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AKTYyaTbHOCTh METOANYECKOTO mocoous oOycIoBiieHa HEOOXOINMOCTBIO
CUCTCMaTu3alnun CBCI[CHPII’I (6] CI/IHIIpOMe IIannuTOIICHUHN, B CBA3H C pa3H006pa3HeM 3360H6B3HI/I$I,
HpI/IBO[[SIH_II/IX K €ro paSBI/ITI/IIO, a TaK XK€ TIAXCCTBbIO OCHOX(HCHHﬁ, BO3HUKAKOIINX HpI/I
HeCBOCBpeMeHHOﬁ JOUArHOCTUKE U HeraBI/IHBHOM BCACHUH ITAIIUCHTOB.

WCKITIOUNTENBHYIO CIIOKHOCTh TPEJACTAaBIsACT CO00M CHHIPOM TSDKENOW MaHLIUTOICHHH,
JeKaluii B OcHOBE Je0r0Ta MHOTHX 3a00JIeBaHUS, B CBS3M C TEM, YTO TpeOyeT MpOBEACHUs
HEOTJIOKHBIX JIMarHOCTUYECKUX MEPONPUATUN, 3a4acTyl0 OIPAaHUYMBAET BO3MOXHOCTHU
IIPUMECHEHNS WHBA3MBHBIX METONOB JHMAarHOCTUKM M MOJKET COIPOBOXKIATHCSA BBICOKON
JIETAILHOCTBIO, ACCOLMUPOBAHHOM HEMOCPEACTBEHHO C Pa3BUBAIOIIMMHUCA OCIIOXKHEHUIMM,
OCHOBHBIMHM M3 KOTOPBIX SIBJSIFOTCA TsXKeJble I'€HepaIM30BaHHbIE MHPEKIUM U HapacTarollue
IIPOSIBJICHUS] TEMOPPAru4eCcKOro CHHAPOMA ¢ KPOBOM3IMSIHHUAMM B KU3HEHHO Ba)XKHBIC OpPraHBbI.
Beznenune namnuenra ¢ CHHAPOMOM MAHUUTONCHUU B CTAllMOHAPE TEPANEBTUYECKOro MpoQuiis Ha
MOMEHT TOCTYIUIEHHUsS] TpeOyeT BBICOKOH KBanM(UKALUU Bpaya, SBISIOMIEIOCS OPTaHU3YIOIUM
3BEHOM MEX/y Pa3IMYHBIMU JUATHOCTUYECKUMHU CIIY’)KOaMH M 00€CTIEYHBAIOIIUM a/IeKBAaTHOCTh
COIPOBOJUTENILHOM Tepanuu, O3BOJISIIOIIEH CHU3UTh PUCK YIPOKAIOLIUX KU3HU OCIIOKHEHUH.

Heo0xoquMoe ocHaILIEHHE:

- Meroaunueckoe (y4eOHMK O BHYTPEHHHUM OOJIE3HSM, JIGKIIMHM IO TeMaTOJOTHH, Y4eOHbIe
MocoOus U PYKOBOJICTBA IO T€MATOJIOTHH, CJIAWIbI, aITOPUTMbI TUATHOCTUKH U JICYCHHS TI0 TEME
3aHSITHUSA)

- MarepuanbHoe (HOyTOYK, IPOEKTOP, MUKPOCKOI)
- UcTopuun 601e3HM NAIMEHTOB C CHHIAPOMOM ITaHIIUTONIEHUH PA3JINYHOMN STHOIOTHU

- HaHHHe na6opaToprlx U MHCTPYMCHTAJIbHBIX I/ICCHC,HOBB.HI/Iﬁl IIOKa3aTcjii KIMHHUYCCKOI'O H
OMOXMMHUUYECKOTO aHAJIM30B KpOBH, MMMYHOJIOTHYCCKHUX TECTOB, PE3YJIbTATbl MHCIIOTPAMMBI,
TpeHaHO6I/IOHCI/II/I KOCTHOI0O MO3ra, HOUTOTCHCETUYCCKOIO W MOJICKYJISIPHO-TCHECTUYCCKOT'O
aHaJIn3a, JaHHBIC YJIBTPA3BYKOBOT'O HUCCIICAOBAHUA, KOMHLIOTCpHOfI TOMOFpa(I)I/II/I, MO3UTPOHHO-
3MI/ICCI/IOHHOI>'I, MaFHHTHO'pGSOHaHCHOﬁ TOMOFp&(l)I/II/I, CLII/IHTI/Il"pa(i)I/II/I u ap.

