
bazoduer - 0-1%
JlumdoruTe 60% 19 -37%
MOHOIIUTEI 5.0% 3-11%
COD 37 mMm/4ac 2 — 10 mm/gac

3aganue: 1aTb 00OCHOBAHHOE 3aKJIIOYEHHE 110 AHATIU3Y KPOBH.

[TaTonormueckne mPOUECCHI,

KOTOPBIC HCIIOCPCACTBCHHO IIOBPCIKIAAIOT

CTBOJIOBBIE KJIETKH, TUOO HApYIIAIOT MPOLIECC KPOBETBOPEHUS B KOCTHOM MO3TE,
MPUBOJAT K YMEHBIICHUIO KOJIMYECTBA, @ MHOTAA U (DYHKIUU HUPKYJIUPYIOIIUX
KJIETOK KpOBU. OTu 3a0o0jieBaHUS KOCTHOIO MO3ra 4YacTO  BbI3bIBAIOT
NAHIUTONEHUIO, CHIDKEHHE  KOJMYECTBAa  LUPKYIUPYIOLIUX  SPUTPOLUTOB,
JEHKOIUTOB U TPOMOOIIUTOB. MUKPOCKOITMYECKOE HCCIIEJOBAHNE KOCTHOTO MO3Tra
C MOMOINBIO acTupaluy U OUONCHM HMMEET pelIaroliee 3HaueHUuEe NpU OIEHKE
NAlMEHTOB C TMAaHUWTONEHUEH. AIa3us KOCTHOTO MO3ra BO3HUKAET H3-3a
TCHETHYECKUX W3MEHEHHH B KPOBETBOPHOW CTBOJIOBOM KIJIETKE, JTUOO U3-3a
CIIOHTAHHBIX WJIM BBI3BAHHBIX BHEITHUMM BO3JEHCTBUSMU MYyTallUi, HampuUmep,
MIpU JICHCTBUM JICKAPCTBEHHBIX MPENapaToB, TOKCHHOB WM BUPYCHBIX MH(EKIUH.
['eHeTHyeckoe TMOBPEXKIECHUE MOXKET JHMOO HapyIIUTh CIOCOOHOCTH CTBOJIOBBIX
KJIETOK K mpoiudepannu u aud@epeHIupoBKe, TUO0 MPUBECTH K HAPYIICHUIO

U GepeHIIMPOBKU MyTeM HWHAYKIIMM HEOAHTHUI'€Ha B CTBOJIOBOM KJIIETKE U €€

MMOTOMCTBE, YTO 3allyCKacT HWMMYHHYIO JACCTPYKIOHUIO 3a CUCT ,HCfICTBHH



nuToToKkcuueckux T-mumdountoB. Hanbonee yactas npuynHa aria3u KOCTHOTO
MO3ra — SITPOT€HHAas, BBI3BAaHHAs JICKAPCTBEHHBIMM INpPENapaTaMy WM JIy4EBOU
Tepanued. Y IanWeHTOB, IOJYYaBIIMX XMUMHOTEPAIIEBTUUECKHE CPEACTBA WIIH
JYyYEBYK) TEPANMUIO, MOMKET pPa3BUTbCA NAHLUUTOICHUS HW3-3a ITOJABIICHUS
KOCTHOMO3IOBOI'O KPOBETBOPEHHMs. BO3HHKaromas Ipu 5TOM MHUEIOCYIPECCUS
npejcKa3yeMa, 3aBUCUT OT J103bl BO3JEHUCTBYIOIIMX areHTOB M OHa oOpaTuma.
OmHako HEKOTOphIE JIEKapCTBa W BHUPYCHBbIE HMHQPEKIUHU MOTYT BBI3BIBAThH
HEOOpaTUMYIO aljlaCTUYECKYI0 aHEMHUIO. B psijie ciryyaeB Npu4MHY yCTaHOBUTH HE
ynaercs, Toraa (opMy MAaTOJOTMM  ONPEACNAIOT KaK HJIUONATUYECKYIO

aIrIaCTUICCKYI0 aHCMHUIO.

3aganmne Ne32
AHanm3 kpoBu mnanuenTa JI., 18 ner
IHoka3aTenn PesyabTar Hopma naéoparopun
I'emornobun 130 r/n 120.0 - 160.0 r/n
DOpUTPOLUTHI 4.2 x 10"/n 3.9-5.0x 10"/n
L{BeTOBOI IIOKA3aTEIIh 0.95 0.85-1.05
Petukynonutst 2.9% 2—-10%
TpoMGOLHTEI 290 x 10%/n 180.0 — 320.0x 10°/n
JIeNKoUTHI 27.0x 10%/x 4.0-9.0x 10%/n
Mueno6aacThl - -
[TpoMuenonuTel - -
MuenonuTel - -
IOnkbIe 8% 0-1%
[TanoukosaepHbie 21% 1-6%
CermeHTOSIAEPHBIE 55% 47 - 172%
D03UHODUITBI 1% 0.5-5%
bazodub 0% 0-1%
JIumdoruTel 12% 19 - 37%
MOHOIIUTEI 3% 3-11%
COD5 28 Mm/4ac 2 — 10 mm/gac
3ananue: 1aTh 000CHOBAHHOE 3aKIFOYCHHE 110 aHATN3Y KPOBH.
JIeMKOIUTO3 — XapaKTEpPHbIM NPU3HAK BOCHAIMUTEIBHBIX pPEaKIUM,

OCOOEHHO HWHIYLMPOBAHHBIX OakTepualbHbIMU HHGpeKkIusIMU. KoinuecTBo




JIEHKOLMTOB 06BIYHO moBbImaeTcs 10 15-20x10 /. [lepBoHaYaTbHO TEHKOIMTO3
00yCIIOBJIEH YCHUJICHHBIM BBICBOOOXKIEHHUEM KJIETOK M3 MOCTMUTOTHYECKOTO ITyJia
KOCTHOT0 Mo3ra noJi BinusiuueM uTokuHOB TNF u IL-1. [Ipoucxonutr B o0CHOBHOM
YBEJIMYCHUE KOJIMUYECTBA HE3PEIBIX HEUTPOPUIOB B KPOBH, YTO OMPEIEISICTCA KaK
CABUT JehkonuTapHor (opmynsl BiaeBo. Muaykmus mnponudepanuu KiIeTOK-
MPEAIIECTBEHHUKOB B KOCTHOM MO3r€ IPOUCXOIUT TAKKE II0J BIIMSHUEM
JUTUTEIBHBIX UHDEKIUH, BbI3bIBAs MIOBBIIIICHUE MPOAYKIIUU
KOJIOHUECTUMYJIUpYIOIIEero pakropa. B KOCTHOM MO3re MOBBIIIAETCS MPOTYKIUS
JEUKOLMTOB JUIsl KOMIIEHCAllMH MX IIOTEPh B XOAE€ BOCHAJICHUSA. BOJBIIMHCTBO
OakTepuanbHBIX HMH(PEKIUI TPUBOAAT K HEUTpodmiaumu - abCOTIOTHOMY
MOBBIIICHUIO B KpoBU uucia HedTpoduioB. [lepBoHavyasibHON peakiuer co
CTOPOHBI KPOBH SIBJISIETCSI TPAH3UTOPHOE CHIKEHHME YHCIIA LHUPKYJIHPYIOMIHAX
JICMKOLIMTOB 3a CYET UX MAPTUHALIMM U SMHUTPALUU. 3aTEM MPOUCXOJIUT aKTHBALIUS

KOCTHOMO3IoBOro KpoBETBOPCHHUA U CI'0 OTACJIbHBIX POCTKOB KPOBCTBOPCHMUA.

3aganue Ne33

Cnabble nposeneHus
B-Tanaccemuu

oy
R

Hopma ﬂa'qmeHT ‘ Martb

$
E; l,‘

Orey

4G

3agaHue: C TOMOUIbIO JaHHBIX 3JeKTpodopesa ompenenuTe THUI aHEMUU Yy

nanyucHTa.

Tanmaccemun - 3TO Tpymnma HaCIEICTBEHHBIX 3a00JE€BaHH, MPH KOTOPBIX

MyTalldi B Te€HaX ajib(a-TJIoOOMHa WM OeTa-TJIoO0OMHA MPUBOJAT K HAPYIICHHIO



CHHTE3a FeMOTJIO0OMHA U MHUKPOLMTAPHON aHEMHUHU PAa3IMYHON CTETEHU TSHKECTH.
Tamaccemun nonpaszaenstorcs Ha anbda (o) wim 6era (B), cormacHo ToMmy, Kakue
re’bl rio0uHa gBisitoTcss nedextHbiMu. [lpu rerepo3uronoM Bapuante 00J€3Hb
OOBIYHO TMPOTEKAeT OECCUMIITOMHO, TOT/a KaK JIIOJU, YHACJICJOBABIINE TEHBI
TaJacCCEMUU OT KaXKJOr0 M3 POAMUTENIed YacTO HMMEIOT OMNAacHbIe IS KU3HU
KJIIMHUYECKUE MPOSIBICHUS.

OpuUTpouuThl Mmoaa coaepxkar npeumyiiectsenHo Hb F (a 2y2). Hezaponro
710 POXKJEHUS MIPOUCXOJUT PE3KUH MEPEX0l OT CUHTE3a raMMa-TJI00MHa K CUHTE3Y
B-rmobuHa, KOTOpBIM 3aBepliaeTcss K Bo3pacTy 6 - 8 mecsaueB. Hauunas ¢ sToro
BO3pacTta, 6osee 95% remorjaoOMHa B HOpPMaJIbHBIX 3pUTpoLHTax cocTaBisieT HbA
(02PB2) B3pocabix nHAMBUAYYMOB. OcTaBinecs 5% reMorao0uHa COCTOSIT U3 ABYX
MUHOpHBIX KOMIIOHEHTOB - HbA2 u HbF. MonekynspHas ocHOBa mepexoja OT
CHHTE3a Y-TJIOONHA K CUHTE3Y [-TJI00KMHA OCTAaeTCsl OJJHOW M3 BaKHEHIIMX IPoOIeM
reMaToJIOruy, pacluppoBKa 3TOr0 MexaHu3Ma OyAeT UrpaTh pEeUIarolly0 pojb B
MOHMMAaHWY TIATOT€HEe3a U CO3/IaHUM HOBBIX MPOTPECCUBHBIX METOJIOB JICUCHUS HE
TOJIKO [-TalacceMuu, HO U CepIOBUAHO-KIETOYHOW aHemuHu. llpu Tamaccemusix
HapylleH cuHTe3 Oera 1eneil rio0uMHa W MOsiBIEHUE M30bITKa CBOOOJHBIX aib(a
neneil riobuHa SBISIETCS BaXHBIM 3BEHOM [ATOreHe3a JTUX 3a00JIeBaHM.
N30b1TOuHOE CcomepxaHue anb(da-nieneid riaoOWHa KpailHe TOKCHYHO, TaK Kak
OPUBOJUT K OOpa30BaHWIO HEPACTBOPUMBIX BKIIOUEHHUI B CO3PEBAIOIIMX
HPUTPOLIUTAX, YTO M SIBISAETCA MPUUMHOM MOCIEAYIOIEH AECTPYKIUU KIETOK
KpacHOM KpOBH.

bera-ramaccemus. Jluna, yHaciexoBaBIIME MYyTalUIO, BEOYLIYIO K
Pa3BUTHIO [-TaJaCCEMUU OT OJIHOTO U3 POJUTENCH U HOPMAJIbHBIN TeH -TIo0uHa
OT APYroro — TreTepo3UroThl. B 3TOM ciydae maTojorusi 0003HavaeTcsi Kak Masas
B-tanaccemus. Jluna, yHacienoBaBIue OJHY U Ty K€ MyTalMIO -TalacceMuu OT
KKIOrO  pOAUTENsl  SBJSIOTCS  MCTUHHBIMU — roMmo3urotramu. I[lockoisbky
MHO>KECTBEHHBIE THUIIbI MyTalldii MOTYT BBI3bIBAaTh [3-TalacceMUI0, MHIUBUIYYM
4acTO HAacJeAyeT pa3Hble MYTallMd OT KaXIOTO POIUTENs W, CIIEJOBATEIbHO,

BBIABJIACTCA CII0KHOC I'€TCPO3UTOTHOC HOCUTCIILCTBO B-TaHaCCGMI/II/I.



MyTanuu, BeI3bIBalOIIKeE  -TamacceMuu, MOApa3AesioT Ha 2 BUA!
- wytammu B0, accoUMUpPOBaHHBIE C OTCYTCTBUEM CHHTe3a [-lIerei;
- MyTanuu -+, XapakTepu3yIoluecs: CHI>KEHHBIM CUHTE30M [} -11ereil.

CekBeHMpOBAaHUE H3MEHEHHBIX MpU [-TalacceMuUd TEHOB IOKa3ajlo, 4TO
cyuiectByeT 6osiee 100 pa3nuyHbIX Kay3ajdbHbIX MyTallid, B OCHOBHOM TOYEYHBIX.
[Tockonpky  BbIpabaThIBa€TCs  HENOCTATOYHOE  KOJMYECTBO  [B-rioOuHa,
HaOmogaeTcss ACPUIMT KOJMWYecTBa TreMorjoOmHa B spurporurte. CpemaHss
KOHIIEHTpAlUsi KJIETOYHOTO T'eMOIVIOOMHAa M €ro CpeJIHUN KIETOYHBI 00BeM
yMeHbmatoTca.  [[poM3BOACTBO  KpacHBIX  KJIETOK  Hapyllaercs  M3-3a
UHTPAMEIYJUIIPHON JECTPYKIMU TPEAIIECTBEHHUKOB JPUTPOUIHBIX  KIIETOK
(menddextuBHBI  puTpono’s3). Kpome Toro, CHIDKAETCS BBDKMBAEMOCTD
MUPKYTUPYIOIINX HSPUTPOLUTOB. OTH AHOMAIMHA B HE3HAYUTEIIHHON CTENeHU
IPUCYTCTBYIOT Y TE€TEPO3UTOTHBIX HOCHUTEIEH M B 3HAYUTEIIBHOM CTENEHU Y
TOMO3UTOTHBIX WJIM CJOXHBIX TE€TEPO3UTOTHBIX HOCHUTENEH. Y MAalHUeHTOB C
TSOKEJION aHeMued (PUKCHUPYETCs TMOBBIMIEHHAs BbIPAOOTKA DPUTPOIIOITHHA, UTO
CTUMYJHMPYET DJpPUTPOI033 B KOCTHOM MO3r€ BCEX KOCTEH, a Takxke B
IKCTPAMENyJUSIPHBIX ~ydacTKaX TE€YeHH ¢ CEeJNe3€HKH, YTO TMPUBOAUT K
YBEJIIMYEHUIO 3TUX OpraHoB. Jlucbananc uemnei rinoduHa NpUBOAUT K YCUIICHHOMY
pa3pylLIeHUIO SPUTPOMIHBIX KJIETOK. Hekoropoe KOIMYecTBO  (-IJI0OMHA
CBA3BIBaeTCS C Y-TIoOMHOM c oOpazoBanueM HbF, xotopelii u sBusercs
JOMHUHUPYIOIIUM B 3pUTPOLUTAX MAIMEHTOB C TSDKEIBIMU TUIAMH [-TallacCeMUM.
OcraBuuiicss cBOOOJHBIM O-TJIOOMH IUIOXO PAacTBOPUM U 00pasyeT OCaJoK, MpH
3TOM €ro T€MOBBIEC TPYIIIBI CAMOOKHCIISIIOTCS, BEICBOOOK 1ash TOKCHUHBIE aKTHBHBIE
(bopMBbI KHCIIOPO/a, KOTOPbIE MOBPEXKIAIOT MEMOpPaHy 3PUTPOUIHOMN KIETKH, YTO
OPUBOJUT K pACMO3HABAHWIO M pa3pylIeHUIO MakpodaramMu STHUX KIETOK B
KOCTHOM MO3re, TNe4YeHH U cene3eHke. Kak M mpu fapyrux 3aboJjeBaHUSX,
XapaKTePU3yOMMXCst Hed(DPEKTUBHBIM IPUTPOTIOIZOM, [-TamacceMus MPUBOIUT K
YCUJICHUIO BCACBIBAHUS JKE€J€3a U3 KUIIEUYHUKA U MPOrPECCUPYIOIIEH Meperpyske
KEJIe30M. YCHJIEHHOE pa3pacTaHUE OHPUTPOUTHBIX KIETOK BHYTPH IMOJIOCTEH

KOCTHOI'O MO3ra MOXCT IIPHUBECTH K KOCTHBIM aHOMAJIHAM. Tsokenas (bopMa B-



TaJTacCeMUU HAUYMHAETCS B BO3pAcTe OKOJIO 6 MECALIEB MpPH MEPEXO0J]ie C CHHTE3a
raMma-riio0nHa Ha OeTa-TII0OMH. DPUTPOLUTHI BBHIPAKEHHO MHKPOLUTAPHBI H
XapaKTepU3YIOTCA pa3nuuusaMu B pasmepe u dopme. Y mnanueHtoB c¢ B0/BO-
TajacceMuel MmouTu Bech remorioouH - 3to HbF. Ilamuentsr ¢ B+/B0 umm B+/p+
UMEIOT pasznuuHoe kKojumdecTBO HbA, kotopwiit cBszan ¢ HbF. ®dukcupyercs
HaCBIIlIEHUE TpaHcPeppuHOM U GpeppuTUHOM. [Ipu reTepo3uroTHOM HOCUTENIbCTBE
B-TamacceMuu CHMIITOMBI, KakK MpPaBWJIO, OTCYTCTBYIOT M OTH JIIOJU HMEIOT
HOPMAJIBHYIO MTPOJIOJKUTEILHOCTD JKU3HU.