- TecroBble 3amaHus IO MMPOBEPKE HUCXOAHOIO U HUTOTOBOTO YPOBHA 3HaHPII>’I, KIMHHUYCCKHEC
3aaa4u 110 TEMC 3aHATHA.

Ipoa0KUTENbHOCTh H3YYEHHSI TeMbI: 4 Jaca

He.m) 3AHATUSA: HN3YUUTH OTHUOJOTUIO, IIaTOICHE3, OCOOCHHOCTH KJIIMHUYECKOI0 TEUCHUS

MAaHIIUTONECHUN B 3aBUCUMOCTH OT 3a6OJIeBaHI/IH, JIC)KAIIETO B OCHOBC €€ MOSABJICHUS, OIIPCACIINTD
OCHOBHBIC HAITPABJICHUA AUATHOCTUYCCKOI'O ITOUCKA, 0COOEHHOCTHU COHpOBOI{HTeHBHOﬁ Tepalunun
MalfMCHTOB Ha JOTall€ JUAarHOCTUKH, a4 TaK K€ TepaHeBTquCKOf/'I TAKTHKU IMOCJIC YCTAHOBJICHUSA
MMPUYIUHBI MIAHIATOIICHUH.

CTVYIEHT J0JIKEH 3HATh:

v HopMbI KITHHHYECKOTO aHAIN3a KPOBU
V' Ormpe/iesieHre MOHSTHUSI TAHIIUTOIICHUSI
v Kpurepuu TsKeNn0# MaHIUTONICHUH



NSRNENEN

\

[TpuHIMIBI TpaHC()Y3MOHHON TEpanUK y MAIMEHTOB ¢ CHHIPOMOM MaHLUTOIIEHUH
Bo3MoxHbIE TPUYKMHBI TAHIUTOIIEHUN

KimmHnueckue nposiBiIeHNs MAHIUTOIICHUN

[TpuHIMNBI W METOABl TMATHOCTUKU 3a00JIEBaHMM, JEKAIIMX B OCHOBE CHHApPOMA
MaHIUTOIICHUU

OcCo0eHHOCTH CONPOBOIUTEIBHON MEJUKAMEHTO3HOW TEpanuu IMalUeHTOB C TKEIIOH
IAaHIUTOIIEHUEHN Ha JTare JUarHOCTUKU

CTVIEHT J0JIKeH YMeTh:

v

[{eneHarpaBiIeHHO MPOBOAUTH OMPOC ManueHTa (cOop kanod, aHaMHe3a 3a00JICBaHUS U
YKU3HH) C CHHAPOMOM ITaHITUTONICHUN

BeimonHATE  00BeKTHBHOE — OOcienoBaHMe  (OCMOTp,  Majbllalus, EPKYCCHS,
AyCKyJIbTAIlMs) TI0 OCHOBHBIM OpPraHOM W CHCTEMaM TNAlMEHTOB C IMAaHIUTOICHUEH ¢
OTIPENICIICHUEM IOMUHUPYIOIIUX U YIPOKAIOIIUX JKU3HHU TPOSIBIICHHIHA

MOTI/IBI/IpOBaHHO 00BSICHSITH IIOCJIIEAOBATCIBHOCTD, HaIrpaBJICHHOCTb u
JAUAarHOCTUYCCKYIO IICHHOCTb J'Ia60paTOpHO-I/IHCTPYMCHTB.JII)HBIX METOAO0B,
HCIIOJIB3YCMbIX JIA YCTAHOBJICHUA IIPUYUHBI IAHOUTOIICHHUN

CamocTosTepHO (hOPMHUPOBATH MPEICTABICHUE O OOJIBHOM

OnenuBass ~ xanoObl, JaHHBIE  aHaMHe3a, OOBEKTUBHOTO W  JabopaTOpHO-
UHCTPYMEHTAJIBHOTO  00cienoBaHusi, (OPMYJIHpPOBAaTh pa3BEPHYTHI JHUAarHO3 W
Ha3HAYaTh HEOOXOIMMYIO TEPAIUIO

3aganus 1J1A CAMOINOJAT0TOBKM:

NoakowdE

10.

11.

12.

13.
14.

[IpuBenuTe HOPMBI KIIMHUYECKOTO aHAJIN3a KPOBH

[IpuBenuTe KpUTEPUH JCTEHUS AaHEMHUH 110 CTETIEHHU TSKECTH

[IpuBenuTe KpUTEPUU AETIECHUS HEUTPOIEHUH MO CTENEHU TAKECTH

[TpuBenuTe KpUTEpUU AETICHHUS TPOMOOIIMTONEHUH 110 CTETICHH TAKECTH

[aiiTe onpeneneHne NOHITHIO TAHIUTONEHUS

[IpuBenuTe KpUTEPUU TAKEION NAHUIUTONEHUN

Uem  oOyclioBieHa  aKTyaJlbHOCTb  CBOEBPEMEHHOW  JMArHOCTUKH  CHHIpOMa
MaHIUTONIEHUN?

Otunonorus naHiuToneHuu. HazoBute 3a0osieBaHUs, COMPOBOXKIAIOIIMECS Pa3BUTHEM
MaHIUTONIEHU

OxapakTepu3yiTe OCHOBHBIC KIWHHUYECKUE TPOSBICHUS TPU HAIMYMUA CHHApPOMA
MaHUUTONEHUU

HazoBuTe ocHOBHBIE TabOpaTOpHBIE HCCIENOBaHUS, HEOOXOMUMBIE A BepUDUKAINH
MPUYHMHBI TAHIUTONEHUH U JAlTe OLIEHKY BBISBIIEMbIX UMU U3MEHEHUI

HazoBure OCHOBHBIE HMHCTpYMEHTAlIbHBIE HCCIEAOBAHUSA, HEOOXOAMMBIE  JUIS
BepU(DUKAIMY TPUIHHBI TAHIIUTONIEHUN U OOBSICHUTE UX JUATHOCTHYECKYIO IIEHHOCTh
OxapakTepu3yiTe OCHOBHBIE 3TAMbl CTEPHAIIBHON MyHKIIMH

OxapakTepu3yiTe OCHOBHBIE ITAMbl TPENAaHOOMOIICHY KOCTHOTO MO3Ta

ChopmynupyiiTe OCHOBHBIE MPUHIUIBI BEJACHHS MAIMEHTOB C CHHAPOMOM TSKEIOU
MaHUUTONEHUHU



15. OcHOBHBIE OCIIO)KHEHUS U YTPOKAIOILIUE )KM3HU COCTOSIHUS Y MAlMEHTOB C CUHIPOMOM

NaHITUTOIICHUHN

16. ChopmynupyiiTe mokazaHus K TeMOKOMIIOHEHTHOW Tepanuy y MAIUEHTOB C CHHIPOMOM

INaHIITUTOIICHUH.

17. Oxapaktepu3yiTe OCHOBHBIE METO/IbI JICUCHUS MMALIUEHTOB C CUHIPOMOM MaHIUTONECHUN

18. PemmTe KOHTPOIBHBIC TECTHI M 337291 (CM. TIPHIIOKECHUE)

MartepuaJ JJisi CAMOIIOJATOTOBKH CTYJIEHTOB

HOpMBI KIIMHUYECKOI'0O aHajin3a KpPOBHM 3aBHUCAT OT IIOJa WM BO3pacTa, B Ta0.1 IMpEaACTaBJICHbI