OcHOBOHM JieueHHUsT TSKENbIX (POPM TalacCeMUM SIBISETCS TepeuBaHHUE
DPUTPOLIMTOB ¥  CIUICHIKTOMHUS.  AJIeKBaTHas MporpaMMa  IepelMBaHus
npenoTBpamniaeT pasButue nedopmaruii ckeireta U (HOPMUPOBAHHME CEPACUHOMN
HEJOCTAaTOYHOCTH C BBICOKMM BBIOpOCOM. BO3MOXKHA TpaHCILIAaHTAIHS CTBOJIOBBIX
kieTok. [latodusnomnorus 6o0bioil B-TamacceMun 000CHOBBIBAET HEOOXOIUMOCTh
pa3paboTku (hapMaKoJIOTrHYECKUX areHTOB, KOTOPhIE HHIYIIUPYIOT SKCIPECCUIO Y-
rJI00MHA U, B IEPCIEKTUBE, Y3PPEKTUBHYIO TEHHYIO TEPAIHUIO.
Aabpa-Tanaccemusi. PacnpoctpaneHHOCTb 3T0M HOpMBI HECKOJBKO HIKE, YeM [3-
tanmacceMur. CyIecTBYeT YeThIpe TUIA O-TATaCCEMHHU, B 3aBUCUMOCTU OT TOTO,
CKOJIbKO TE€HOB OTCYTCTBYET B CBSI3U C Jejieuuedl reHa. ['eHOTHNBI MpU o-
TajmacceMuu (—o/ao, —o/—0., - -/aa, - -/- o, u - -/- -) KOPPEIUPYIOT ¢ KIMNHHUIESCKIUMHU
¢eHoTunaMn B COOTBETCTBUM C KOJMYECTBOM TE€HOB 0O-TJIOOWHA yHaICHHBIX B
pe3ynbTare aenenud. AHeMHsl Pa3BUBACTCS BCIEACTBUE OTCYTCTBHS aJ€KBATHOTO
KOJIMYECTBA FeMOTrJ00MHa, a TakXKe JEeUCTBHS M30bITKA HECHapeHHbIX P-, y- U 0-
IeTei, TUTT KOTOPBIX BapbUPYET B 3aBHCUMOCTH OT BO3pacTa. Y HOBOPOXKIIEHHBIX C
a-TajacceMueil pu U30bITKE HECTIAPEHHBIX y-TIeTell 00pa3yroTcs y4-TeTpamepsl,
U3BECTHBIE KaK remMoryioOmH bapTca, Torma kak y JeTed crapiiero Bo3pacra U
B3pOCIBIX U30BITOK [-rio0umHa obOpaszyer P4-terpamepsni, uzBecTHbie kKak HBH.
[TockonbKy cBOOOAHBIC B- U y-lieH 0o0Jiee PACTBOPUMBI, YeM CBOOOJIHBIC a-1ICTIH,
oOpa3yloTcs BIOJIHE cTaOuiibHbIE ToMoTeTpamepbl. ['emonn3 u HerhPeKTUBHBIN

TCMOII033 MCHEC TAKCIIbIC, YCM IIPpHU B -TaJIaCCCMMUAIX.



AHaJIu3 KPOBH

3ananue Ne34

IMoxka3arenn PesyabTatr Hopma sadoparopuu
I'emornoOun 81 r/n 120.0 - 160.0 r/n
OPUTPOITUTHI 2.7 x 10"/n 3.9-5.0x 10"/n
L{BeTOBOI TIOKA3aTE/Ib 0.9 0.85-1.05
PetukynouuTsl 1% 2-10%
TpomOOIUTHI 85 x 10%/n 180.0 — 320.0x 10%/xn
JleKoIuUTHI 75 x 10%/n 4.0-9.0% 10%x
D03UHODUITBI - 0,5-5%
bazodubt - 0-1%
Mueno6aacThl 79% -
[TpomuenonuTel - -
MuenonuTsl - -

{0)318(5 - 0-1%
[TanoukosiiepHbIC 1% 1-6%
CermeHTOSIAEpHBIE 15% 47 —72%
JInmoruTe 5% 19 - 37%
MOHOIIMTEI 3-11%
COD 66 MM/4Jac 2 — 10 mm/gac

[Ipumeuanue: BbIsSIBIEHBI aHTUreHHble Mapkepbl CD33, CDI13 npu uMMyHHOM

¢denoruntpoBannu. OOHapy)eHa XpOMOCOMHas riepectpoiika inv(16).

3ananme: 1aTb 000CHOBAHHOE 3aKJIFOUCHHE 110 aHATN3Y KPOBH.

B naTo(pU3UOIOTHU
3JI0KAQ4E€CTBEHHBIX 3a00JICBaHUI CHCTEMBI JICHKOIMTOB, IpeIokeHnas Robbins u
Cotran (Pathologic Basis of Disease, 2021r.),
knaccuduxaruo BO3.

310KaYeCTBEHHbIE

KATEeropuu:

AKTyaJIbHOU

00J1e3Hn

ABICTCA

JEeHKOIMUTOB

KOTOpas OIIMpacTCdad Ha

moaApasacJasiloT Ha

1. JIlumdonanbie Heomnazum: B-, T- u NK-KJI€TOYHOTO NPOUCXOKICHHUS.

- npe-B-kierounbie
- nepudepuueckue B-kietounsie Heomnazuu (¢ aupGepeHInpOBKON KIETOK);

- npe-T-kieTouHbIe

HEOIIa3UH (6e3

HEOTIa3Uu (6e3

CO3pCBaHUA

CO3pCBAaHHUA

KJ1accH(pUKaIs

B-kxnerox);

T-kierox);



- nepudepuueckue T-xierounsie u NK-kierounsle Heomnasuu  (C
i GepeHIUPOBKON KIIETOK);
- muMmbombl (Jiumbpoma XOHKKUHA).
2. Muesiou/IHbIC HEOIJIA3UU
- OCTpble MHENOHIHbIE Jelko3pl - OMJI - He3penmple  KIETKH-
npenmecTBeHHUKU B KM - Giactsr;
- muenoaucmuiactudeckue cuHApoMbl — MJIC (HEe3(pdekTuBHBIN TEMOI0d3

MPUBOJUT K IUTONEHUN);

- MuenonpoiaudepaTUBHbIC 3a00I€BaHUS (XPOHUYECKUN MUEIOUIHBIN JEHK03

(JietikeMust); TOTUITUTEMUS);

3. 'mcTronuTO3MI - peaKue npoudepaTuBHbIC HAPYIICHUS] CUCTEMBI Makpo(daron
U JICHJIPUTHBIX KJIETOK (TUCTHOIMTO3 KJIETOK JIaHrepraHca).

Ocmpas muenouonas nevxkemuss (OMJI) — 310 omyXoib, 00pa3yromasics: u3
IeMOIO3TUYECKON  KJIETKU-TIPEAIIECTBEHHUKAa B pe3yibTare NPUOOPETEHHBIX
OHKOT€HHBIX MYyTalui, Hapymarommx Aud(epeHIupoBKy, 4YTO MPUBOJUT K
HAKOIUIEHHWI0O B KOCTHOM MO3Te He3pesblx MuenodsactoB. OCTaHOBKa Pa3BUTHUS
KJIETOK MHEJIOMIHOW JIMHUM TPUBOAMT K HEIOCTATOYHOCTH KOCTHOTO MO3ra,
CBSA3aHHOW C aHemHell, TpomOouuToneHuerd u HeuTpornenuein. OMJI MoxeT
BO3HUKHYTh B JIFOOOM BO3pacTe, 4yacTOTa €€ yBeJIMuMBaeTcs ¢ Bo3pacTtoM. [luk
3a00JIeBaHUs IPUXOIUTCS Ha Bo3pacT ctapiie 60 ger. OMJI, Bo3HuKIIas de Novo y
MOJIOZIBIX ~ B3POCJBIX, OOBIYHO accoLMUpyeTcs co  cOalaHCUPOBaHHBIMU
XPOMOCOMHBIMU ~ TepecTpoiikamMu, ocobenno t(8;21), inv(16) wu t(15;17).
['enernueckue abeppanuu, Bo3HuKarome npu OMJIL, NoBpexaalOT TeHBbl,
Komupytomue (GakTopbl TPAHCKPHUMIUH, HEOOXOAWMBIC JJII HOPMAJIbHOMN
muenougHon auddepennupoBku. Tak, aBe HamboJiee YacTble XPOMOCOMHBIC
nepectpoiiku, t(8;21) um inv(16), mospexnator tenst CBF-la u CBF-If
COOTBETCTBEHHO. JTH JIBa I'€Ha KOJIWPYIOT MOJUIIENTUIBI, KOTOPBIE CBI3bIBAIOTCS
MeXay cobOoi, oOpasys daktop tpanckpunuuu CBF-la/CBF-1B, HeoOxomumbIii

AJIs1 HOPpMAJIbHOT'O I'€MOI10334a. Htor — Oy10k CO3pCBaHUA MUCIIONIHBIX KJIICTOK.



Muenooucniacmuueckue cunOpomsl - TPyIIA KIOHAJIBHBIX HapyLIEHUH
CTBOJIOBBIX KJIETOK. XapakTtepeH Hed(p(EeKTUBHBII TeMOIMo33 U pHCK
tpacopmaruun B OMJL. KocTHbIE MO3r 3aMeleH KJIOHaJIbHBIMU MOTOMKAaMHU
HEOIJIACTHUECKON CTBOJIOBOM KJIETKHM, OHHM CHOCOOHBI K HeI(P(PEKTUBHON U

oecniopsimounoit auddepenuuposke. B mnepudepudeckoil KpoBH HMEET MECTO

[IATOTICHUS.
3apanue Ne35
AHAJIHN3 KPOBH
IHoka3aTenn Pe3syabTar Hopma naéoparopun
I"'emornoOun 95 r/n 120.0 - 160.0 r/n
DPUTPOITUTHI 3.7 x 10"/n 3.9-5.0x 10"/n
[{BeToBOI MOKa3aTeb 0.85 0.85-1.05
PeTukynouuTs - 2—-10%
TpOMOOIHTHI 320 x 10%/x 180.0 — 320.0x 10%/xn
JIeKOIUTEI 120 x 10%/n 4.0 -9.0x 10%n
[TpoMuenouThI 6% -
MuenouuTel 19% -
MeTaMueI0UThI 19% 0-1%
[TanoukosinepHbIe 12% 1-6%
CermeHTOSsIACpHBIC 22% 47 —72%
D03UHODUITBI 8% 0.5-5%
bazodubt 5% 0-1%
JIumporuTel 9% 19 - 37%
MOHOIIMTEI 3-11%
COD 10 mm/4gac 2 — 10 mm/gac

[Tpumeuanue: Metomom TP obnapyxen xumepnsbrii ren BCR-ABL.
3aganue: 1aTb 000CHOBAHHOE 3aKIIIOYCHHE 110 AaHATTU3Y KPOBHU.

Xponuueckass ~ muenouoHas — JjlelikeMuss — OTIMYAETCSs  OT  JAPYTHUX
MHeIIONpoJIndepaTUBHBIX 3a0oieBaHnii HanmmuueMm TuOpuaHoro rena BCR-ABL,
cocrosimero u3 reHa BCR na 22-ii xpomocome u rena ABL Ha 9-if xpomocome.
BCR- ABL nerepMuHHMpyeT CHUHTE3 KOHCTHUTYTHMBHO AaKTHBHOM THPO3UHKHWHA3BI
BCR-ABL. B 90% cnyyaee BCR-ABL o0pa3syercss B pe3yabTaTe peLUIPOKHON

TpaHciokanuu  t(9;22). MCTOYHUKOM XPOHMYECKONW MMHEIIOUTHON JIeUKEMUH



CITy>KUT TUTFOPUIIOTEHTHAs cTBONIOBas kieTka. Komnonent BCR rubpunnoro Oenka
BCR-ABL cogepxuT J0MEH aUMEpU3aIlii, KOTOPBIM CaMOacCOIUUPYETCs,
aktuBupysi KomrnoHeHT ABL Tuposunkunaszel. Ilocrmennuii, B cBOO ouepenp,
dbochopunupyer OeaKHd, UHIYIUPYIOMKE MPOTH(Epanio0 U BBDKUBAHUE KICTOK
TEMHU K€ MyTSIMH, YTO U FeMOMOdTHYECKUEe (PaKTOpbl pocTta, BKiIto4as myTu RAS,
JAK, STAT u AKT. BCR-ABL ctumynupyet npoiudepaino mperuMyIecTBEHHO
TPAaHYJIOMHUTAPHBIX M METaKaPUOIMTAPHBIX KJICTOK-TIPEIIMICCTBEHHUKOB, a TaKXKe
BBI3BIBAET AHOMAJILHOE BBICBOOOKICHUE M3 KOCTHOTO MO3ra B KPOBBH HE3PEIBIX
rpaHyJoNUTOB. B KOCTHOM MO3re OOHapyXUBaeTcsl YyBEIMYEHUE KOJUUYECTBA
CO3PEBAIONIUX KJIETOK-TIPEAIIECTBEHHUKOB TPAHYJIOIMTOB, B TMEPBYIO OUYEpelb
703uHOGUIOB M 0azodmioB. MerakapuolMTOB TakKe CTAHOBUTCS OoJIblIe,
YPOBEHb IPUTPOUTHBIX KICTOK-TIPEIIMIECTBEHHUKOB B HOPME HJIM CJIeTKa CHIDKEH.
XpoHHueckass MHUEJIOMJIHAS JIEUKeMHUsl Tporpeccupyer MemiieHHo. Yepes
pasiuyHbIe MEepUoAbl BpeMEHHU (B CpeHeM 3 rojia) HauuHaeTcs (a3a yCKOpEHHs,
XapaKTEPHU3YyIOIIasacsd HapacTaHWeM aHeMHUHM W TPOMOOIMTONCHWUH, WHOTIA
COMPOBOXKIAIOIIMXCS MOBBIIIICHHUEM KoirdecTBa 6azodumios. Yepes 6-12 mecsien
(daza yCKOpeHHs 3aBeplIaeTCs KIMHUYECKON KapTUHOW, HATOMUHAIOIIEH OCTPYIO

nerikeMuro (OJ1IaCTHBIN KpH3).



3ananue Ne36
AHaJIu3 KPOBH

IMoxka3arenn PesyabTatr Hopma sadoparopuu
I'emoroOnn 219 r/n 120.0 - 160.0 r/n
OPUTPOITUTHI 7.9 x 10"/n 3.9-5.0
L{BeTOBOI TIOKA3aTE/Ib 0.85-1.05
PetukynouuTsl 3.1% 2-10%
TpomOOIUTHI 650 x10°/n 180.0 — 320.0
JleKoIuUTHI 15.0 x 10%/n 40-9.0
MuenonnTel

IOnkbIe 1% 0-1%
[TanoukosiiepHbIC 10% 1-6
CerMmeHTOsIACpHBIC 55% 47 — 72
D03UHODUITBI 4% 05-5
bazoduisl 1% 0-1
JlumdoruTe 24% 19 - 37
MOHOIIUTEI 5% 3-11
COb 1 Mmm/gac 2 — 10 mm/gac

[Tpumeuanue: Metrogowm I[P oOHapyxeHa myTarus Tupo3unkrnHaszsl JAK2.
3amaHme: 1aTh 3aKIOYEHUE IO AHAJIN3Y KPOBH.

Hemunnaa noauyumemuss acCOUMUPYETCS. ¢ aKTUBUPYIOIIMMU TOYEYHBIMHU
MyTalUsMU T'eHa THpOo3nHKUHa3bl JAK?2, koTopas yyacTByeT B Iepeaade CUrHaia
no nytu JAK/STAT, perynupyronieM penenTopbl T'eéMOIMO3THYECKUX (PaKTOpoB
pocra,  BKJIIOYas  peuentop  spurpornodtuHa.  [loTpeOHOCTH  KIIETOK-
MPEAIIECTBEHHUKOB B SPUTPOINOATHHE M APYIMX TIEeMONO3ITUYECKHX (pakTopax
pocTa 3aMETHO CHMJKEHA  BCJIEACTBUE KOHCTHUTYTHMBHOM  CUTHAJIW3ALINH,
onocpenyemoit JAK2. CoOTBETCTBEHHO, YPOBEHb SPUTPOMNOITHHA B CHIBOPOTKE
[P WCTUHHOW MOJMUUTEMUM OYEHb HU3KUHN. I[IOBBIIIEHHBIA T'E€MAaTOKPUT
IIPUBOJUT K YBEIWYEHUIO BA3KOCTH KPOBM M, CJIEIOBATEIBHO ITOBBIIIACTCS
arperaisi GOPMEHHBIX DJIEMEHTOB. JTHU T'€MOJUHAMUYECKUE (DAKTOPHI BMECTE C
TPOMOOLIUTO30M U HapylleHHMEM (yHKUUH TpPOMOOLMTOB JENal0T MALMEHTOB C

WCTUHHOM HOJ'II/ILII/ITCMI/ICI\/'I MMOABCPKCHHBIMU 1 TpOM603y, U KPOBOTCUCHHAM.




HUctunHas mnomuuureMuss 1o kiaccupukaumm BO3  oTHocuTes K

MUEJIOUIHBIM HEOIIa3usiM, K TPYIINe MUEIONPOIU(EpaTUBHBIX 3a00JIeBaHUH.

3apanue Ne37

AHaJIM3 KPOBH
IMoxka3arenn PesyabTatr Hopma sadoparopuu
I'emoroOnn 135 /n 120.0 - 160.0 r/n
DOPUTPOITUTHI 4.7 x 10"/n 3.9-5.0x10"/n
L{BeTOBOI TIOKA3aTE/Ib 0.95 0.85-1.05
PeTukynouuTs - 2—-10%
TpomOOLIHUTHI 180 x 10° /n 180.0 — 320.0x10°/xn
JIeKouTHI 1.0 x 10%x 4.0 —9.0x 10%/n
MuenonuTel - -
{10)18(5 - 0-1%
[TanoukosiiepHbIC 0% 1-6%
CermeHTOsI IEpHBIE 7% 47 —72%
D03UHODUITBI - 0.5-5%
bazoduer - 0-1%
JlumdoruTe! 65% 19 -37%
MOHOIIUTEI 28% 3-11%
COD 55 mm/gac 2 — 10 mm/gac

3aganue: 1aTb 000CHOBAHHOE 3aKIIOYEHHE 110 AHATIU3Y KPOBU

Arpanyaonurto3. CHrxeHrue oOLIero KoiaudecTBa JEeHKOUUMTOB Hibke 1,0%
10°/1 3a cueT majeHHs KOIMYECTBA TPAHYJIONUTOB IPUBOIUT K MATONOTHIECKOMY
COCTOSIHUIO, KOTOPO€E MPOSBIIETCS MOBBIIIEHHON BOCIPUMMYHMBOCTBIO OpraHu3ma
K MH(MEKIIMOHHBIM areHTam. BbIIEeNs0T MUEIOTOKCUYECKYIO (hOPMY, CBSI3AHHYIO C
MOJIABJICHUEM KJIETOK-IIPEIIIECTBEHHUKOB MMEJION033a B KOCTHOM MO3TE;
UMMYHHYIO (QOpMYy — TpH ACUCTBUM 3K30T€HHBIX HETOJIHOLEHHBIX AaHTHUT€HOB
(ranTeHOB) — B OCHOBHOM JICKAPCTBEHHBIX MPEMapaToB, KOTOpbIE 00pa3yroT
noysiHoueHHble Al Ha TrpaHyJOLMTAapHBIX KieTkax. KpoMme Toro, oOTHenpHO
BBIJICJISIIOT ayTOMMMYHHYIO (OpMY, XapakTepHYIO MpU PpPa3BUTUU JUMQOM,

KOJIJIareH03ax M PsAe APYTUX IMaTOJOTHUM.




AHAJIN3 KPOBH

3aganue Ne38

IToka3arTesm cucTeMbl reM0OCTa3a PesyabraTt Hopwma sadoparopuu
AKTHBUPOBAHHOE YaCTUIHOE 30.0 26-35 cex
TpomboruiactuHoBoe Bpemsi (AUTB) ungekc AYTB 0.8-1.2
[IporpombOuHOBOE Bpems (IITB) 13.4 11.5-14.5 cex
ITporpomOunoOBHIi nuAekc (ITTH) 112 80-120 %
[TporpombuH Mo Kuky 139 70-130 %
KonnenTparnus ¢pudpunorena mo 2.3 1.8-3.5 1/n
Knayccy
TpombunoBOE Bpems (TB) 16.8 14-21 cex
PactBopumble puOpHH-MOHOMEPHBIE
xommuiekcsl (POMK), 3.40 3.36-4.00x10 mr/mn
OopTO-(hEHAHTPOJNHOBBIN TECT
[1na3meHHbI aHTUTPOMOUH 90 75-125 %
BoyryaHOYHBIN aHTUKOATYJISIHT 31-44 cex
CKpUHUHTOBBIN TecT, LA1 Bpems
BonyaHouyHBIN aHTUKOATYJISIHT 30-38 cek
noaTBepxkaatonuii Tect, LA2 Bpems R=0.8-1.2
R=LA1/LA2
D-numep 0.17-4.4 mr/n
KoHueHnTtpanus TpoMOOIIMTOB 78.1 180-400 Teic/MKT
Nunynnpyemas arperanys AAT (cymMMupyronmii THAEKC arperaiuu
TPOMOOIIMTOB: TPOMOOITUTOR)
AlD 51 60-90 %
Kosnaren 58 50-100 %
Pucrouerun 12 55-100 %
daxTtop Bumiebpanna 108.3 58-172 %
[TnazmuHOTEH 92 75-150 %

3ananue: JaTb 000CHOBAHHOE 3aKJIFOUYEHHE T10 HapymcHHUIO B CUCTCMC IreMocTasa

MarnyeHTa.

I'emocTaz — cucrema oOecreyeHUS M COXpaHCHHUA KHUAKOI'O COCTOSHHA

kpoBu 1 OLIK nmyTtem npeayrnpexaeHust 1 OCTAHOBKH KPOBOTEUCHMUIA.

Nmeert 3 3BeHA:

|. CocynucToe 3BeHO (aHOMAJIUU COCYAUCTON CTEHKH).

I1. Knetounoe 3BeHo (AeUIMUT WK TUCHYHKIMS TPOMOOIIUTOB).

I1l. Cuctema cBepThiBaHUs (Kackaa KOAryJsilun).

OueHka cucTeMbl reMoCcTa3a:




e IIporpoMOMHOBOe Bpemsi - /s OLEHKA BHEIIHET0O M OOILIEro myTei
KOATyJIsIMH NPM 100aBIEHHU K30T€HHOro TKaHeBoro TpombomnactuHa u Ca2”
(U3MepSIOT B CeKyHAaXx). YIJIMHEHHE MPOTPOMOMHOBOTO BpPEMEHHU HAOIIOAAETCS
npu gedurure wunu  auchynkuum daktopoB V, VII, X, nporpombuHa u
¢ubpuHOTreHa.

e YacruyHoe TPOMOOILUIACTHHOBOE BpeMsl - OIICHUBAIOT BHYTPEHHUU H
oOIMii MyTH Koarylnsluu Iocle go06aBieHus kaonuHa, nedamuua u Ca2’
(u3MmepstoT B cekyHaax). Kaonun aktuBupyeT KoHTakTo3aBUCUMbIN (aktop XII, a
nedama 3amemaet GocOoTUNUIBI  TPOMOOLMTOB. Y NIMHEHHE YaCTUYHOTO
TPOMOOIIJIACTHHOBOTO BPEMEHH MOXKET OBITh BBI3BAHO ACPUIMTOM WU
muchynkuuent pakropos V, VIII, X, X, XI unu XII, nporpombuna, pudpuHOTeHa,
a TaK)Ke MHIMOUPYIOLUM JIeUCTBUEM aHTUTEN K (POCPOTUITUIAM.

e KounvecTBO TPOMOOIUTOB.

TpoMOOLMTO3BI MPEACTABISIIOT COOOM COCTOSIHUS, PU KOTOPBIX KOJIMYECTBO
TPOMOOITUTOB B KPOBH IIPEBBINIACT 320-340x10%n. Beimensror 1aBa Bua
TPOMOOIIMTO30B: a0CONIOTHBIE (MPONMU(PEPATUBHBIC, HCTUHHBIE) U OTHOCUTENIbHBIE.
OTHOCUTENbHBIE TPOMOOLMTO3bI MOJPA3AEISAIOTCS Ha MepepacipeenuTebHbIe U
IeéMOKOHIEHTPallMOHHBIE.

TpomboruTonenuwy, HAIPOTHB, XapaKTepU3yeTcs YMEHbIIIEHUEM
KOJTMYECTBA TPOMOOLMTOB B KPOBM HIKE HOpMBL, Menee 180—150x10%/m.
Mexannsm  pasBUTHSA TpOMOOLIUTONIEHU I CBsI3aH c I10JIaBJICHUEM
TPOMOOIIUTOTIO0A3a, YBEITUYCHHBIM pa3pylIeHuEM TPOMOOIIMTOB, MaCCHPOBAHHBIM
"motpebaeHueM" TPOMOOITMTOB TPH TEHEPATM30BAHHOM TPOMOOOOpa30BaHUH,
Hanpumep, npu JBC-cuHapome Ha »dTame THUNEPKOATYJSIUU, a TaKke
M30BITOYHBIM JIETIOHUPOBAHUEM TPOMOOIIMTOB B CEJIC3CHKE.

o @yHkuuM TpoMOOUMTOB. B Hacrosmmee BpeMs sl OIEHKH (YHKIUH
TPOMOOLIUTOB ~ MCHOJB3YIOT TECTHl arperamud TPOMOOIIUTOB, H3MEPSIOIINE
CIIOCOOHOCTh TPOMOOIIMTOB arperupoBaTb B OTBET HA AaroHUCTHI, MOJAOOHBIC

Tp0M6I/IHy. CIOI[a KC OTHOCATCA TCCTBI, KOJIHMYCCTBCHHO H Ka4YC€CTBCHHO



xapakrepusymomue ¢akrop BuineOpanaa, urparonmii BaXXHYIO poJib B aAre3uu
TPOMOOIIMTOB K BHEKJIETOUHOMY MaTPHUKCY.

|. Cocynucroe 3BeHO cHCTeMbI reMoCTa3a.

[Ipy aHOMaNMsIX COCYJUCTOM CTEHKH KOJIMYECTBO TPOMOOILIMTOB, BpEMS
KPOBOTEUEHHUSI U PE3YJIbTAThl KOATYIAIIMOHHBIX TECTOB (IPOTPOMOHMHOBOE BpEMsl,
YaCTUYHOE TPOMOOTIIACTUMOBOE BpEMS), KaK MPABUIIO, OCTAIOTCSI HOPMATbHBIMH.

IIprunHBI COCYAUCTHIX HAPYIIIEHUI:

- UHQEKIHUU, KOTOPbIE UHAYIUPYIOT NETEXUU U MyPIyPY, OCOOEHHO CENTUIIEMUS,
BbI3BAHHAS MCHUHTOKOKKAMHM W  APYTUMH  OakTepusiMd, WHOEKIUOHHBIN
SHJOKAPIUT U HEKOTOPBhIE PUKKETCHO3bl. MUKPOOPraHU3MBI MOPAXKAIOT CTEHKY
MHUKPOCOCYJIOB (BAaCKYJIUT) U BBI3bIBAIOT JIMCCEMUHUPOBAHHOE BHYTPHUCOCYAUCTOE
ceeptheiBanue (IBC).

- peaKIuu Ha JIEKapCTBEHHbIE CPEACTBA. MOTYT MpPOSABIATHCS B BHUJE METEXUU U
nyprypbsl Ha Koxe 0e3 TpomOornuTomneHuH. Bo MHOrux ciiydasx COCYIHUCTOE
MOpaXEHUE OIMOCPEOBAHO OTJIOKEHHUEM B COCYIUCTOM CTEHKE WMMYHHBIX
KOMILUIEKCOB, UHAYLIMPOBAHHOE JIEKAPCTBEHHBIMU CPEACTBAMH. JTO MPUBOJHUT K
JEUKOUUTOKIACTUYECKOMY BACKYJIUTY BCJICJICTBUE peakiuu
TUIIEPYYBCTBUTEIIBHOCTH.

- MHTa U cuHApoM Jnepca-llanno (medbunur komareHa), cuHapoM KyrmHra,
remopparnueckass nypnypa Illenneitna-I'enoxa (IIMK), HacnencTBeHHas
remMopparuueckas — TeneaHrmdkTazus  (cunapom  Panmio-BebGepa-Ocnepa) -
MEePUBACKYJISIPHBIM  aMUJIONI03 OCIa0JIIeT CTEHKHM KPOBEHOCHBIX COCYIOB U
BBI3BIBAET KPOBOTEUECHUE.

I'emopparnueckas mnypnypa Illennenna-I'enoxa — 310 cucTeMHOE
3a00JIeBaHUE, CBSI3aHHOE C PEaKIMel TUMepYyBCTBUTEIHLHOCTH. XapaKTePU3yeTCs
NypaoypoHd,  JKEIYJOYHBIMH  KOJIMKaMH,  [OJUApPTpAITMEd U OCTPhIM
riomepyioredputoM. [lposiBierus oOycinosnensbl otnoxkenneMm [[MK B cocymax
BCEr0 OpraHM3Ma M ME3aHTHaJbHBIX OOJACTAX KIyOOUYKOB, YTO Yallle BCEro
WHIYIIMPOBAHO JICKAPCTBEHHBIMH CPEJCTBAMU, WH(EKITUEH.

1. KiteTouHoOe€ 3BeHO cHCTEeMBbI FeMOCTA3A.



TpomOounTonaTnu.
HacnenctBennsie HapyuieHus: (GYHKIUH TPOMOOIMTOB MOAPA3JCISIIOT Ha 3
TPYIIIBL:

1. Hapymenus aare3uu TpoMOOIIUTOB.

2. Hapymienus arperamuu TpoMOOIIUTOB.

3. Hapymienus GpyHKIIUU CEKpEIMu TPOMOOIIUTOB.

Cunapom bepnapa - Cynbe (ayTOCOMHO-PEIECCUBHOE 3a00JIeBaHUE,
BBI3bIBAEMOE HACJIEJCTBEHHBIM JePUIMTOM TIiMKonpoTenHa Ib memOpaHb
TpOMOOLIMTOB) —  MNpUMEpP  HApyIIEHUS  aare3ud  TPOMOOLMTOB K
CyO9HI0TETMaTbHOMY MaTPUKCY. DTOT TJIMKOMPOTEHH siBJsieTcs: perentopom WF
U HEOOXOIUM JUIsi HOPMaJbHOW aJre3ud TPOMOOLUTOB K CyOIHAOTEIHAIBHOMY
Matpukcy. Hapyiuienne arperauud TpoMOOIIMTOB MPOUCXOAUT MPU TPOMOACTEHUHU
['manivmanHa (ayTOCOMHO-perieccuBHOE 3a0oseBanue). B cBsi3u ¢ aedurom mim
muchynkimert  rmkonporenna  lIb/Illa  (uHTerpuHa,  yd4acTBYIOIIETO B
00pa30BaHUH MOCTUKOB MEXAY TPOMOOLMTAMHU IyTEM CBSI3bIBAHUS (PUOPUHOIEHA)
TPOMOACTEHHUYECKUE TPOMOOLIUTHI HE arperupyloT JAaxke B MPUCYTCTBUU
aaeHosuHaudocdara, koyUlareHa, osnuHeppuHa U TpomOuHa. Hapymenus
CEeKpeluu  TPOMOOILIUTOB  XapakTepusyroTcs  JAedeKTOM  BBICBOOOKICHHUS
HEKOTOPBIX MEIUATOPOB AKTHBAIIMM TPOMOOLIMTOB, TAKMX KaK TPOMOOKCAHBbI U
CBA3aHHBIM ¢ Tpanynamu aneHo3uHaupochar (AP). BosmoxkHo pa3BuTHe
NpUOOpETEHHBIX HapylleHUs: (PyHKUUU TPOMOOLUTOB B CBS3M C MPUEMOM BHYTPb
aleTWICAIMIUIOBOM  KUCIOTHl  (acUpuWHA) W JAPYTUX  HECTEPOMIHBIX
MPOTUBOBOCHATUTENBHBIX penaparos. AueTuncaiuIioBast KHCIIOTa
MPEACTaBIIeT COO0OW MOIIHBIA W  HeoOpaTUMBIM HMHTUOUTOp (epMmeHTa
nukinookcureaspl (COX), HeoOXOoauMbld JUisi CHHTE3a TpoMmOokcaHa A2 u
OpOCTarjJaHAMHOB. OTH BEIIECTBA HUIPAIOT KIIIOYEBYIO pOJIb B arperauvd u
CeKpeLnH OMOJIOTUYECKH aKTUBHBIX BEIIECTB U3 IPaHys TPOMOOIUTOB. BO3MOKHbI
HapyleHuss (QYHKIUM TPOMOOLUMTOB TPH YpPEMHUH, TMpeAcTaBisiomeid coOoi
KOMILJIEKCHOE COCTOSIHME, BKJIIOYAIOIIEE HApYLIEHUs aJre3uu, arperauud |

CEKpEIHH.



IIposiBjieHus1 TPOMOOLMTONATHIA:
- FEMOPParu4ecKnuii CHHAPOM;
- paccTporcTBa MUKPOTEMOIUPKYJIISAIINH;
- U3MEHEHUS KIIOUYEBBIX (DYHKIIMOHAIBHBIX CBOMCTB TPOMOOLMTOB (aAr€3UBHOTO,
arperalmoHHOro, MPOKOAryJIsIlIMOHHOT0);
- neeKxThl TPOMOOIIUTAPHBIX TPAHYII;
- I3MEHEHHUA pa3Mepa U (HOpMbI METaKapUOLIUTOB U TPOMOOIIUTOB.

MeToabl OLIEHKH COCYAUCTO-TPOMOOLMTAPHOI0 reMoCcTa3a.
1. Bpemsi KanmuuispHOTO KPOBOTEUEHUS - U3MEPEHUE JIIUTEIHHOCTH KPOBOTEUCHUS
MoCJie MPOKOJIa MOYKHU yXa.
2. KonmdecTBo TPOMOOLHTOB - MOACYET urcia TpoMGomutoB (195-405x10%/mKin).
3. I'eMonu3ar-arperaiiioHHbINA TecT. OnpeneneHne BpeMeHH, B TeUeHHE KOTOPOTro
IPOUCXOAUT OOpa30BaHME BUAMMBIX arperaroB TPOMOOLMTOB IOCIE 0OaBIECHUS
reMojm3aTa 3pUTPOLMTOB B OoraTyro TpoMOOIMTaMU LIUTPATHYIO IazMy. Bpems
arperaiuu, KOorjaa UCIoIb3yeTcs MaKCUManbHasl 03a TeMoin3ara, coctaBiseT 11-

17 cexyH 1 OTpakaeT CIIOCOOHOCTh TPOMOOITUTOB K arperaiuu.



AHaJIu3 KPOBH

3aganue Ne39

Hopma
Iloxka3aTenu cucTeMbl reMocTa3a PesyabTar
Jaboparopun
AKTHUBHPOBaAaHHOE YACTUYHOE 29 26-35 cex
TpomboractTuHOBOE BpeMs (AUTB) naaexkc AYTB
0.8-1.2
IIporpombOuHOBOE Bpems (IITB) 10.6 11.5-14.5 cex
ITporpomOuHOBHIN nHACKC (ITTH) 89 80-120 %
ITporpomOuH o KBuky 63 70-130 %
KonmnenTparnus ¢pudpunorena mno 5.3 1.8-3.5/n
Knayccy
Tpombunosoe Bpems (TB) 10 14-21 cex
PactBopumble puOpHUH-MOHOMEPHBIE
koMmruiekcel (POMK), opto- 12.3 3.36-4.00x10 *
(eHaHTPOJIMHOBBIN TECT MT/MJT
[1na3MeHHbIA aHTUTPOMOUH 49 75-125 %
BomyaHouHBIN aHTUKOATYJISIHT 31-44 cexk
CKpUHUHTOBBIN TecT, LA1 Bpems
BonyaHouyHBIN aHTUKOATYJISIHT 30-38 cek
noATBepxkaatomuii Tect, LA2 Bpemst R=0.8-1.2
R=LA1/LA2
D-numep 0.17-4.4 mr/n
KoHueHnTtpanus TpoMOOIIUTOB o547 180-400 TeIc/MKT
Nupyuupyemas arperanus CHUAT (cymmupyromuii UHJIeKC
TPOMOOITUTOB: arperaiuu TpoMOOIIUTOB)
AlD 75 60-90 %
Kosnnaren 89 50-100 %
Pucronernn 77 55-100 %
daxTtop Bumniebpanna 183 58-172 %
[Tna3muHOTeH 47 75-150 %

3anaHne: JaTb 000CHOBAHHOE 3aKJIIOUEHHE T10 HAapymICHUIO B CUCTCMC IrcMOCTa3a

MalyeHTa.

I11. I11a3MmeHHOE 3BEHO CUCTEMbI TeMOCTA3a.
Briagenstor 3 srana miazmMeHHOro remoctasa. [lepBbiid aTan peanu3yercs Mo
BHEIIHEMY KAacKaJdy NpU MOCTYIUIEHWHM W3 TKaHEM B KpPOBb TKAHEBOIO
TpOMOOIIACTHHA U3 HJIOTEIHAbHBIX/MBIIIEYHBIX KJIETOK WIH MO BHYTPEHHEMY
KacKaJy, KOTOpPbIM 3aIllyCKaeTcsi MNpH KOHTAKTE

KpoBH C KOJUJIAar¢HOM

(cyOsHmoTenMeM) U ¢ pas3pymieHHbIMU dpuTporutamu. O0a Kackama CXOmsTcs Ha



sTame oOpa3oBaHus X aKTHUBHOrO (akTopa B COCTaBe MNPOTPOMOMHA3ZHOTO
KoMIuiekca. Jlamee peanusyercs 2 3Tan CBEPTHIBAHUS KPOBU: MPOTPOMOMHA3HBIN
KOMIUIEKC aKTHUBUPYET MPOTPOMOUH, KOTOPBIM PpACHICIUIAACH IPEBPALACTCS B
aKTUBHBIM TpoMOuH. JledekThl 3TOro sTama CBEpTHIBAHUS O0003HAYAIOT Kak
TPOMOMHOIIATUH. 3 3Tan 3aBepiuaercss oopasoBanueM ¢puodpuHa. [latonorus sToro
JTara CBEPTHIBAHUS OTHOCUTCS K (PMOPUHOMATHSAM.

Jepuuut (pakTopoB KOAryJasLUH.