IIOKa3aTCiin O6H.I€F0 aHaJIn3a KPOBHU B3POCIIOro 4CJIOBCKaA

Ta6mumma 1. O0mumii aHamu3 KPOBH: HOPMaJIbHBIC MIOKA3aTETH JIJIT B3POCIIBIX

I'emornooun My»XUuHBI 130-175r/n
JKeHmmnpl 120-155r/n
DPHUTPOUHUTHI My>KYHHBI 4,0-6,5x10%/n
YKeHImuHbI 3,5-5,6x10%/n
I'emaTokpurt My>K4uHBI 40-52%
JKeHImuHbI 36-48%
Cpenuuii 3puTpounTapuslii 06bem, MCV 80-95 ¢
CpenHee coiep:kanue reMorjioouHa B ypurpouure, MCH 27-34nr
CpenHsisi KOHIEHTpanusi TeMorjioouHa B spurpoumte, | 30-351%
MCHC
PeTuKyJI01UTHI 0,5-2,0%
JIelKOUUTBI 4,0-1 1,0x109/n
JleiikonurapHas ¢opmyJia IIpoueHTsl ADCOJIIOTHOE YHCJI0
IManoukosinepHbIe 1-6% 0,04-0,3x10"/n
HeHTPOPUIbI
CermMeHTOsIIepHbIE 47-72% 2,0-7,5x10%/n
HEeHTPOPUIbI
J03HHOPUIBI 0,5-5% 0,04-0,44x10°/1
Bazoduabl 0-1% 0-0,1x10%/1
JInmdouuTsl 19-37% 1,5-3,5x10%/n
MoOHOUMTEI 2-10% 0,2-0,8x10%/n
TpomoounTHI 150-400x 10/
(6{0C) My>KYHHBI 1-10mm/4ac
JKennuabl 2-15mm/aac
AHemusT - KIMHHUKO-TEMaTOJIOTMYECKHM CHHIPOM, XapaKTEPH3YIONIMICS yMCHBIICHHEM

cojiepaHusl reMorioOMHa B eIMHKLE 00beMa KPOBH, yallle IPU OJTHOBPEMEHHOM YMEHbILIEHUU

KOJIMYCCTBA OSPUTPOUUTOB, YTO IIPUBOJUT K PAa3BUTUIO KUCJIOPOJHOI'O IOJIOAaHUA

ITo cTeneHy TsHKeCTH aHEMUH BBIACIIAOT:

- anemus Jierkoii crenenu (I'em > 90r/1m)

- anemusi cpenHeit crenenu Tspkecty (I'em 70 — 90r/im)
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- anemus Tspkenon crenenu (I'em < 70t/im)

MeskTyHapOIHbIC KPUTEPHH JICTICHUS aHEMUH 110 CTEIICHH TSXKECTH HECKOJIBKO OTIIMYAIOTCS:
Icrenenp I'em > 100r/n

2 crenenb I'em 80 — 100r/1

3 crenenb ['em 65 — 80r/n

4 crenens I'eM < 651/1

HeiTporieHUsI — KJIMHUKO-TEMATOJIOTHYECKUN CUHAPOM, XapaKTCPUIYIOIIUICS CHIKCHHEM
a0COJIIOTHOTO YMCIIa HEUTPODHUIIOB B €IUHUIIC 00beMa KPOBH, YTO NMPUBOJIUT K YMEHBIICHUIO
COTNPOTHUBIIIEMOCTH OpraHu3Ma K HH(eKIusaM (0akTepruaabHbIM, TPHOKOBBIM, BUPYCHBIM)

CyIecTBYIOT CIEAYIOIINE MEKAYHAPOIHBIC KPUTEPHH HEHTPOTICHHH
1 creneHb HEUTPODUITBI 1,5-2,0x10%x

2 crenens Heiitpoduist 1,0-1,5x10%7

3 crenenb Heitrpoduist 0,5-1,0x10%1

4 cTenieHb HEUTPOPHITBI <0,5x10%n

TDOM6OHI/ITOHCHI/I${ — KJIMHUKO-TE€MaTOJIOTUUYECKUI CUHIPOM, XapaKTepH3y10HlHﬁCH CHHNKCHHEM
quciia TpOM6OHI/ITOB B CIUHHUIIC obbeMa KpOBH, B TSKCIIBIX CHIY4adX COIIPOBOXKAAROIIAACS
pa3sBUTHEM CIIOHTaHHOM KpPOBOTOYHMBOCTH W HapYUICHUCM TpOM6OI_II/ITapHO'COCYI[I/ICTOI"O

reMocTasa.