[TpuunHOI remopparudeckoro 3a001eBaHMsI MOXKET CTaTh HACJIEICTBEHHBIN
WM TpuoOpeTeHHbll neduuut moboro ¢akropa koarymsiuu. IlposBieHus
OOBIYHO B BHJIE PACIPOCTPAHEHHBIX MOCTTPABMATHUECKUX DKXUMO30B, TEMAaTOM U
JUIUTEIBHOIO KPOBOTEUEHUS MIOCIIE TPAaBMbl UJIU XUPYPTUUECKOIO BMEIIATEIbCTBA.
XapakTepHbl KPOBOTEUYCHHSI B IKEIYJAOYHO-KUIICYHOM W MOUYEBOM TpaKTax H
KPOBOU3JIMSHUSA B OMIOPHBIE CycTaBbl (reMapTpo3). HacnencTBeHnHsli nepuuuT, kak
IPaBUJIO, KacaeTcsl Kakoro-nubo onHoro (axropa koarynsuuu. Hanbonee yactoie
M BaXHble TUINbl Jeduuura — HAcHeACTBEHHbIM neduuut ¢akropa VIII
(remodunus A), HacneacTBeHHBIH qeuuut dakropa IX (remodumus B), nepunmr
¢daxropa Bummobpanga (WF).

[TpuoOpeTeHHbIil nePUIUT KacaeTcss OJHOBPEMEHHO HECKOJIBKUX (PaKTOPOB
Koaryysiuu. B ocHOBe 3TOro aeduinta MOXKeT JeKaTh CHIXKEHHUE CUHTE3a OEIIKOB
WIM yMEHBIICHHE Teproja uX noayxusHu. [edunut Butamuna K mpuBomut k
Hapymenuto cunaresa (axropos I, VII, IX, X u 6enka C, kotopbie 00pa3yroTcs B
MEYCHHU, TOATOMY TIPH TSOKENIbIX 3a00JeBaHUSAX JTOTO OpraHa BO3HHKAIOT
KOaryJonaTHH.

OuneHka cOCTOSIHUSA KOATyJISIHHOHHOT0 reMocTa3a
1. AnuTenpbHOCTh BpEMEHH CBEPTHIBAaHUS. ECITM MpOMCXOAUT YKOPOUCHHE BpEMEHH!
CBEPTHIBAHUS, TO O3TO O3HAYAET, YTO HMEET MECTO THIEPKOAryJssIUOHHBINA
npouecc. Ecnu  Bpems  cBepThIBaHHSA ~ YAJIMHEHO, TO HMEET  MECTO
TMIIOKOATyJISILIMOHHBIN MTPOLIECC.
2. V3meHeHHs] BHEIIHETO MyTH (M0 U3MEHEHHUIO MPOTPOMOMHOBOTO BPEMEHHU WU

uHaekca) wiu BHyTpeHHero mytu (tect AIITB-AUTB) remoxoarynsmuu. Eciu



IpU MPOBEACHUU STUX TECTOB (PUKCUPYETCA YKOPOUEHHE BPEMEHU CBEPTHIBAHUA,
TO OTO YKa3blBaC€T HA pPEAIM3ALMI0 THUIEPKOATYISLMMOHHOIO IIpolecca IIo
BHEIIHEMY IIyTH, BHYTPEHHEMY MYTH WM MO JBYM IyTSM OJHOBpEeMEHHO. Eciun
¢ukcupyercss  yAJIMHEHHWE  BpPEMEHHM  CBEpPTHIBAHHMS, TO HMEET  MECTO
TUIIOKOAryJIALIMOHHBIN MpoIece.
3. U3mepenne TpoMOMHOBOTO BPEMEHHU MCHOJIb3yeTcs s (UKCAIlMU HapyIIeHUS
KOHEYHOT0 3Tana KoaryJsiuOHHOro reMoctasa. [Ipu ykopoueHnn TpoMOHMHOBOIO
BPEMEHHM, JIEJaeTcsl 3aKioueHue 00 YCHIEHHOM oOpa3oBaHuu (ubOpuHa u3
¢bubpunorena. Ecnu dukcupyercs yyiMHEHHE TPOMOUHOBOTO BPEMEHH, TO
PETUCTPUPYETCSI  yTHETEHUE Iporecca  CBEpPThIBAHUA U 3TO -
TUIIOKOATyJIALMOHHBIN MPOLIECC.
4. OTaHOJIOBBI M (PEHAHTPOJIMHOBBIN TecThl. [Ipu TrUnepkoaryjsiiuu 3TU TECTHI
MOKA3bIBAIOT YBEIMUYEHUE CKOPOCTH 00pa30BaHUs CryCTKa (3TAaHOJOBBINA TECT) WIIH
yBenuueHue — kosmdectBa  POMK  (penantposnmHOBBIE  Tect).  Ecnwm
TUIEPKOAryJISIUS  ONPENEesieTcss TOJbKO MO0 OJHOMY H3 TECTOB, JHOO MO
ATAHOJOBOMY, JIUOO MO (PEHAHTPOJMHOBOMY, TO 3TO YKa3blBa€T Ha CKPBITYIO
AKTHBALMIO TUIa3MEHHOTO TE€MOCTA3a.

ITokazaTenu remocra3za, CBUIETENbCTBYyIOIIUE O pa3Butun JIBC —
CUHIpOMa:
YBenuueHue BpEMEHU CBEPTHIBAHUS KPOBHU.
VYBenuueHue KoJIMYecTBO TPOMOOILIUTOB.
VYBenuuenue puOpUHOreHa.
YBenuueHue TpoOMOMHOBOTO BPEMEHHU.

YBennueHnue npoTpoMOUHOBOTO BPEMHHU.
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YBenuueHue mpoayKToB aerpaganuu GuopuHa.
Meton Teparmuu JIBC — ycTpaHeHue MpUYMHBI WK JIeYeHUE 3a00JI€BaHNs,
Bbi3BaBulero J[BC. B onHuX cilydasx NOKa3aHa aHTHKOAryJISIHTHas Tepamnus, B

JIPYTUX — MPOKOATyJISTHTHAs, CAENIaTh BIOOP HEMPOCTO.



PA3JIEJI 6. CEPAEYHBIE APUTMUN

3aganue Ne40

3amanme: npoananuzupoBath JKI' U crenath 3aKiItOUCHUE.

Ilpeoceponas sxcmpacucmona. BHeodepeqHolt uMmyisc (GopMupyercs U
UCXOAMUT U3 MUOKapaa npeacepauii. ®opma 3youa P 3aBucuT oT TOrO, U3 Kakou
30HBI IPEACEPIANN — BEPXHEHN, CPETHEW WM HUKHEW PaCIPOCTPAHSIETCS UMITYJIBC.
CootBercTBeHHO 3y0Oenr P MoOkeT OBITh MOJOXKUTEIBHBIM, JBYX(a3HbIM WIH
orpunatenbHbiM.  Kommeke QRS He wu3MeHeH, XapakTepHa HENOJIHAA

KOMIICHCATOpHAs Tay3a M MpeXIeBPEMEHHOCTh mosiBiaeHus mukia PQRST (puc.

3).

Puc.3. Ilpencepnnas skcrpacucrtona. HemonHass koMmeHcatopHas maysa u
MPEKICBPEMEHHOCTD MosiBJieHUs nukia PQRST

Ixcmpacucmonus uz AB-y3na.




Puc. 4. Dxctpacucrona u3 cpeaneit yactu AB-y3na. Kommieke QRS Bo3HuK
IpeXIeBPEeMEHHO, 3yOenr P OTCyTCTByeT B CBSI3M C €ro HaclOCHHEM Ha
eIy TOUYKOBBIA KOMILJIEKC

DKCTpacucToIa MOXKET UCXOAUTH U3 Pa3HbIX 30H AB-y3na, 4To onpezenseT
¢ukcanuto 3yona P ma OKI'. On moxer pacnonararbes nepes komriekcom QRS,

HacCJIauBaTbCA Ha HCTO HWIIM HaXOAUTHBCA I103aAX KCIIYAOYKOBOI'O KOMILJICKCA.

Hanbonee yacTeiM BapuaHTOM sIBIIA€TCS HaciaoeHue 3yoma P ma QRS kommiekc

(puc.4).

3aganue Ne4l

P-

3amanue: npoananuzupoBath DKI' u cnenars 3aKir0YeHUE.

3aganue Ne4?2

N USSR JUUNNN JUUUN U SUUS N

3aganme: npoananu3upoBaTh DKI' U cnenars 3aKiIIOYEHHE.

Tpenemanue npeocepouii. JIns nanHow (QopMbI XapakTepHa TEHepaius
UMIyJTECOB  BO3OYKIEHHST BBICOKOW HYacTOTBI: I MPEICepauil dYacToTa

cokpaumeHud 220-350 umnynbcoB B MUH. PUTM cepilla paBHOMEPHO BBICOKHUHU,



JMACTOJINYECKAsI TIay3a OTCYTCTBYET, UTO MPUBOAUT HAPYIICHUSIM dPHEKTHBHOCTH
paboThl cepAlla M K HaApYLICHHUSIM CEPACYHOU TeMOAMHAMUKHU. XapaKTepHOU
kaptuHo Ha OKI' sBisieTcsl MosiBJICHUE MPEACEPIHBIX MHIO00pa3HbIX BOJH F.
CoxpaHsieTcsl peryJsipHOCTh pUTMA, YTO (PHUKCHUpPYyeTCS IO OJMHAKOBBIM
nuamazoHaM  F-F wa OKI. Yactora cokpamieHuil KeayIo04KoB HIDKE, UYeM
npeacepauii B CBsI3M ¢ TeM, 4To AB-y3en B 1EIsSIX KOHTPOJISI CEepJIeUHOU
NEATETLHOCTH OJIOKHPYET TIPOBEACHUE YacTH HWMITYJICOB OT TMpeAcepanuid

(pynkuumonanbHast Onokana). Kak mpaBuiio, MpoBOAUTCS OT TMpeAcepaud Ha

KEITyTOYKU Kaxblid 2-4 uMITysbe (puc. 5).

Puc. 5. Tpeneranue npeacepaunii. Purmuunsie 3yo1s! F, kommiekcsr QRS He
nedhopMUPOBAHbI, pPUTMUYHBI
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3aganme: npoananuszupoBaTh JKI' U caenaTe 3aKiItOYEHHUE.

Hapywenue enympunpeoceponoco npoegedenus. IIpoucxonut HapylieHUe
MPOBEICHUSI UMITYJIHCOB TI0 TIPOBOJISIINM ITYTSM MPEACEPIUN.

Hapywenue ampuosenmpuxyiaproeo npoedeHus. BbIIENSIOT TpU CTENEHH
aTPUOBEHTPUKYJISIpHON Onokasnsl - | u |l ctenenn - 310 HemoiHble Onokassl, 1

creneHnb — roiHas AB Ookana.



Ampuosenmpuxynapras orokaoa I cmenenu. XapakTepusyeTcs 3a7epiKKOM
npoBefeHUsT ummyibca udepe3 AB o6macte. Ha OKI' ¢ukcupyrorcs croiikue
yIUTMHEeHUs1 uHTepBasioB PQ, koTopkie coctaisioT 6otee 0,2 ¢ (puc. 6).
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Puc. 6. AB-6mokana I crenenn. Y imuaenune uaTepaia PQ 6onee 0,2 ¢
Ampuosenmpuxynsapuas oOnoxaoa Il cmenenu. Bpiaemsior 2 thna AB-

omokan |l cremenu cornmacHo Kinaccudukanuu MooOuTIa.

AB — 6noxaoa |l cmenenu 1 mun Mobumy | (puc. 7).
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Puc. 7. AB-6nokana II crenenu (tun Mo6wurti ). 3yousr P npucyrcTBytoT,
P-P onunakoBble, uHTepBasn PQ mocTteneHHO yAJUHSETCS BILIOTH J0 BBINAICHUS
eIMHUYHOro KoMiuiekca QRS, xapakTepHa HUKINYHOCTH MpoIiecca

AB-6nokaoa Il cmenenu mun Mobumy 11 (puc. 8).

I FEEHA SESNE ERERE NSRS NGRS EEREN REREY BEN N

Puc. 8. AB - oOnokama Il cremenn (tum MoOutr |l1). 3yOrmer P
MPUCYTCTBYIOT, HHTEpBaIbl P-P u PQ oawHakoBbIe, MEpHOANYECKOE BBIMTAICHUC
komiiekca QRS



Puc. 9. AB — 6nokana Il crenenu (nmonxas AB — 6imokana). MaTepsansr P-P
u R-R oaunakoBeie, HO put™M P-P ornuuaercs ot putma R-R, Takum oOpazom
3youbl P u kommiekebl QRS MosBIISIIOTCS HE3aBUCUMO JPYT OT ApyTra

AB — o6noxaoa Il cmenenu (nonnas AB — 6noxaoa). llpencepaus u
KETYJOUYKH COKpAIAlOTCSd HE3aBHUCUMO APYT OT APyra, MOCKOIBKY HMITYIIbCHI
BO30YXKJIEHHsI BOOOIIE HE MPOXOJAT OT MPEACEpAui K KelyJouKaMm 4Yepe3 30HY

AB-y3m1a (puc. 9).
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YCC — 280 B MuH

3amanue: npoananuszupoBaTh DKI' u cienars 3aKir0YeHUE.

Tpenemanue orcenyoouxkos. (OCOOEHHOCTBbIO JaHHOW (OPMBI  ApUTMUI
SBJISIETCS TIOSBJICHUE PETYJSIPHBIX, OJMHAKOBBIX [0 aMIUIUTyAe U (dopme
CUHYCOWJAIbHBIX BOJH ¢ yacTtorod oT 150 mo 300 B muHyTy. PazrpaHuuuts
Hajguyue 3y0I110B, CerMeHTOB U KoMiuiekcoB Ha DKI' HeBo3moxkHO. [lanHas hopma
SBJIIETCSI KpaliHE HECTOMKOW u ObIcTpo TpaHchoOpMHUpYyETCS B (PUOPUILISAIUIO

KCIIYAO0YKOB.



PA3JIEJI 7. TUIIOBBIE ®OPMBbI ITATOJIOI'M CUCTEMBI

BHEIIHET'O JIbIXAHUSA
3ananue Ne45
Kenmmna, 57 net, poct 158 cm, macca tena 80 kr
IHoka3areJn Jokaas PesyabTar % ot nosKHOI
BeJMYNHA BeJIMYNHBI
KEJL, n 2.99 3.02 100.8
OXEJL, n 2.89 3.02 104.3
O®BI1, n 2.45 2.48 101.0
ODBI1/KEJI, % 78.27 82.11 104.9
ODB1/DXEJI, % 82.11
ITOCBBIg, n1/c 6.20 472 76.2
MOC25, n/c 5.46 4.32 79.2
MOCS50, ni/c 3.75 3.09 82.3
MOCT75, n/c 1.41 1.08 76.6
COC25-75, n/c 3.03 2.64 87.0
Tnoc,c 0.12
Bpewms Beioxa, ¢ 6.51
[Ipumeuanue:

[TOCBbIx — mukoOBast 00beMHasi CKOPOCTh BBIZI0XA (JI/CEK);

MOC,;s5, MOCs9 1 MOC,5— MmakcuMainbHbIe 00BEMHBIC CKOPOCTH, KOT/Ia TAIlUeHT
BBIJIOXHYJ COOTBETCTBEHHO 25, 50 u 75% o6bema OXKEJI (;1/cex).

COC25-75 — cpennsisi 00beMHasi CKOPOCTh B CpefHEN 4yacTu (POopCHPOBAHHOTO
DKCHUpaTOpHOro wmaHeBpa wmexay 25 um 75 % ®XKEJL. Oror mnokazarens
U3MEPSETCS] HEMOCPEJCTBEHHO 0 CIIUPOrpaMMe JTIMOO pacCUUTHIBACTCS 10 KPUBOU
"MmoTok—00BeM" (J1/¢).

Troc - Bpems goctwkenust [IOC (mukoBast 00beMHasi CKOPOCTh BbII0XA) (C).

3amanue: 1aTh 000CHOBAHHOE 3aKJIIOUCHHE TI0 TAHHBIM CIIUPOTPAMMBI.

Tunossie ¢opmMbI pPacCTPOMCTB BHEUIHEr0 [AbIXaHus. Bxirodaror:
HapylIlIEeHUs BEHTUISILIUY, nepdysuu, b dy3un razoB 4yepes
aJIbBEOJISIPHO-KANMIIISIPHYIO MEMOpaHy U HapylIeHUs aJIeKBaTHOTO COOTHOIICHUS

BEHTUJISIIMK U IepPy3un (BEHTHIAIUOHHO-TICP(Y3MOHHBINA KO3PDHUIIUCHT).




AJIbBeoJIApHAsT  TUNMOBEHTWIsIUA. SIBisieTcss  TUmOBOM  popMoit
HapyLIEHUsI CHCTEMbl BHEIIHEro JAbIXxaHusA. OOBEM BEHTWIALMHM albBEOJI 3a
€IMHULY BPEMEHU HWXKE 4YeM (PU3MOJIOTUYECKH HEOOXOAUMBIH MOTPEOHOCTAM
opranu3ma. [IpuannHbIe PaKTOPHI aTbBEOISAPHON THITOBEHTUIISILIMY MTOAPA3ICISIIOT
Ha 2 TPYMNIBL:

- paccTpoiicTBa OMOMEXaHUKH CUCTEMbI BHEIIHETO JbIXaHMS;

- HAPYLIECHHs MEXaHU3MOB PETYJISLHAA CHUCTEMBl BHEIIHETO JbIXaHMUS.
Knaccudukanus pacctpoiicTB OMOMEXaHUKH CUCTEMbI BHEILIHETO JIbIXaHMS

- oOctpyktuBHbli TN HapyweHus CBJI. Ilpoucxomut yBennueHue
CONMPOTHUBJIEHUS TTOTOKY BO3[yXa B CBSI3U C YACTMYHOM WJIM MOJIHOM OOCTpyKUUEN
JbIXaTeNbHbIX IyTed. OOCTpyKLIMsS MOXKET BO3HUKATh KaK Ha YPOBHE BEPXHHX
JBIXaTeIbHBIX NyTed (MOJIOCTh HOCA, TIJOTKA), TaK M HA YPOBHE HWKHHUX
JbIXaTeNIbHBIX NyTel (Tpaxesl, KpynHble OPOHXH, TEPMUHAIIBHBIE U PECIIMPATOPHBIE
OpOHXUOJIBI);

- pectpuktuBHbld TN Hapywmenus CBJI. IIpoucxomut ymeHblIeHUE
(YHKIIMOHAJIBHOW TMAapEeHXMMbI, CHUXEHHE pPaCTSDKUMOCTH JIETOYHOM TKaHH,
YMEHBIICHUE KU3HEHHON €EMKOCTH JIETKUX.

OOCTPpYKTHBHBIN THII AJIbBEOJISIPHON IMIIOBEHTHIISILIUH.

Boiaenstor ciaenytomiye rpynnsl IpUUrMH 0OCTPYKTUBHOIO THIA: HAPYILIEHUS
MPOXOJMMOCTH BEPXHUX JbIXaTENbHBIX MMyTeH (3amajeHue s3bIKa, IMONagaHue
MHOPOJIHBIX Tl B Tpaxer, OOTypalus CIH3bI0, MOKPOTOW, BOCHAIUTEIbHbBIE
MPOLIECCHl  CIM3UCTBIX O000JI0YEK, OTEeK WJIM Ccla3M TOpTaHU, KOMIIPECCHUS
JBIXaTEJIbHBIX MYyTEN); HAPYIICHUS! MPOXOAUMOCTH HUKHUX JbIXaTEIbHBIX IMyTEH
(OpoHx0-, OpOHXHOJOCIAa3M, CrHajJeHue OpPOHXOB, BOCHAIUTENbHBIE MPOILIECCHl B
OpoHxax, OOCTpyKIMsI M KOMIIpeccuss OpOHXOB, H3MEHEHHE TPOCBETa
JBIXATENbHBIX NIyTEH B CBA3U C HAPYLICHHUSIMH JIACTUYECKUX CBOWCTB JIETOYHOU
TKaHU).

OgHuM W3 BaXHBIX II0OKA3aTelel, OTpaXkaroUMX HAapyLICHUS IIpU
OOCTPYKTMBHOM  THUIIE, SBIISIETCS  ONpPEIEICHHE COOTHOIIEHHS  o0bema

OJTHOCEKYHIHOTO (hOPCUPOBAHHOTO BbIJOXa K (DOPCUPOBAHHON >KU3HEHHOM



€MKOCTH JIETKUX, BBIpOKEHHOE B MpoleHTax — uHAekc Tuddno. CHmkeHue
O®DB/DXKEJT 10 70% u HUXe, Kak IPABHIIO, YKA3bIBAET HA OOCTPYKTHBHBIH THUII
HapYLIEHUN BHELTHETO JbIXaHUS.

PecTpUKTUBHBINH THI AJIbBEOJISIPHOI T'HMOBEHTUJISALIHMN.

JlanHblif TUN ~ pa3BUBAETCS  BCIEACTBHE  OrPAHUYCHMUS CTEIeHU
pacmpaBieHusi JErKuUX. BbBUICNSAIOT BHYTPU- U BHEJIETOUYHBIE  (DAKTOPHI
PECTPUKTUBHOTO  TUMa TrunoBeHTWIAMU. [laTodusmonornueckass ocHOBa
BHYTPHWJIETOUYHON (DPOPMBI PacCTPOIMCTB 3aKIIOYAETCA B CHIDKEHUU PACTSKUMOCTH
JETOYHON TKAaHW W YBEIUYCHHM DJIACTHUYECKOTO CONPOTHBICHHS JETKHX. B
pe3ynpTaTe BO3pacTaeT Harpy3ka Ha JbIXaTeIbHYI0  MYCKYJlaTtypy W,
COOTBETCTBEHHO, BO3PACTAIOT SHEProTpaThl NPU OCYILIECTBICHUU JAbIXATEIbHBIX
IIUKJIOB, YTO TMPHUBOAWT K THIOBCHTWISAIIMOHHBIM HapymieHusM. [laHHas cxema
peanusyercs npu (QUOPO3UPYIOIIMX IMpoleccax B JETKUX, MPU aTeleKTa3ax
JIETKHX, OITyXO0JIEBBIX Mpoleccax 1u¢pdy3HOro THIa.

Ecnu nMeer MecTo chaBieHre TPYyAHON KJIIETKH, HApYyIIEHUE TOIBUKHOCTH
CyCTaBOB, OKOCTEHEHHUE Xpslei péoep, BocnajieHue u Gpudpo3 MiaeBphl, CKOIIICHUE
Pa3IMYHBIX KUJKOCTEH M BO3/yXa B TPYAHON KJIETKE, TO BO3HUKAET OrpaHUYCHHE
BEITUYMHBI JIBIXQTENbHBIX OKCKYpCUW U OTy TPYyNIy NPUYMH OTHOCAT K
BHEJIETOYHBIM JIJI PECTPUKTUBHOTO THTIA.

Coornomenne  O®B;/®XKEJl (ungekc TuddHO) MOXKET OCTaBATHCS
HOPMAJILHBIM WJIH TOBBIIIATHCS TIPU PECTPUKTUBHOM THIIE.

[Tpu maTojorHsIX B CUCTEME BHEIIHETO JIbIXaHHUs, KaK MPaBHUIIO, BO3HUKAET
CMCIIaHHBIA THUN HAPYIICHHWH — COYETaHWE B PA3IUYHOM COOTHOIICHUHU
OOCTPYKTHUBHBIX U PECTPUKTUBHBIX THUIIOB PACCTPOUCTB. MeToAbl MCCIETOBAHUM
Takue Kak cruporpadusi, MHEeBMOTaXUrpadusi ¥ Ipyrue Mo3BOJSIFOT OCYIIECTBHUTH
pErucTpaluio paHHUX JOKIMHWYeckux Hapymennii B CBJl, mnpoBectu
nudpepeHnnanbHy0 TUAarHOCTUKY, BBIOPATh MATOTCHETHYECKH OOOCHOBAaHHYIO
TEpanuio U OLeHUTh 3P(HEKTUBHOCTH JICUEHUS.

Hapymenuss MexaHu3MOB peryJisiliui BHEIIHEr 0 AbIXaHHUS.



BbLaenstor psa paccTpOMCTB MEXaHU3MOB PETYJISILUM BHEUIHETO JbIXaHHUS:
neuuT WM U30BITOYHOCTH BO30yxmamomel addepeHTannu, H30BITOYHOCTD
TOpMO3HOU addepeHTali, MOBPEKICHUE ABIXATEIbHOTO IIEHTpPA, HapYIICHUE
s depeHTannu, MHOTeHHbIE (JOPMBI HAPYIICHUH TbIXaHUSI.

AJIbBeoJIApHAsI THUIEPBEHTHISIIUSL. TunoBass Qopma HapyieHUs
BHEIIIHETO JbIXaHUsl, KoTopas XapaKTEepHU3yeTcsl TMOBBIINICHHEM  YPOBHS
BEHTWSILUM JIETKUX B CPAaBHEHUU C HEOOXOJAMMBIM OpraHU3My YPOBHEM 3a
enuHully BpeMeHu. K npuyuHHBIM (pakTopaM, NPUBOJAIIMM K TMIIEPBEHTUIISALUY,
OTHOCAT: HealeKBaTHbIM pexum HWMBJI, HeBpoTMYECKHME  COCTOSIHUA U
CTpecc-peakliiy, THIEPTEPMHUYECKHE PACCTPOMCTBA, OPrAHMUECKUE TTOBPEKICHUSAX
TOJIOBHOTO MO3T'd, TMIIOKCHIO DK30T€HHOTO TeHe3a. Pe3ynbTraTtoM anbBEOJSIpHON
TUNIEPBEHTUIISILIUY SABJIIOTCS TUIIOKAITHUS, Ta30BbIA aJIKaJI03, TUIIOKCHSI OPTaHOB U
TKAaHE, HAPYLIEHHUs] BOJHO-3IEKTPOJIUTHOIO M KHUCIOTHO-OCHOBHOI'O COCTOSIHHM,
4TO KIIMHUYECKU IIPOSIBIISIETCS BBIPAKEHHBIMU HapyLICHUAMU
KU3HEIEATEeIIbHOCTH, CYJOPOraMH, MApacTe3UsIMU U PAJIOM JAPYTUX HApYUICHUH.

Hapyumenue BeHTUISIHUOHHO-TIEPQY3HOHHBIX OTHOLLCHHH.

OddexktuBHOCT  ra3000MEHHOW  (QYHKUMM  JIETKUX  3aBUCUT  OT
COTPSHKEHHOCTH MPOIIECCOB BEHTWIALMU/TIEP(PY3UU U B JIOKAIBHBIX 00JIACTAX, U B
agerkux B 1eaoM. COOTHOLIEHME BEHTWISUMM U mepdy3uu XapaKTepusyroT
KO3 (PUIIMEHTHI bIXaTEeIbHbBI U BEHTHWIALMOHHO-TIEP(PY3UOHHBIN. JIpIXaTenbHBIN
KOO PUIMEHT oOTpakaeT MHTCHCUBHOCTh METaOOJMYECKUX TIPOIECCOB B
opranusme no peructpanuu Bbiaesnenus CO, IerkuMu U MOTpeOIeHUsT KUCIOPOIa.
BentunaunonHo-nepPy3uoHHbI  KOA(DPUIIMEHT XapaKTepu3yeT aJeKBATHOCTh
COOTHOLICHHS] MHUHYTHOTO 0OO0bEMa ajbBEOJISIPHOM BEHTWISILIMM K MHHYTHOMY
o0beMy KpoBOTOKa. BennurnHa HOpMaJIbHOTO JMAana3oHa TaHHOTro KoddduuueHTa
kosebnercsa B npenenax 0.8 — 1.0. [Ipu pa3Butnm AbIXaTeIbHOM HEAOCTATOYHOCTH
HapyIIaeTCs COMPsIKEHUE MPOIECCOB BeHTWISIUMU U nepdysuu. HeagexBaTHas
BEHTWJISILIUSA YYACTKOB JIETKUX MPU COXPaHEHUU HOPMAJIbHBIX BETUYUH nepdy3uu
IPUBOJUT K CHW)KEHHUIO KOJHMYECTBEHHOIO COOTHOIICHHS BeHTWIinuu (V) u

nepdpysun (Q) nmerkux u kodpdunument V/Q wuMeer HU3KHE 3HAYCHHS H



pa3BuBaeTcs runokcemus. Hampotus, Qpu3nonorndecku HopManbHasi BEHTHIISALIUA
HEaJIeKBAaTHO Mepdy3UpPyEeMbIX YYaCTKOB JIETKUX, MPUBEAET K MOBBIIICHHBIM
nokasaresem cooTHomeHus V/Q.

Hapywenus auddysnu Kuciaopoaa u yrJEKHCJIOro rasa. Mexny
AMUTEIUEM AJIbBEOJI U DHJOTEIMEM KaWUISIPOB PAcIoaraeTcsi UHTEPCTULIMN, B
COCTaB KOTOPOTO BXOJAUT CYp(paKTaHT U COCIUHUTEIbHOTKAHHBIE BOJIOKHA.
[Mpuuuuel  HapymeHuit nud@Py3MOHHOM CIMOCOOHOCTH JIETKHX — BKIIIOYAIOT:
yTOJIEHne MeMOpaHbl IPU BO3PACTAHUU KOJIMYECTBA KUAKOCTU Ha MOBEPXHOCTU
aJIbBEOJI, HAIIPUMED 3a CUET CIU3U WUJIU IKCCYIaTa MPU aNIEPTHYECKOM aJIbBEOIUTE
WJIM THEBMOHUU; OTEK aJIbBEOJIIPHON MEMOpPaHbl U UHTEPCTULINS; TUIIEPTPOPUIO U
TUIEPILIA3UI0 KJIETOK SHAOTEIUS U AIUTENINs; BO3MOKHO IMOBBIIIEHHUE INIOTHOCTU
MeMOpaH mNpH  KalbIU(PUKALMK  CTPYKTYp  HMHTEPCTULHUA,  YBEJIUUYEHUE
KOJUIAr€HOBBIX, PETUKYJIMHOBBIX, 3JJACTUYECKUX BOJIOKOH B MEPETOPOAKAX MEXKIY
AJIbBEOJIAMH.

OcTpblil pecIMpaTOPHBIN JUCTPECC-CUHAPOM.

Octpoe mnoBpexaenue Jserkux (OILJI) ompeaensroT kak BBIPAKEHHYIO
TUNOKCEMUI0,  AUPPY3HYI0O  UHOUIBTPALMIO  JIETKUX [pPU  OTCYTCTBUH
HEJIOCTATOYHOCTH CEPJICYHO-COCYIUCTON cucTemMbl. K Tspkenmoit ¢opme octporo
NOBPEXJECHNSA JIETKUX OTHOCAT OCTPBIA PECIHUPATOPHBIA JIHUCTPECC-CUHIAPOM
(OPZC). B ocHoe OPIC nex’uT BOCHAIUTEIBHBIN MPOLECC C PE3KO BhIPA’KEHHBIM
YBEJIIMYEHUEM COCYAMCTON NPOHUIIAEMOCTH, MAaCCHUPOBAHHOM THOENbI0 KIIETOK
COCYIUCTOTO DHJOTENHS U  aJbBEOJSIPHOTO  dSnuTenus. PaHHuMe  ATarbl
BOCHAJIMTENIBHOIO Mpollecca XapaKTepU3yloTcs cepueid  MOpQOJOrHYeCcKUX
NPU3HAKOB MOPaXEHUS SIUTENNs B BUJE HAOyXaHUS U BaKyOJHU3allUU KIETOK C
NOCJIEAYIONIMM  HEKpPO30M. MapkepoM akTHUBAallMM W MHPOrPECCUPYIOIIETO
NOBPEXKJICHUS YHAOTEIUS SIBISETCS MOSBICHUE B CBIBOPOTKE KPOBU SHIOTEJINHA U
daktopa Bunnebpanga. PasBuBaercs gedunutr cypdakTaHTa B CBSI3H  C
IPOrPECCUPYIOLINM 3HEProACPUUMTOM U paspyuieHueMm anbBeouutoB |l tuma, a
TaK)K€ THAJIMHO3 B CBSA3H C (POPMUPOBAHUEM DKCCYyJaTa ¢ BHICOKHM COJIEpP KaHUEM

Oenka W q)paFMeHTaMI/I PaspyYHICHHLBIX OSIIUMTCIHAIBHBIX KICTOK aJIbBCOJI.



dopmupyercs u  ycyryonsercs naucOaliaHC B COOTHOIIGHWHM TPO- U
IIPOTUBOBOCIAIIUTENIBHBIX MEAUATOPOB. KiltoueByr0 posib B MHUIMALWKA CIABUTa B
[10JIb3Y IIPOBOCHAJIMTENBHBIX IUTOKUHOB OTBOJAT (pakTopy TpaHcKkpuniuu NF-kB.
VYcunenne Bbeipabotkn WJI-1, MJI-§, ®HO npuBoAUT K akKkTUBAIMU KIIETOK
AHIOTENNSA U HEUTPOPUIOB B KaWJUIAPHOU ceTH Jierkux. Helitpopunam otBosar
Beylyro poib B naroreHeze OPJIC, MOCKOIbKY IPU aKTUBALMU OHU BBIJEISIOT
OMacHbIE W JIECTPYKTUBHBIE JJIsi cOOCTBeHHBIX KiIeToK BAB (mpoteassi, AKP u
Ip.), 4TO MPHUBOJUT K IIPOrpeccy BOCHAJIEHUS W HApPYLUICHUSIM B CHCTEME
remocrasa. [I[poTMBOAEHCTBYIOIIMM KOMIIOHEHTOM SIBJISIETCS CMHTE3 U aKTUBALUS
IIPOTUBOBOCHAJIUTENBHBIX ar€HTOB, TAKMX KaK aHTUOKCHUJAHTHI, UUTOKUHBI — WJI-
10 u Genku pe3oNBHHBI, a TaKXKe aHTUIpoTeasbl. Pa3Butue mnponudeparruBHON
(da3bl NPUBOJUT K 3aBEPLICHUI0 BOCHAJIEHUS CO CHUKEHUEM BBIPAXKEHHOCTH
HKCCYJIaTUBHOTO IMPOLIECCa, MUTPALUA HEUTPODUIOB CMEHSETCS TUM(POLUTAPHOMH,
IPOUCXOAUT BOCCTaHOBIIEHUE anbBeouToB |1, a 3aTtem | Tumos, penapauus TkaHen
C BOCCTAHOBJIEHHEM COCYJIHUCTOTO 3HAOTENNS U AJIBBEOJISIPHOTO ITUTEIUS.

IMoka3arenu cnupoMeTpum.

JlanHbI pasznen B3AT U3 Meroanueckux pekoMeHmannii «CrnimpoMerpus»,
YTBEPKICHHBIX Poccuiickum  pecnmpatopHbiM  o0miecTBoM, Poccuiickoit
accollalerd CHenuagucToB  (DYHKIIMOHAIBLHOW JAMArHOCTHKH, Poccuiickum
HAy4YHBIM MEIUIMHCKUM 00I1ecTBOM TepaneBToB B 2023 roay u nmpuBoauTcs 0e3
U3MEHEHUN:

«IIpy CIIOKOMHOM JBIXaHUM C MAaKCHUMAaJbHOW AaMIUIMTYAON HW3MEpPEHUs
o0BbeMa ONpeAeIIAIOT CAEAYIONINE TOKA3ATENH:

* )KEJI (xu3HEeHHAass EMKOCTh JIETKUX) — MaKCHUMAaJIbHBI 00BEM JIETKUX, KOTOPBIT
YeJIOBEK MOXKET BIOXHYTh MOCJe MakcuMaibHO Tiyookoro Beinoxa (JKEJL,,) wim
BBIIOXHYTH MOCJe MakcuMasibHO TiryOokoro Baoxa (JKEJL,,,), T.e. MexXay ypoBHEM
octarounoro oowrema jerkux (OOJI) u ypoBHem obOmieli emkocTu jerkux (OEJD);
* E,, (eMKocTh BI10Xa) — MaKCUMAaJIbHbI O0BEM, KOTOPBIA YEJIOBEK MOYKET
BJIOXHYTh IIOCII€ CIIOKOMHOTO BBIIOXa, T.€. OT YPOBHSA (PYHKUMOHAIBHOU

octatouHoit emkoctu jJerkux (DPOE) no yposus OEJI;



* PO,,,; (pe3epBHBII 00BEM BBIJIOXA) — MAKCUMAILHBIM 00BEM, KOTOPBIN YEJIOBEK
MOKET BBIJOXHYTh IOCJIE€ CIOKOMHOrO BbIIOXA, T.€. OT ypoBHA POE 10 ypoBH:
OOJI.