MexayHapoiHble KPUTEPUU CTETIEHH TSXKECTH TPOMOOLIUTONICHUH:
1 crenens TpoMOoLIUTHI 75-150x1 0%/n

2 CTeTeHb TPOMOOIIUTHI 50-75x10%n

3 crerneHb TPOMOOLUTHI 25 -50x10%n

4 crenieHb TPOMOOIUTHI < 25x10%/n

ITaHIMTONIEHUS — CHHJIPOM, XapaKTEPU3YIOIIMMCS COYETAaHUEM  AaHEMHH, HEWUTPOIEHUU U
TpoMOOIUTONEHNH. MoxeT ObITb HPOSBIEHUEM HIMPOKOrO  CHEKTpa  3abosieBaHUil.
KpurepranbHbIMU SIBIISIOTCS: aHEMUS — CHIDKEHHE reMoriaoonHa Menee 130 r/n y MyxuuH u 120

I/ y KEHIIUH, HEUTPONEHUS — CHU)KEHHE aOCOJIOTHOTO KOJIMYECTBa HEUTpOUIOB MeHee
1,5x109/n, TPOMOOIIUTONIEHUS — CHIYKEHHE TPOMOOIIMTOB MEHEE 150x10%.

OTI[GJ'H)HO BBIACIAIOT IIOHATUC TAXKEJIad TAHIIMTOIICHUA — COYETAHUE OJHOI'0 MM HECKOJIBKHUX

HoKasaTeseid, a UMeHHO, aHeMusi MeHee 80r/i (I KOPPUTHPOBAHHBIN YPOBEHb PETHUKYJIOIIMTOB
meHee 1%) n/umn ypoBeHs Heiitpodmios Meree 1,0x10%/1 n/im ypoBeHb TPOMGOLHTOB MeHee
50x10%/.



Brinenenune nqaHHON KaTeropuu MalMeHTOB B OTIEIbHYIO TPYIILY 00YCIOBIEHO 00jee BHICOKUM
PHCKOM pa3BUTHS TSDKEIOH MH(EKIUH U BBIPAKEHHOW KPOBOTOYMBOCTH, KOTOPHIE BO MHOT'OM
OTIPENIeNIAIOT OBICTPOE YXYALICHHE COCTOSHHUS OOJBHBIX M 3HAYMTEIBHO OTPAHUYHMBAIOT BPEMs
BO3MOKHOTO JIMarHOCTHYECKOTrO TMoucka. Kpome Toro, mamueHThl ¢ MPOSBICHUSAMHU TITyOOKOM
NAHIUTONIEHUH, TPEOYIOT COOJIOJCHUS ONpPEACICHHBIX MPUHIMIIOB  COMPOBOAUTEILHON
MEJAMKAMEHTO3HON U FeMOKOMITOHEHTHOH Tepanuu. CobitoieHre 3TUX MPUHLIUIIOB B COUETAaHUU
C IPUMEHEHHUEM ONTHUMAJIbHBIX JUArHOCTUYECKUX aJITOPUTMOB ITO3BOJISIET 3HAYUTEIBHO CHU3UTh
JETaNbHOCTh B 3TOM Tpymnme Ha 3Tane NEpBUYHON JWAarHOCTUKUA W BepUPHUKAIUU TPUYUHBI
MaHLIUTONECHUU.

I1lan caMocTOATEeILHONH PA0OTHI CTY/IEHTOB:

[Tpu onpoce 1 ocMOTpe OOJILHOTO ClielyeT OOpaTUTh BHUMaHUE Ha:

1. XKanobsr — cnaboCcTh, COHIMBOCTH, CHHXEHHE pPabOTOCIOCOOHOCTH,
rOJIOBOKPY’KEHHUE, IIIYM B yIIaX, MeJIbKaHUE MYIIEK Mepe riIa3aMu, OLyIIEHUE cepAeOreH s
u nepeboeB B paboTe cep/a, OJbIIIKa Ipu GU3NIECKON HArpy3Ke, 0OMOPOYHBIE COCTOSTHUS, B
TOM 4YHUCJIE€ B OpTOCTa3e, 3arpyAuWHHbIE OONU (MPOSIBICHUS AHEMHYECKOrO CHHJIPOMA),
00se3HeHHOCTh s13bIka (ToccuT Hunter mpu B12-nedunuthoit anemun), 6onu Bo pTy U IpH
TJIOTAaHUM 0 XOJAY MHUIEBOAa (MYKO3UT Ha (hOHE HEUTPOIIEHUN), KUAKUN CTYN (PHTEpOMaTUs
Ha (OHE HEUTPONECHWH), HaAPYIICHUE TEMIIEPATypHOH YYBCTBUTEIHHOCTH, OPHEHTAIUU B
TEMHOTE, HEYCTOHYNBOCTD M HEYKITIO)KECTh MOXOKHU, CYIOpOTH (TIPOsIBIICHUS (DYHUKYIISIPHOTO
mueno3a npu B12 pgedunmtHON anemum), Tpuaga CHMIITOMOB OITyXOJIEBOM WHTOKCHKAIMH:
npody3Has HOYHAs IMOTIMBOCT, JMXOPAJKa BBIIIC 38°C (B OTCYTCTBHE JIOKAJIM30BaHHOMN
unpekuun), noreps Oomnee 10% maccel Tena meHee deM 3a 6 MecsIEB; KOXHBIM 3ya
(mposiBieHME CUCTEMHBIX 3a00JIeBaHUN COCOUHUTENBHOM TKAaHM, YacCThli CHUMIITOM
COMPOBOXKAAIINN pa3BuTue JTUM(POMBbI XOKKHHA), TMOSBICHHUE METeXUaIbHOW CHIMU Ha
KOK€, HOCOBBIE, JI€CHEBbIE KPOBOTEUEHHUS, y JKEHIIMH MEHOMEeTpopparuu (IposiBIeHHE
TPOMOOIIUTOTIEHHH ), OIIyIIEHHEe TUCKOM(pOpPTa B KHBOTE, OCOOCHHO MMoOCie eabl (Jactoe
MPOSIBJIEHUE CIUICHOMErajJud Ha (QoHEe NHMppo3a MeueHu, JIuUMPornpoaudepaTuBHbIX
3aboneBanuii, Mmuenoduodpos3a), KoCTHbIE 00U (METaCTaTUYECKOE TOPAKEHNE KOCTEH CKeneTa,
OCTpBIE JICMKO3bl), CyCTaBHbIE OOJM (CHUCTEMHBIE 3a00JICBaHUS COCIWHUTEIHLHON TKaHH,
WH(EKIIUOHHBIIT MOHOHYKJIC03), U3MEHEHUE IIBETA MOYHU (TEMHBIA, YEPHBIH — MOXKET OBbITh
o0ycnoBieHo remornoOunypueir Ha ¢(one I[IHI') a Ttak xe »xanoOwl, cneuuduyHble s
UHOQEKIUN, pa3IuyHbIX JIOKAIW3aluuil (OTHTHI, TaHMOPHUTHI, OpOHXOJero4yHas HHpeKuus,
MH(EKIUS MOYEBBIBOSIIUX MTyTeH, XKely10YHO-KUIIIEYHOTO TPaKkTa — Ha (hoHe HEHTPOTIEHUH )

2. AnamHe3 3a0osneBaHus — Ipu cOope aHaMHeE3a HEOOXOAMMO MOJPOOHO

paccipocuTh MalMeHTa O HaJU4MU 3a00JieBaHUI, B TOM 4YMcCI€ MH(EKIUOHHBIX (BHUPYCHBIX,
OaKTepHalbHBIX, MApPa3UTaPHBIX, BBI3BAHHBIX MHUKOOAKTEPHUSIMH), KOTOPBIE MOTYT MPHUBECTH K
Pa3BUTHIO MAHIUTOIICHUH, OTACIHHO BBISICHUTH, HE NMPHUHUMAET JIM TAIUEHT JICKAPCTBEHHBIC
npernapaThl, CocOOHBIC BBI3BATH PA3BUTHE IMAHIIUTONCHHWH, BBISICHUTH NMPOQPECCHOHATIBHBIN U
CeMEWHBI aHaMHE3, YTOYHHMTbH UIUTEIBHOCTh M IOCJIEI0BATEIBHOCTh MOSBICHUS W3MEHEHHH
nokaszarejel reMorpamMmbl, HOpPSIOK MOSIBIEHHS HOBBIX »alo0 M CHUMITOMOB, a TaK e
POAHAIM3UPOBATh UMEIOLIYIOCS MEIUIIMHCKYIO JOKYMEHTAIIUIO, €/ MAllMeHT paHee MpOXOIHi
o0cIieZ1oBaHME 110 MOBOY HAHIIUTOTIEHUH.