C momoripio MaHeBpa (POPCUPOBAHHOTO BBIIOXA OMPEACTSIOT CIEAYIONINe
MOKA3aTENN:
 ®XEJI (dbopcupoBannas ku3HeHHas eMKOCcTh Jjerkux) — JKEJI, kotopas
U3MepseTCs TP (POPCUPOBAHHOM BBIJIOXE;
« ®XEJI,, — XEJI, xotopas wusmepsierca Impu (HOPCUPOBAHHOM BIOXE;
* OPB; (o0veM (opcupoBaHHOTO BbIOXA 3a | MEpBYIO CEKyHAy) — OOBEM,
KOTOPBII YEJIOBEK YCIEBAET BBIJOXHYTH 32 1-10 CEKYHIY (POPCUPOBAHHOTO BbII0XA;
* cootHomenne ODB/DXKEJI (unnekc ['eHcnepa);
* cootHomienne ODB;/KEJI (unnekc Tuddno);
e [IOC (mukoBasi oObEMHas CKOPOCTb BbIIOXa) — MaKCHUMallbHAsi CKOPOCTh
BO3/TYIIIHOTO TTOTOKA ITPU (POPCUPOBAHHOM BBIIOXE;
« MOC25 (makcumanbHas 0ObeMHas CKOpPOCTh TpH BbImoxe 25 % DIKEJI) —
CKOpPOCTb BO3YIITHOTO MMOTOKa B MOMEHT Bbigoxa 25 % DIKEJI;
« MOC50 (makcumanbHas oObeMHas CKopocTh mpHu BeImoxe S50 % DXKEJ) —
CKOpPOCTb BO3YIITHOTO MMOTOKa B MOMEHT Bbigoxa 50 % DIKEJI;
« MOC75 (makcumanbHas 00beMHasi CKOpocTh TpHu Bbioxe 75 % DKEJ) —
CKOPOCTb BO3YIIHOTO MIOTOKAa B MOMEHT BbIoxa 75 % ®IKEJL;
» COC25-75 (cpennsisi oObeMHast CKOPOCTh MpH Bbigoxe oT 25 no 75 % DIKEJI -
CpPEIHsISl CKOPOCTh BO3AYIIHOIO IMOTOKA MPHU BBIAOXE B Auaras3oHe oT 25 1o 75%

OXKEIDy.



3aganue Ned6
Kenmmna, 71 ron, crpagaetr XObBJI Ha dhone kudockoanosa

IToxka3arean Homxnast PesyabTart % OT JDOJIKHOM
BeJNYHHA BeJIMYHUHbBI
KEJL 1 1.96 1.32 67.6
OXKEJL 1 1.86 1.11 59.4
O®BI1, n 1.51 0.85 56.3
ODB1/XKEJI, % 75.61 64.31 85.1
ODB1/DXKEJI, % 76.80
ITOCBbIg, 11/c 4.95 3.36 71.8
MOC,s, 11/c 4.62 3.56 77.0
MOCsy, 11/c 3.04 1.02 33.0
MOC75, a/c 0.90 0.19 21.1
COC25-75, n/c 2.37 0.54 27.2
Tnoc,c 0.10
Bpewms BbII0XA, € 6.06
IIpumeyanmue:

[TOCBbIx — mukoBast 00beMHasi CKOPOCTh BbIZI0XA (JI/CEK);

MOC,;s5, MOCs9 1 MOC,5— MakcuMainbHble 00BEMHBIE CKOPOCTH, KOT/Ia TAIlUeHT
BBIJIOXHYJI COOTBETCTBEHHO 25, 50 u 75% o6bema OXKEJI (1/cex);

COC25—-75 — cpenHsisi 00ObeMHasi CKOPOCTh B CpeAHEH 4YacTu (POpCHPOBAHHOTO
AKCIIUpATOpHOro MaHeBpa Mexay 25 u 75 % DXEJL. DTtoT mnokaszarelb
HU3MEPSAETCS HEMOCPEACTBEHHO 10 CIIUPOrpaMMe MO0 pacCUUTHIBACTCS 110 KPUBOM
"morok—o00beM" (11/c);

Thoc - Bpems goctmxenus [10C (nmukoBast 00beMHasi CKOPOCTh BbII0XA) (C).

3ajmanue: 1aTh 3aKJIIOYEHUE 110 JaHHBIM CITUPOTPAMMBI.

BrisiBienne OOCTPYKTMBHOTO THIA TUIOBEHTWISLIUHU JIETKUX SBISIETCA
HauOosiee  3HAYUMBIM  [IOKa3aTejleM  Ha3HAuYeHUs  CIUPOMETPUYECKOTrO
oOcienoBaHus. Y MEHbIIEHUE CKOPOCTHBIX MOKa3zaresel (popCHpPOBAHHOTO BBIOXA
yKa3bIBaeT Ha CHMKEHUE CKOPOCTH MOTOKA BO3JyXa MPU BHICOKOM OpPOHXHMAJIHLHOM
CONPOTHUBJIICHUH W HA CYXKEHUE JbIXaTeNIbHbIX IyTeH, YTO WU XapaKTepHO IS
oOctpyktuBHOro tumna. CoOOTBETCTBEHHO TNipu mnafeHun mnokazatens ODBI,

npoucxoaut cHrkenue uaaekca Tudduo (ODBI1/KEI u/vmm ODB1/DIKE).




PA3JIEJI 8. TUIIOBBIE ®OPMBbI ITATOJIOI'MU B CUCTEME

IHNEYEHU, IOYEK
3ananue Ne4/
®UO nanuenta: JL.ILK.
[Ton/Bo3pacr : xxen / 22.03.1981 (42 rona)
Jla6.HOoMep: 008258/23
Hara/Bpems : peructparuu 25.04.23 07:50
cnaun aHaimsa 25.04.23 15:04
BbINIoNIHEeHUA 25.04.23 15:04
BuoxuMmnyeckue uccjiea0BaHus

HUccaenoBanue PesyabTrar | Hopma En. uzm.

JlabopaTopum
XoJecTepuH OOIIHiA 5.20 3.5-5.17 MMOJIB/JT
AnannHamuHoTpaHcdepasza | 11 <31 ME/n
(AJIT)
AcmnapratamuHoTpancdepasa | 15 <31 ME/n
(ACT)
bunupyOuH o0mmi 76 3.4-21.0 MKMOJIb/JI
bunnpyOuH npsiMoit 2.7 0-3.4 MKMOJIb/JI
bunupyOuH HenpsiMoit 19.5 3.4—13.7 MKMOJIb/JT
['mroko3a 4.80 4.0-6.1 MMOJTB/JT

YpoBeHb caxapa

yepes JIBa Jaca

MOCJI€ HArPY3KHU

r1r0Ko30it (75 p)

<7.8
Kpeatnann 84 53-106 MKMOJIB/JT
MoueBas KucaoTa 180 140-310 MKMOJTB/JT
MoueBruHa 4.6 2.5-8.3 MMOJTB/JT
OOt 6em0K 78.0 65-85 r/n
[lemounas pocdarasza 1.4 0.63-2.1 MKMOJIB/JT

3agaHue: 1aTh 3aKIIOUYEHUE IO OMOXMMUYECKOMY aHAIU3y KPOBH.

/Kearyxa - cCHMOTOMOKOMIUICKC, CBSI3aHHBIN ¢ HAKOTUICHHEM OMIIMPYyOWHA B
KpPOBH, MOYE, TKAHAX U XapaKTEPU3YIOIMUNCS KEATYITHBIM OKpPAIlTUBAaHUEM KOXKH,
CKJIEP, CJIM3UCTHIX 000JIOUEK.

B HOopMe OunupyOun oO6pazyetcs npeumytiectBeHHo u3 rema (0,2-0,3 r/cyT)
pa3pyIlieHHBIX, CTApCIOMUX  JPUTPOIMTOB. BHenmedeHOUHBId  OWIMpPyOUH
CBSI3BIBACTCS C albOYMHWHOM IUTa3Mbl KPOBHM M TIOCTyHaeT B meueHb. [lamee

NponuCxXoAnT IOITIOIMCHUC TICYCHOYHBIMU KIICTKAaMU U TIIOKYPOHU AU B




SHJOMJIA3MATUYECKOW CETHU C OO0pa30BaHUEM pACTBOPUMBIX B BOJE MOHO- H
TUTITIOKYpOHUIa  OWIMpyOWHA, KOTOpBIE 3aTEM  BBIACISIIOTCS B JKETb.
Tpanchopmalys KOHBIOTHPOBAHHOM (HOPMBI OMITHPYOHHA!

- OCHOBHAasl 4YacTh TPaHCHOPMHUPYETCS B YPOOMIMHOTEH. DTO TPOUCXOIUT B
BEPXHEM OTJeJIe TOHKOTO KHIIEYHHMKA. 3aTeM OCYIIECTBIISIETCS] BCAChIBaHHE
ypOOMIMHOT€HA B TOHKOM KuieyHuke. [lo cucreme BOpPOTHOM BEHbI
YpOOUIIMHOTEH TMOMaJaeT CHOBA B IE€UYEHb, TJI€ MPOUCXOAUT €ro OKUCICHUE C
MOJIHBIM  (PEpMEHTATUBHBIM pa3pyllieHueM. B 3mopoBom opranuzMe B 00IIUN KpyT
KpOBOOOpaAIlleHUsI U B MOYy Me300WIMpyOMH M YpOOWJIMHOTEH HE MOMajaroT, a
MOJTHOCTBIO 33]JIEPKUBAIOTCS TE€NATOIIUTaMHU.

- OCTaBIIAsCAd B KHIIEYHUKE YacTh NMUTMEHTOB (EepMEHTaMU OaKTepUabHOU
(bIopbl  TOJCTOTO KHUIIEYHUKA BOCCTAHABIMBACTCS O CTEPKOOUIIMHOTEHA W
BBIJICJISIETCS. U3 OPTaHU3Ma, OKpalIuBas Kail.

- HE3HAUUTEJIHbHOE KOJMYECTBO CTEPKOOMIMHOIEHA Yepe3 TeMOPPOUIAIbHBIC BEHBI
nonagacT B OOJIBIION KPYr KpOBOOOpAIIEHUs, OTCIO/IAa B MOYKH M BBIACISECTCS C
Mouor. Ha Bo3ayxe CTEpKOOMIMHOTEH U ypOOWJIMHOTEH IMpEeBpalllaroTcs,
COOTBETCTBEHHO, B CTEPKOOMIIMH U YPOOUIIUH.

HaaneyeHouHast »kejaryxa.

K pa3zBuTuio Haane4eHOYHOU (POPMBI KENTYXHU MPUBOIST HACIIECTBEHHBIEC U
npuoOpeTeHHbie (HOpMBI TEeMOJUTUYECKUX aHemuil. M3 HacnencTBeHHBIX (opm
aHEeMHUI KJIIOYEBOE 3HAYCHHE ISl Pa3BUTHS JaHHOW (OPMBI KEITyXH HMEIOT
MeMOpaHONIaTUU U TEMOTJIOOMHOIATUM, K KOTOPHIM OTHOCSITCS HACJICICTBEHHBIM
chepoI1uTo3, TalacCeMUHU, CEPHOBUIHO-KICTOUHAs aHemus. M3 mpuoOpeTeHHBIX
(GakTopoB,  BBI3BIBAIOIIMX  TI'EMOJIU3, AKTyaJbHBIMH  SIBIISIOTCS  JIEHCTBUE
JIEKApCTBEHHBIX  MpENapaToB, HOHU3HUPYIOIIEE  TMOpaXEHHWE, TIeMOJIU3UHbI
BO30yIUTENC KOpH, KpacHyXH, JeHCTBUE soB W 1p. [IpexxneBpeMeHHOe
paspylieHrue IMUPKYJIUPYIOMIUX SPUTPOIIUTOB MOXET OBITh BBI3BAHO HIUPOKHUM
CHEKTPOM CTPYKTYPHBIX, META00IMUECKHX, UMMYHOJIOIMUYECKHX U MEXaHUYECKHX
nedeKTOB IPUTPOIUTAPHBIX KIETOK. [IOBBIIIEHHBIN pacaj SpPUTPOIIMTOB U/HITA UX

KIICTOK-IIPCAIICCTBCHHUKOB IMPUBOJUT K YBCIUMYCHHUIO YPOBH:A CBO60,ZIHOI‘O



ounupyouna. B cBsa3anHoll ¢ anpOymuHOM (opMe OmaMpyOMH MOTJIOLIAeTCs
MEYEHBIO, T/I€ KOHBIOTUPYET C TIIIOKYPOHOBOM KHUCIOTOW C 00Opa3zoBaHUEM
[IIIOKYPOHU/IA, YTO TOBBIIAET €r0 PacTBOPUMOCTh B Boje. KOHBIOrHMpOBaHHBIM
OunMpyOUH BBIJEISICTCA B JKEMYb M TONAJAeT B JABCHAIIATHICPCTHYIO KHUIIKY.
baktepun B KHUIIEUHHKE OMNOCPEAYIOT TMPEBpAILEHUE KOHBIOTHUPOBAHHOIO
OuwnMpyOnMHa B YpOOWIJIMHOTEH, KOTOPBIA, B CBOIO OYe€pellb, NpPEBpaIacTCs B
CTEpKOOUIMH. Y TAIUEHTOB C YCHJICHHBIM pAaclajgoM SPUTPOLUTOB H
KaTabO0JIM3MOM remMa MPOUCXOJUT MOBBILIEHUE YPOBHS HEKOHBIOTMPOBAHHOTO WJIH
«HETIPSIMOT0» OUIMPYOHHA B IJIa3Me/CHIBOPOTKE KPOBH.

XapaxkTepHble U3MEHEHUS MIPU TEMOJIMTHYECKON KENTYXE:

- B 00111€M aHaJIu3€ KPOBU YPOBEHb 'eMOTJI00MHA CHIKEH, IIBETOBOM MMOKA3aTelb B
HOpPME WJIM YBEIINYCH, PETUCTPUPYETCS PETUKYIOINUTO3;

- OMOXMMHMYECKHE MOKa3aTelIM aHaliu3a KPOBU - PETUCTPUPYETCS MOBBIIICHHUE
YPOBHSI HEPSAMOTO OUINPYyONHAa,

- B oOmeMm aHaimM3e MOYM -  THUIEPYPOOMIMHOTCHYPHs, UYTO TPUBOAUT K
NOTEMHEHHUIO MOYH;

- aHAJIM3 KaJja - OMPeAeNsAeTCs] BRBICOKUN YPOBEHb CTEPKOOUIMHOTEHA, YTO MPUIACT
TEMHYIO OKpPacKy Kaiy.

ITeyeHo4Hasn xeaTyXA.

PazButne 0OyClIOBICHO HapylIeHHEM BHYTPHUIICUEHOYHOTO OOMEHa
(HapyIllICHHEM 3aXBaTta, CBS3bIBAHUS W BBIBEICHUs) OMIUpyOrHa. Onpeaenstomum
npyu JaHHOU QopMe KEeNTyXu SBJSICTCS HapylieHHe (YHKIUI MEYSHH B CBSI3H C
MOpPaKCHUEM TeMaTOIMTOB U KEIYHBIX KammuisipoB. Kak mpaBuiio, MpOUCXOAMT
MOBBILIICHHE B CHIBOPOTKE KPOBU YPOBHS KOHBIOTMPOBAaHHOTO Ounupyounna. B
naToreHe3e MEYCHOYHO-KIETOYHOW (OPMBI  KIIFOUEBHIM  3BEHOM SIBIISICTCS
MOBPEXKJICHHEe MeMOpaH TeNaToIMTOB M BBIXOJ CBS3aHHOTO OunupyOuHa B
CHUHYCOHJIBI U B KPOBSTHOE PYCJIO.

lleyenouno-knemounas gopma owcenmyxu. Cample 4YacTble NPUYUHBI -
BUPYCHBIA TremaTUT, TOKCHUYECKOE TMOpaXEHHE TIEeUeHH, TaKXkKe BHUPYCHOE,

AYTOUMMYHHOC, aJIKOI'OJIbHOC OCTpPOC HWJIHM XPOHHUYCCKOC TIIOPAKCHHUC, TAKIKC



TsDKebIe MHGEKImH (0CTpasi THEBMOHUS, TU(BI U Ap. ), CETICUC.

Cranuu:

1. pemxentymHas. XapakTepHbl YPOOUIHMHOTEHEMUS, YPOOUITMHOTEHYPHSI.
B xposu: nossimenue pepmentor AJIT, ACT, JIAT', CATL', MAT'. Tpaunchopmarms
HEnpsiMOro OWIMpyOWHA B MPSMOM CHIXKAETCS U, CJEI0BATEIbHO MPOUCXOIUT
yYMEHBIIIEHHE CTePKOOMIIMHA B Kalie (oOecliBeunBaHue Kaiia). B Mode — moBbillieHHE
YPOBHS ypOOMJIMHOTEHA (MOYa TEMHAas! — «IIBET MUBAY).

2. Kenrymnas. Tpancpopmaiys HeENpsMOro OWIMPyOMHA B MPSMOUN
cHkaercs. [Ipamoii OunpyOouH oOHapykuBaeTcs B KpoBU M Moue. Pa3BuBaercs
xoJieMusl (TIOSIBJIEHHE B KPOBU BCEX OCHOBHBIX KOMIOHEHTOB kemun). CoepxanHue
CTEpKOOMJIMHOTEHAa B MOYE M Kajie MajaeT, Moya CBETJECET, Kajd CTaHOBHUTCS
OECLIBETHBIM.

3 cragus. [emaTonMThl TEPAIOT CIOCOOHOCTH 3axBaTa M3 KPOBU H
TpaHcopMallii HEnpsiMOro OWIMpyOMHA B MPAMON. YPOBEHb HEMPSIMOTro
OmMpyOnHa B KPOBH BO3pacTaeT. Y POBEHb NPSIMOro OUIMpyOrHA B KPOBH MAJAET.
YpoOunuHoreHa B kpoBu u Moue HeT. CTepKOOWIMHOTeHa HET B MO4YE M Kaje.
Hcxona: BocCTaHOBJICHUE WM MIEUEHOYHAs KOMa.

Ouzumonamuyuecxkas owcenmyxa. llpoucxomuT HapylieHue MeTaboir3ma
OmpyOrHa M3-3a CHUKEHHOW aKTUBHOCTU (PEPMEHTOB, YUACTBYIOIUX B 3aXBate,
TPAHCIIOPTUPOBKE, CBS3BIBAHUU C TJIIOKYPOHOBOM KHCIOTOM OwinpyOuHa W
JTAIBHEUIIEH SKCKPEIMEN €ro U3 rernaTouTOB.

BrienstoT npuoOpeTeHHYI0 U HACAeAyeMYH0 (hOPMBI.

Cunapom XKunnbepa. Tunm HacienoBaHus - ayTOCOMHO-IIOMUHAHTHBIN. W3
HACJICICTBEHHBIX JKEITYX BCTpEUYaeTcs C HauOoublied dactoToil. B cBsi3m ¢
neururom  YJD-rmrokyponuntpancdepazbl M CHUKEHHONW  aKTHUBHOCTBIO
TIIIOTaTHOHTpaHCc(epasbl, OTBEUAIONICH 3a JOCTABKY HEMPSMOro OWIMpyOWHA K
MIEYEHOYHBIM MHUKPOCOMaM, MIPOUCXOJIUT CTOIKOE MOBBIIICHUE

HEKOHBIOTUPOBAHHOTO OMJIMPYOUHA.



Cunapom Kpurnepa—Haiisipa. B ocHOBe marojoruu J€XKUT F€HETUYECKUU
nedeKT, ONPEeNeNsIoNINil  CHUXEHHE aKTHUBHOCTH, JMOO IOJHOTO OTCYTCTBHE
dbepMeHTa TIIoKYypOHMITpaHchepasbl.

Ioanmeyeno4Has KejaTyxa.

[IpoucxoauT 0OTypalusi BHENEUEHOYHBIX JKETYHBIX MPOTOKOB, UTO
HapylaeT TOK JKEJYM B JABCHAJLATUIEPCTHYIO KHIIKY. Benymel npudnHOn
MOJMIEYCHOYHON JKENTYXHM SIBISICTCS JKelTueKkaMmeHHas Oone3Hb. I[lpomcxoaut
MOBBIIICHNE JABJICHUS B JKEMYHBIX KaNWUISIpaX, YTO OMPEACISIET YPE3MEPHOE
pacTsHKEHUE CTEHOK M TOBBIIMIEHHYIO HMX MPOHUIAEMOCTb. B pesynbprare
KOMITOHEHTBHI KE€I4M TMOMNaJaloT B KPOBOTOK, YTO OIPEAENSIETCS TEPMHHOM
xonemus. lloBeimaercss ¢pakiusa npsimoro OwinpyouHa B KpoBu. U3-3a
HapyLIEHUH KEITUYEOTBEACHUS, TOCTYIJIEHUE KEIUM B KUIIEUHUK CHUXKAETCS, JIN0O
MPEKPAILAETCS, UTO XapaKTePU3yeTCs] TEPMUHOM axOJIHSL.

XapakTepHble U3MEHEHUS IIPU MEXAHUUYECKOM JKENTyXeE:
- B 00IIeM aHajau3e KPOBH JIEMKOIIMTO3 CO CABUIOM JIEMKOIMTApHOM (POPMYIIbI
BJIEBO, MOBbIIeHHEe COD (MPOUCXOAUT TIPH KeITueKaMeHHOM O0JIE3HN ), BO3MOKHA
aHEeMUST,
- aHaJM3 KaJia — CBETIIBIN (aXOJIMYHBIN) IIBET KaJja,
- B 00II[eM aHaJIM3€ MOYH MOBBIIIEHUE MPSMOTO OMIHpYyOrHA, YPOOUITMHOTEHA HET,
[IBET MOYH TEMHBIH,
- OMOXMMHUYECKUN aHAJIU3 KPOBU — XOJECTATHUECKHI CHHIPOM - TIOBBIIICHUE
ypoBHs LD, y-I'TII; uutonmutrueckuii cuHapoM - mnoBblieHne ypoBHs AJIT,
ACT;
- Y3U (ynpTpa3ByKOBOE UCCIIECIOBAHHUE).

B tabnune 3 npeacraBieHbl HEKOTOPbIE JTA00PATOPHBIE U AUATHOCTUYECKUE

KPUTEPUU KEIITYX.



Tabmnma 3.

JlaGopaTtopHas

XAPAKTCPUCTHUKA KCIITYX

b depeHImanbHO-IMarHOCTHIECKas

ITokazarenu Hanneyenounas Ileuenounas [lonneuenounas
bummpyoun B | Beicokas Bricokuii ypoBens | [IpeBbimieHo
KpOBH KOHIIEHTpaIus HECBSI3aHHOTO U KOJIMYECTBO
HECBA3aHHOTO CBSI3aHHOTO CBSI3aHHOT'O
bumupy6un B Mmoue | OTCyTCTBYET Nwmeercs Nwmeercs
Conepxanue Pesko noBeimeno | Moxer OtcyTtcTBYeT Ipu
ypoOWINHA B MOYE OTCYTCTBOBATh MTOJTHOM
KOPOTKHI MIEPHUOI, B | 3aKYIIOPKE
JaJIbHEeNIIeM
YMEpPEHHOE
MOBBILIEHUE U
CUJIBHOE
MTOBBIIIIEHUE
[{BeT Mmoun HopmanbHblii TeMHbII TeMHbII
[IBeT kana Hopmanbheiii unu | biienabiit bnennbrit
TEMHBII
Oxkpac KoxHu Cetnblii x€nto- | KénTo-opaHkeBblil | 3€I€HOBATO-

JIMMOHHBIN
OTTEHOK

TOH

JKENTHINA OTTEHOK




AHAJIN3 MOYH

3amanue Ne48

IMoxka3arenn PesyabTatr Hopma sadoparopuu
LlBeT Kenrteii ConoMEHHO-KEIIThII
[Ipo3pauHocTh MyTtHas [Tonnas
VY nenwHbIN Bec MOUYHU 1010 1010-1025
pH 4.4 4.5-7.0
benok Sr/n <0.150
['mroko3a Her <1.6MMoOB/N
KETOHOBBIC TeJia - <0.5
YpobunuHoreH - <17mKMoIIB/N
bunupyOun - oTp
['emornobun - oTp
AMUTENUN TITOCKUM 30 B moJie 3peHus <5
DIUTENNN NTEPEXOTHBIN - <1
AIUTEIAN TTOYCYHBIN - oTp
JlekouuTsI 24 B moJie 3peHus <5
(MHKPOCKOTIHS)
DPUTPOIUTHI 0-1 <3
(MHKPOCKOTIHS)
['manvHoOBbIE MJIUHPHI - <3 B 11/3p. ocajka
3epHUCThIE UIUHAPHI - 0TC
Commn - OTC
Cnuzb - OTC/HE3HAYMT.KOJI.
bakrepuu 130000 B 1 mn OTC
JpoxxeBble TPUOKH - 0TC
CyTouHbIi nuype3 3000 M 750-2000 M
3ajmanue: 1aTh 3aKJIIOYCHUE TI0 aHATIU3Y MOYH, 0OOCHOBATb.

I[Ipu nuenonedpure TmOpaxKaroTCs TMOYEUHAS JIOXaHKA, KaHaJbIbI,

WHTEPCTULIMAIbHAS TKAHb.
OIIHO- W JBYXCTOPOHHHM.

IIyTeH MOXET pPa3BUTHCS

Boigensitor nuenoHe@puT OCTpbIi M XPOHUUYECKHIA,

[Ipu OGakTepuanbHBIX HHQPEKIMSIX MOUYEBBIBOISIINX

octpas ¢dopma mnuenonedputa. Ilpu XpoHHUECKOM

nueJoHe(pUTEe OCHOBHYIO pOJIb TaKXKe HUrpaeT OakTepuanbHas WHQOEKIHS, HO
BOKHO y4acTHe W JPYTuX (PaKTOPOB, TAKUX KaK BE3MKOYPETPAIbHBIN pEQIIIOKC,

OOCTpYKIIMSI MOYEBBIBOJAIIMX MyTed. B OonbIIMHCTBE ciiydaeB NUeNIOHEDPUT



pa3BHUBaeTCA TOJ JEHCTBUEM OHIOTEHHOW uHQpeKkuuu. Boigensoor 2 nytu
nomnajgaHus WHGEKINHU B MMOYKH: TeMAaTOT€HHBIN U Yepe3 HIKHUE MOUYEBBIBOSIINE
MyTH - BOCXois1ast nHeKIus (Handosee 4acThld MyTh).

Ocmpuiii nuenonegpum — MOXeET ObITh THOWHBIM U cepo3HbIM. [Iporecc
BOCIAJICHUS] MHUIIMUPYETCS OakTepusiMu, BUpycamu. B ocaake mMouu cojepkarcs
JEUKOUUTHI, IWIMHIPHL Oorarble HEUTpopuiIaMu — THOWHBIC, EIUHUYHBIC
pUTpOLUTH.. Hanmuune THOMHBIX IWIMHAPOB YKa3blBaeT Ha KaHAJbIIEBOE
NOpaXEeHHE MOYEK. XapaKTepHbI pe3Kre 00U B 001aCTH NOSICHULIBI.

Xponuueckuti nuenonegpum — Kak CIEICTBUE OCTPOro mpouecca JIudo
BO3HUKAET KaK caMmocTosATelbHass ¢opma mnepBuyHO. Pa3BuBaeTCs BocHajeHHE
JIOXaHKH, IPOUCXOIUT OOCTPYKIMS AUCTATbHBIX KaHAJBLEB, AUIaTalus U aTpodus
IPOKCHUMAaJTBHBIX KaHaJIbIICB. Bocnanenue TyOyJTOMHTEPCTULINATHHOTO
IPOCTPAHCTBA M TMOCIEAyIollee pyOlleBaHUE NPUBOJAT K IOPAKEHUIO BCETO
Yale4yHO-JI0XaHOYHOro annaparta. @opMupyeTcst XpoHHUecKas 00J1€3Hb MOYEK.

Cmaouu xponuyeckot 6onesnu novex (XbII) npencrtaBieHsl B Tabmuue 4
(ucrounuk KnuHuueckue pexkomMeHmanuu «XpoHHUYecKas OO0Je3Hb IMOYEK»
HanumonanbHas acconuaiusi Heppojaoros, nepecMoTpensl B 2023 r.):

Tabmuna 4. Knaccudukarus u crpatudukanus craguit XbII no yposaio CK®

O6o3HaueHue Xapakrepuctuka riobanbHOl | YpoBenb CKO,
crtaguii XbI1 (GYHKITUY TTOYEeK mi/mun/1,73 M
Cl Bricokast uim ontumaiibHas >90

C2 He3naunrtenpHO CHUKEHHAsS 60-89

C3a YMepeHHO CHUKEHHAs 45-59

C36 Cy11ecTBEHHO CHUYKEHHAS 30-44

C4 Pe3ko cHukeHHast 15-29

C5 TepmuHanbHas noyeyHas | <15

HEJ0CTaTOYHOCTh

«1 cragust C1 — nmarentHas. Haunnaercs npu rudenu oxosio 70% HEDpOHOB, 3TO
Nepuoj afanTaluyd OpraHu3Ma K HOBBIM YCIOBUSM (YHKIITMOHHPOBAHUSA,

M06I/IHI/1321L[I/II/I BCCX KOMIICHCATOPHBIX MCXaHN3MOB. Knuauueckue IIPHU3HAKHU MaJIo




BBIpQXEHBI U HecTIeHU(UYHBL. Y OOJBHBIX MOTYT MOSBISATHCS KaKIa, HUKTYpHS,
c11a00CTh, OBICTPAsl YTOMIISIEMOCTbD, CYXOCTb U HIENYIICHHE KOKH, HAPYLIEHUE CHA.
Copepxanue KpeaTuHuHa B Tuiazme U 00bem K® — Hopma. Harpyszounbie mpoObl
BBISIBJISIFOT YMEHBIICHHE (DYHKIIMOHAJIBHBIX NTOKA3aTeNe MOYEK.
2 cragust C2: ypoBeHb KpeaTHHHHA — BEPXHsSl TpaHUIA HOPMbI, (PYHKIIUS MOYEK
CHI)KEHA HE3HAUUTEIIBHO.
3 cramua C3a, C30 — azoremumueckas, rubens g0 90% HedpoHOB.
XapakTepus3yeTcsi BbIPAKEHHBIM HapyllIeHHEeM (PYHKIHUU MOYEK U OTYETIMBBIMU
AKCTpapeHAIbHBIMU MTPU3HAKAMU MTOYEYHON HEIOCTATOUYHOCTH, MOPAKEHUEM BCEX
OpraHOB U CHCTEM, HO 0e3 IIyOOKOro HapylieHus ux (yHKUud. Pa3BuBarorcs
CUHAPOMBI MOPAXXEHUSI MUOKap/Aa, JUCIEICUN, AHEMHUH, YPEMHYECKOTO JIETKOTO.
[TosiBnsIETCSL KOXKHBIN 3YI.
4 cranusa C4 — ypemuueckas. ynkuronupyet meree 10% nHedppoHoB. ITO mepuo
OpraHMYECKUX IIOPAKEHUM BCEX OPraHOB M CHCTEM M HUX JCKOMIICHCAIUU.
[Tonuypusi cMeHsaeTca aHypuel, BO3MOXHO pa3BUTUE YPEMHUYECKOTO IEPUKAPANTA,
YPEMHUYECKOr0 OTEKa JIETKUX, YPEMUYECKON KOMBI.
5 cragus C5 — repMUHaIbHAsA MOYEYHAS HETOCTATOYHOCTBY.

JInarHocTuka 3a00/ieBaHUil MOYEK

JUis MarHoCcTUKU 3a00JIeBaHUN IMOYEK MPUMEHSIOTCS JIabopaTOpHbIE U
MHCTPYMEHTAJIbHbIE MeTOoJbl. JlabopaTopHbIi MHUHUMYM JUIsl JIMarHOCTHKU
TTOYEYHOTO 3a00JICBaHMS BKIIIOYACT B ceOsA: OOIIMHM aHAIW3 MOYH, OOIIMI aHaIN3
KpOBH, 0O0IIMI OEIOK KPOBH, albOYMHUH KPOBH, XOJECTEPUH KPOBH, KPEATWHUH
KkpoBH ¢ pacuetoM CKO.

HopmanbpHble  moOKazaTeld  OCHOBHBIX  JJAOOpDaTOpPHBIX  METOJIOB
UCCJIEI0BAHMS TIOYEK:

OO0mmii anaau3 MouM:
LIBET COJIOMEHHO - JKEJIThII, CBETJIO - KECITHIH,
npo3payHasi, peakuus kucias, pH 5,5 -6,5,
OTHOCUTENbHAS OTHOCTH 1018 1 BbIlIe (YTPEHHSIS HOPUUS MOYH ),

oeiok - 10 0,033 /7,



caxap - OTCyTCTBYET,
ANUTENUN IIOCKUM — €IMHUYHbBIC KJIETKU B MOJIC 3pCHHUS,
ANUTEIIAN KPYTJIIBIA - OTCYTCTBYET,
JIEUKOLMTHI - 10 8 B IOJIE 3PEHUSI,
APUTPOIUTHI - OTCYTCTBYIOT, Y KEHIIUH JOMYCKAIOTCS €AMHUYHbIC KIETKHU,
UUJIMHAPHI - OTCYTCTBYIOT.
IIpo6a HeyunopeHko - onpenesieHre MO4eBOro ocaaka B 1 Mir Mouu:
JEUKOLUTHI 10 4 THIC, SPUTPOLHUTHI - 70 1 ThIC, HUIUHAPSHI - 70 200
Buoxumunueckue noka3areid KpoOBM:
KpeaTHHUH
0,07 - 0,13 mmoaB/11,
Mo4eBHHa 2,5 - 8,8 MMO/1,
oomuii 6enok 60 - 80 1/,
anpOymuHsI 32 - 55 /11, 52 - 65%,
X0JIeCTEpHH 3 - 6 MMOJIB/I,
HaTpuit 135-155 Mmounb/i,
kanui 4,0 - 5,6 MMOIB/1T
maraui 0,7-1,1 Mmmos/i,
KaJbiuii 2,2 - 3,0 MMOJIB/II,
docdop 0,7 -1,45 mmons/,
moueBag kuciiora 0,1 - 0,43 Mmmoab/1,
Kuc/10THO-0CHOBHOE COCTOSIHUE:
OukapOoHaT cTaHAapTHBIN 21-25 MMonb/11,
pH 7,35-7,45, nedunmt (M30BITOK) OCHOBaHUH 2,3 MMOJIB/JI,

pCO2 4,65 - 5,98 klla, pO2 10,6 - 13,3 klla.



PA3JIEJI 9. OTAJIOHBI OTBETOB

3amanue Nel

CaBur nerikonuTapHoi (hOpMYJIbl BIEBO, OCTPOE BOCHAIICHHE.

3amanue Ne2

OTBeT ocTpoit ¢a3bl.

3amganue Ne3

CHmxeHue (baFOHHTapHOﬁ AKTHUBHOCTH. XpOHI/I‘-IeCI(Hﬁ BOCHAJIMTEIIbHBIN Impouccc.

3amanue Ned

CHmxeHue (baFOHHTapHOﬁ dKTHUBHOCTHU B PC3YJIbTATC aYTOMMMYHHOI'O IIpOonccca.

3ananue Ned

HenpaBunwsHas nuxopazka (febris irregularis et atipica) mposiBisieTCsi BHICOKOUM WIn
YMEPEHHO BBICOKOH TeMIEpaTypoll ¢ pasIWYHBIMH H HE3aKOHOMEPHBIMU
CYTOYHBIMH KOJ€OaHUSIMH. XapaKTepHa JUIsl CIOpaJudecKoro OpromHoro Tuda,

MEHUHTUTA, TPUIITIA, CAOUPCKOM SI3BHI.

3amanue Nob
['exTnueckas, win uctomaronias, auxopanaka (febris hectica) xapakrepusyercs
OONBIIMMU CYTOYHBIMU pazMaxamu Temneparypbl (3—5°C. Peructpupyercs npu

Cercuce, TyOepKyJiese.

3ananue Ne/
BosBpatHas  nmxopaaka  (febris  recurrens).UepemoBaHue — JIMXOPaIOYHBIX
NPUCTYTNOB TPOAODKUTETFHOCTEIO HECKOJNIBKO JHEW C 0e31MXopaJouyHbIMU

nepunogamMmu paBHHqHOﬁ JINTCIIBHOCTH. Tunuuna IJIs1 BO3BPATHOTO TI/I(l)a.

3amganue Ne8



[Mocrosinnas ymxopanka (febris continua). Cyrounsie koiebaHus TemIiepaTypsl
1°C. XapakrepHa Ui KPYIO3HOM ITHEBMOHHM, POKHCTOrO BOCIAJIEHWs, pasrapa

3a00J1eBaHUsI OPIOIIHBIM MJIM CBHITHBIM TH(HOM, YyMbI, KOPH.

3ananue N9

[IpennonoxurenbHo — nHpapKT Muokapaa. Ha 1-2 cytku ypoBenr MB ¢dpakiuu
K®K BbICOKMH, HA 3-UM JE€Hb POUCXOAUT CHIUKEHHE. TPOIIOHUHBI CHUKAIOTCS Ha
S CyTKH. YUUTBHIBas JAHHYIO JUHAMUKY MOXKHO IPEANONO0XKUTh, uTo MIM pazBuics
y manueHTa npuMmepHo 3 wim Oosiee nHel Hazan. lmarHo3 MM craButcs Ha
OCHOBAHMM KIIMHUYECKOM KapTHUHBI, J1a0OpPaTOPHBIX MCCIECAOBAaHUN HAIUYUS
6enkoB Muokap/a B rmasme, DKI' maruenTa.

He3nauuTenpHOE TOBBIIIEHWE TPOINOHWHOB MOXET BO3HUKATH B CHILY
CYOKJIMHMYECKOIO TEUEHHUsI MIIEMHYECKOTO M BOCHAIMTEIBHOTO MPOLECCOB, MPH
M30BITOYHBIX (PU3NYECKUX HATPy3KaX, MPU CTPECCOBBIX CUTyanusx. Bo3mokHOU
IPUYMHON TOBBILIEHUS TPONOHUHOB SIBJISIIOTCS TAaKKE€ HEKOPOHAPOTECHHBIE
NPUYUHBI, TaKU€ KaK CEINCUC, HEUPOTCHHbIE MATOJOTUH (MIIEMHUYECKUU,

reMOpparuyecKuil HHCYNBT), TPOMOOAIMOOIIHS JIETOYHOU apTepUH.

3ananue Nel0
Bbicokre ypOBHM MOBBILIEHUS KpeaTWHKUHA3bl, KpeaTuHpochokuHassl MB,
TponoHHHA | yKa3bIBaloT Ha MH(pAPKT MUOKapa. J(MarHo3 cTaBUTCS HA OCHOBaHUU

KJIIMHUYECKON KapTUHBI, T1abopaTopHbIX uccnenoBanuii, JKI" nanuenTa.

3amanne Nell
VYposens TIKT Bbilie 2 HI/MJ BEpOsSTHEE BCEro YKa3bIBaeT HA WMHOEKIMOHHBIN

nponeccc ¢ CUCTCMHBIM BOCIIAJICHHUCM.

3amanue Nel?2

Tsxenplid cerncuc UM CENTUYECKUH IIOK.

3amanue Nel3



Tsokensiii komOuHupoBaHHbli uMMmyHoneduuut (TKUI), cuemnennsii ¢ X-
xpomocomoii. [lpu sToit dopme mOBpexIaeTcs y-menb, o0Ias CyObeanHUIIA
peuentopoB wuHTepieiikuna (MJI)-2. JlanHas 1ens sBIsSETCS KOMIIOHEHTOM 6
IIUTOKMHOBBIX perientopoB: 1L-2, IL-4, IL-7, IL-9, IL-15 u IL-21. ®enotun 3Toi
dopmer T-, B+, NK-. JlanHHble MHTEpICHKMHBI U UX PELENTOPHl BOBJCUYCHBHI B
npouecchl pazsutus T- u B-nmumdorurtos. [IpoucxoauT modtu moOgHBIA OTKa3
MMMYHHOW CHUCTEMBI C OTCYTCTBHEM WM OYE€Hb MAaJlbIM KOJIWYECTBOM T-

mum@oruToB, NK-kaeTok 1 HepyHKIIMOHAIbHBIMU B-numdonuramu.

3amanue Nel4d

KomOunupoBannsiii nepsuunbiii MJIC - cunnpom Yeaunaka-Xuracu.

3amanue Nelb

Bropuunsiit UJIC. AyroummyHHas natoiorus - || Tun runepuyBCTBUTEIBHOCTH.

3ananue Nel6

Bropuunbsiii MJIC. BUY-undekums. Pe3koe  CHMKEHHME  KOJIMYECTBA
CD4+CD3+CDA45+. NPU cHM»KEH BCIIEACTBUE HAPYIIEHHOTO cooTHOLIeHuss CD4+
u CD8+. Ha ¢one UJC y mammeHta peamusyercs ayTOMMMYHHBIN IpoIliecc.
BupycHbie Oenku WHUIMHPYIOT Tporpammy amonto3a CD4+ kieTok, a Taxke
IIPOUCXOJIUT CMEIIEHUE YPOBHS LIMTOKMHOB B IOJIb3Y MpOanonTo3Hsix npu BUY-
uHpekuu. [TpoucxoauT yrueTreHue BpoxKACHHOIO 3B€Ha UMMYHHOU CUCTEMBI, YTO

pEerucTpupyercs no JaHHBIM UIMMYHOTPaMMBbI HapylleHueM (harouuTapHoro 3BEHa.

3amanue Nel7

[lepBuunwiii UJIC. bonesnr bpyrona (X-cueruieHHas aramMMaryioOyJuHEMUs).
3a0oJieBaHKE BBI3BAHO MYTAllMSIMU B F€HE, KOJUPYIOLIEM TUPO3UHKHHA3y bpyToHa
(Btk). Xapakrtepusyercs HapylmieHHEM CO3pEBaHMS IMPEIIICCTBEHHUKOB B-
auMmdouutoB (mpo-B-kimertok u mpe-B-kimetok) B 3penbie B-kieTkn u pe3kum

CHM)XCHHUEM HWJIM IIOJHBIM OTCYTCTBUCM ILIIA3MOLWTOB H I/IMMYHOFJIO6YJII/IHOB. vy



IanyeHTa IIOJTHOE OTCYTCTBHE CD19+CD45+ B-numdouurton 151

UMMYHOTJIOOYJIMHOB BCEX KJIACCOB.

3ananue Nel8

[lepBuunbiii MJIC. Cungpom runepummyHorioOynmunemun E. HacnenoBanue
MOET OBbITh ayTOCOMHO-IOMUHAHTHBIM WJIM ayTOCOMHO-peliecCuBHbIM. K rumep-
IgE-cuHapOMY MOTYT TPHBOIWUTH pPA3TMYHBIE MyTaIlid, OOJBIIMHCTBO M3 HHX
OpuBOAAT K HapymieHHoW auddepenmuposke T-xemmepo 17 (Thl7) wu
W3MCHCHHUIO  TEPEKIIOYCHHUS  CHHTE3a  KJIAaCCOB  MMMYHOTJIOOYJWHOB B
aKTUBUPOBaHHBIX B-kieTkax. Yposenb IgE OGomee 2000 ME/min (y manueHTKu
2910 ME/mn). T'unep-lgE-cunapom mnposiBisieTcs B BUIE PEHUAUMBUPYIOMIMX
CTaUIOKOKKOBBIX a0CIIECCOB KOXKH, JIETKHUX, CYCTaBOB, BHYTPEHHUX OPTaHOB,

CHUHYCHO-IIYJIbMOHAJIbHBIX PIH(bGKI.[I/Iﬁ.

3ananue Nel9

[lepBuunbiii UJC. OO6mmit BapuabenbHBIE UMMyHOAECPUIUT (TMprUOOpETECHHAs
THUIIOTaMMAarjio0yJIMHEMHs] WM THIOTaMMAarjioOyJIMHEMHS ¢ TIO3JHHM HadajioM).
Xapakrepusyercss Hu3kuMm ypoBHeMm IgG, IgM u IgA. Myrtanuu BO3HUKAlOT B
reHax, KOTOpbIE BHOCST BKJAJ B (YHKIMOHUPOBAHUE psjia MOBEPXHOCTHBIX
MOJICKYJI, TPUBOIANIMX K HAPYIICHUIO aKTUBAIlMd B-KJIETOK W Ppa3BUTHIO
ayrouMMmyHbIx natosorui (TACI), k CHIKEHHMIO KOoJIM4YecTBa nepudeprudeckux B-
kietok (BAFF-R), k runoramMmmarinoOynvHeMun M OTCYTCTBUIO B-kieTok nmamstu
(mosnekyna CD27), k napymennto ¢yHkiuu Treg- kietok (monekyina CTLA-4).
Hedexr STATI1 Bemer K CHIDKCHHIO KOJMYECTBA KJICTOK IIaMITH H
IUTa3MaTHYECKUX KIETOK. 3a0ojieBaHWE B IIEJIOM XapaKTEepPU3yeTCs HHU3KUM
YPOBHEM UMMYHOTJIO0YJIMHOB ¢ ()EHOTHUITUYECKH HOPMaJIbHBIMU B-nmumdornuramu,
KOTOpbIE CHOCOOHBI K Tpoiudepanuu, HO HE pa3BUBAIOTCSI JO ypoBHS Ig-
MPOIYLIMPYIOIIUX KIIETOK, TaK Kak uMmeercst JedekT mpoiecca 1uddepeHIImpoBKU
B-kieTok B KJIETKM MaMATH W IJIa3MaTHYECKHE KIETKU. [IposiBIeHUs CBSI3aHBI C

XPOHHUYCCKHUMHA 3a00JICBaHUSIMH  JICTKUX H I/IH(I)GKHI/IOHHBIM BOCIIAJICHUEM



KEIYAOYHO-KHUIIIEYHOTO TpakTa. /[MarHOoCTHMKAa OCHOBBIBAETCS HA ONPEACICHHU
YPOBHSI CBIBOPOTOYHBIX Ig. JIeueHne BKIIIOYAET MOKU3HEHHYIO 3aMECTUTEIBHYIO

TCPaIInIo I/IMMYHOFJIO6YJ'H/IH3MI/I, aHTI/I6I/IOTI/IKOTepaHI/II'O.

3aganue Ne20
VY namueHTa BBISBJICHA HAPYIICHHAs TOJEPAHTHOCTh K TJI0Ko3e. YpoBeHb Hb Ajc

COOTBETCTBYET COCTOsIHUIO TTpeaanadeta. Puck pazsutus C/I.

3amanue Ne2l

CaxapHblii quaber.

3amaane No22
YruereHue OpIXaTEIbHOTO IIGHTpa B Ccllydae BBICOKMX J103 0apOUTypaToB
OPUBOJUT K Pa3BUTHIO Ta30Boro amumosa (Beicokue ypoBHu pCO,). 3arem

MPUCOEIUHAETCS METa00IMUECKasi COCTABIIAIONIAS, UTO YCYTyOJIsSIeT alu103.

3ananue No23
Hapymenne KOC — HerazoBsiii MmeTabonudeckuii annzo3. Keroanuao3 B cBs3u B

CJ | Tuma.

3amanne Ne24

[IpeAnonoXKUTENbHO AayTOMMMYHHBIA THUpeouauT Xamumoro. HeobOxonuma
muddepeHnranbias  AUMarHoCTUKa ¢ Ooje3Hbto  ['peiiBca, HIMONATHYECKUM
TMIIOTUPEO30M,  HoBooOpazoBanusimu LK, ngpyrumum  ayTouMMyHHBIMU

3a0oneBanusimMu (CKB, peeMarouansiii aptpur, CJ1 | Tuna).

3amanue Ne25
AxTtuBHas crtamus Oosiesnn Wuenko-Kymwmura. Heo6xomumo mposectu  MPT

TOJIOBHOI'O MO3ra ¢ KOHTPACTHBIM YCHUJICHUCM.



3amanue Ne26

Akpomeranus.

3amanue Ne27

Ha,Z[HO‘IG‘{HHKOBaH HCOOCTAaTOYHOCTB.

3amanue Ne2§

['uneptupeo3 nepBuuHbii (601e3Hb ['peiiBca).

3amanue Ne29
CHmKEHHBIE TTOKa3aTeId KOJIMYECTBA SPUTPOIIMTOB U T'eMOTJIO0MHA YKa3bIBAIOT Ha
aHEMHUIO y TAlNHWeHTA. | UMOXpOMHs, MHUKPOIIUTO3 JPUTPOIMTOB W CHIKCHHE

CBIBOPOTOYHOTO KeJie3a — Ha Fe-aedunutHyo hopMy aHEMUHU.

3ananue Ne30

CHIKeHUE MOoKa3aTeNe KOJIMYECTBA dPUTPOIIMTOB U TeMOTJIO0MHA YKa3bIBAaeT Ha
aHEMHUIO0 y mareHTa. Hamwune Makpo- M METalolMTOB, a TaKKe HapyIIeHUE
MPOIIECCOB co3peBaHust 3puTpouutoB (Tenbiia Kot u konbiia Kebora) nHa Bio-
(bonmeBo)aepUIUTHYIO dbopmy a"Hemuu. MeTmiIkoOIaMUH - CIIYXKHUT
HE3aMEHUMBIM KO(DAKTOPOM TP MPEBPANICHUN TOMOIMCTEHHA B METHOHUH U TIPH
nedunuTe MeTiKoOaTaMuHa MPOMCXOAUT HAKOIUICHHE ToMolucTenHa. Jledunur
aJICHO3MWIKOOaIaMiHa BEIET K HAKOTUICHUIO METHIMAJIOHAaTa M MPOIMMOHAaTa. JTO

HCIIOJB3YCTCA ITPH JUAIHOCTHUKE ﬂaHHOﬁ (bOpMBI aHCMUU.

3amanne Ne31l

['unoruiacTuyeckass aHeMus.

3amanue Ne32

JIeko1mmTOo3 CO CIBUTOM BJIEBO.



3ananue Ne33

VY orua nossliieH ypoBeHb HbA,, 4To yka3bIBaeT Ha Mpu3HaK -TasacceMuu. Matpb
uMeeT TpuMepHO paBHoe koaumyectTBO HbA wu HbS, dro ykaspiBaer Ha
CepIIOBUAHO-KICTOUHYI0 aHemuro. [larueHT yHaciemoBan reH [-TajJacceMHH OT
oTa U reH AS or martepu. Y mnamueHTa oOHapykeH mnpeumyinectBeHHO HbS.
Hanuune nebompioro konudectsa HbA ykaspiBaeT Ha To, uto y Hero HbS/B+ -
TanmacceMus. Y JIaHHOTO TallMEHTa HECKOJbKO TOBBIIIEH TaKXe YPOBEHb

remoryioouna F.

3amanue Ne34
MuenoniHbIE HEOIUIA3UM —> OCTPBIA MHUEIOUIHBIN JIEMKO3. [IpoayKT XUMEpHOTO

T'eHa IPH XPOMOCOMHO# repecTpoiike iNV(16) spisercs GakTopoM TPaHCKPHUIIIHH.

3amanue No35

3/10KauyeCTBEHHbIE O0O0JIE3HU JIEMKOIMTOB — MHEJIOWAHbIE HEOoIJIa3uu —
MuesnonponQepaTuBHbie 3a001€BaHUS — XPOHUYECKUN MUEIIOUIHBIN JIEHKO3.
BCR-ABL nerepMuHupyeT CHHTE3 KOHCTHUTYTHBHO AaKTHBHOW THUPO3MHKHHA3BI
BCR-ABL, uto oGecrneunBaeT 0€CKOHTPOJIBHOE JICICHUE KIETKU, HECTaOUIBLHOCTD

reaoma.

3amanue No36

3/10KaueCTBEHHbIE 0O0JIE3HU JIEMKOIMTOB — MHEJIOMAHbIE HEoIla3uu —
MuenonponudepatuBHbie 3aboneBanus — sputrpeMus (6one3nb Bakesza). JAK2
ydacTtByeT B mepenade curHaia mo nytu JAK/STAT k pasnuyHbIM perentopam

reMOMOATUYECKUX (DAKTOPOB pOCTA, BKIIOUYAs PELECTITOP IPUTPOIIOITHHA.

3amanue Ne37

ATrpaHyJIOUUTO3.

3amanue Ne38



Hapymenune  cocyaucTo-TpOMOOLMTAPHOTO  3B€HA  CHCTEMBI  I'eMOCTasa.

TpoMOoIMTONIEHHUS.

3aganue Ne39

HapymeHI/Ie III1a3MCHHOTI'O 3BCHA CMCTCMbI I'CMOCTAa3a. FI/IHepKOB,FYJISIHI/IH.

3amanue Ne40

[IpencepnHas  ’KcTpacucToauss U3 BepxHed  30Hbl  npencepaus (P
noJIOKUTENbHBIN). Paccrossnue R-R  mepenm 3kcTpacucTonoil MeHbIIe, YeM
pacctosiHe R-R Mexay HopMalibHbIMU cOKpaineHusiMd. [losoxuTenbHblil 3y0ern
P, ornuunblii ot npyrux 3yOmoB P B manHom orBenenuu. Kommeke QRS He

NU3MEHEH.

3amanue Nodl

[IpencepaHast KCTPACUCTOIUS U3 HUXKHEH 30HbI nipencepaus (P oTpuniatenbHbIi).
Paccrosinue R-R mepen skctpacucronoit meHsine, ueM paccrosiHue R-R mexmy
HOPMAJIbHBIMU COKpaleHusaMH. OTpunaTenbHblid 3y0en P, oTiaMYHBIA OT Apyrux

3y6110B P B nannom orBenenun. Kommmieke QRS He n3mené.

3amanne Nod?2

Tpeneranne npencepauii. Hanmnuue BonH F (HecuHycoBble MUI000pa3HbIE 3yOIlbI
P). Yacrora cokpamienuii npeacepauit 240-340 B munyty. Kommiaekc QRS He
M3MEHEH U CIIEIyeT He Mocje Kaxaoro 3yoma P. B OGoiblIMHCTBE CiiydyaeB pUTM

COKpalICHUA KCITYTOYKOB HpaBHHBHBIﬁ .

3aganue Ne43
AB — Onokanma Il cremenn Ttum Mobutn Il. 3yOupr P Bcerma mpucyTcTBYIOT.
NutepBansl P-P ogumnakoBweie. Kommiexe QRS mnepuoamdecku BbINMaaaeT.

WuTepBansl PQ oanHakoBble.



3ananue Ned4
Tpeneranue xenya04koB (kenyaoukoBas Taxukapaus). Ha OKI" wacteie (mo 150—
300 B MUH) peryaspHbIMH W OAMHAKOBBIMU IO (pOpME M aMIUIUTYJIEC BOJHBI,

HalTOMUWHAOOIMMHU CHHYCOWJIAJIbHYIO KPUBYIO (HeBO3M0)KHO BBIACIINTE KOMIIJICKC

QRS, cerment S-T u 3y6er T).

3amanne Ne45

OOBeMHBIE U CKOPOCTHBIE TTOKa3aTeIM BHEIIIHETO JAbIXaHUs B IIpeeiaaX HOPMBI.
[Ipn aHanm3e JaHHBIX CIUPOMETPUM HEOOXOIMMO NPEACTAaBISATH JTOMYyCTUMYIO
JMHAMHUKY T[OKa3aTelie, MOCKOJIbKY 3TO HEO0OXOJUMO [Jii CKPUHUHTA TPYIII
Jr0JIeH, HMEIONIMX TIOBBIICHHBIM pUCK pa3BuTusi nartonorut CBJI, as
HaOJII0JICHUM TPYIII JIFOJIeH, MOIBEPTatOIINXCs IEUCTBUIO BPEAHBIX (PAKTOPOB MpPHU
poeCCUOHAIBHON  JICATEIIBHOCTH, JIJII yCTaHOBJEHUS IMOOOYHBIX 3(h(PEeKTOB
JIEKApCTBEHHBIX TpEnapaToB, JJs SKCIEPTHON OIICHKH COCTOSHUS CHCTEMBI

BHCIIHCTO AbIXaHWA, B TOM YHUCJIC IOpHHHqCCKOfI.

3ananue Ned6

bponxuanbHast OOCTPYKIIMS CPEIHEH CTETEHH TSHKECTH, 3HAUUTEIIbHOE CHUKEHUE
KEJI u ®XEJI. Hanuuue oOCTpyKIMK yCTaHABIMBAETCS HA OCHOBAHUU CHUKEHUS
O®B1/XEJI = 64%, crenenb oOCTpyKIMH ompejaesieHa o 3HadeHuto ODPBI =

56%, 4TO COOTBETCTBYET CpEOHEW CTENEHU TSKECTH. 3HAUUTEIbHAs CTENEHb

camkenust JKEJT (67%) u ®XKEJT (59%).

3amanue Ned7

Hanneuenounas xenryxa.

3ananue Ned8
BeipakeHHass JEHKOLMTYpHs, NPOTEUHYpHs, OakTepuypus YKa3blBalOT Ha
BOCHAJIMTENbHBIN MH(EKIIMOHHBIM MPOIECC B MOYEYHON MAPEHXUME U YalleyHO-

JoxaHouHOU cucteme. [luenonedpur.
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