3. AHamMHe3 OKM3HM — HEoOXoauMo OOpaTHTh BHHMaHHE Ha  HaJU4YUe
npoeCCUOHATIBHBIX BPEIHOCTEH, W3BECTHBI CIyyaW pa3BUTHS TAHIUTONCHUH, BbI3BAaHHBIX
KOHTaKTaMH C pacTBopuTensiMu (OeH301) u nectuinamu (opranogocdarsl, kapdamarer, DDT).
Kpome TOro, HeoOxommmo oOpaTuTh BHHMaHHE Ha BO3MOXHBIH KOHTAKT C HOBBIMH IS
NalyveHTa NPOAYKTaMHU OBITOBOM XHMMHH, KOCMETOJOTHUECKUMH cpeacTBamu. Hannume
XPOHUYECKMX MHTOKCHKAIUH, B TOM YHCJIE alKOroJIbHON 3aBUCHMOCTH. OOpaTuTh BHUMaHHUE Ha
O0COOCHHOCTH NMUTAHUS (COOJIONEHHE BETETEPUAHCKON TUEThl — OJHA W3 BO3MOKHBIX IPUYUH
B12 neduuuTHOrO COCTOSIHMSA, UIMTEIBHOE TOJIOJAHWE WIM HEPBHAs AHOPEKCHS — OJHA W3
PEIKUX MPHUYUH NAHIIUTOIICHUH )

[Ipu cbOope cemeitHoro aHamHe3a cienyeT OOpaTHUTh BHHMaHUE Ha HalU4He
MPOSIBJICHUH MAHIIUTONCHUH Y OJIM3KUX POJACTBEHHUKOB (POAUTENH, OpaThsi U CECTPHI U T.1.)

4, OObeKkTHBHOE OOCIEOBaHUE — TIPEICTABIIET COOOM TOJTAMHYI OIECHKY
COCTOSTHUSI OCHOBHBIX OPTraHOB C CHCTEM, a TaK K¢ BBIABICHHUS CTHIM JHCIMOpPHOICHE3a IMpHU
MOJIO3PCHHUH Ha CEMEHHBIN aHaMHEe3 3a00JICBaHUS.

Koska ¥ ee nmpuJIaTKH, CIM3UCTHIC: 6J'IGIIHOCTL KOXH U CIIM3HUCTBIX (aHeMI/I‘{CCKI/Ie HpOHBJ’IGHI/Iﬂ),

KEINTYNIHOCTh KOXKH U CIM3UCTBIX (ITaTOJOTHS MEYCHU, FTeMOJIMTUICCKUN KOMIIOHEHT mpu B12-
neUIUTHOW aHEeMHH), MY3bIPbKOBBIE BBICHIIIAHUS HA KOXK€ (BUPYCHblE HWHMEKIIHH),
WHQUIBTPATHI B KOXKE, 9aCTO C HEKPO30OM B LEHTPE (JICHKEMHUIBI, OUYard CENTUKOMUEMUICCKIX
OTCEBOB), BACKYJHTHbIC HM3MCHEHHUS W/WIM CHIDKCHHE JJIACTUYHOCTH KOXH (CHCTEMHBIC
3a00JICBaHUS  COCJAMHHUTCIBHOW TKAaHW), TETCXUAJIbHBIC, CHHSIYKOBBIC KPOBOM3JIHSHUS,
KPOBOTOYHMBOCTh  CJIM3UCTBIX: HOCOBBIC, JICCHEBBIE KPOBOTCYCHHS, KOHBIOHKTHBAIBHBIC
KPOBOM3JIUSHUSL W KPOBOWBZJMSHHUA B  CKJIEPbl, MEHOMETPOPPArvuH, KpPOBOTOYUBOCTh
TPaBMUPOBaHHBIX TKaHEW (TPOMOOILIMTOIICHUS, MPOSBICHHUS KOAryJionatud Ha (OHE TKEIOou
UHQEKIMH, COJHMIHOW OIyXOJIM, OCTPOTrO JICHKO03a), IKCKOpHAluU (TIPOSIBIICHHE KOXHOTO 3y/1a
Ha ¢oHe TuMPpoMbl XOHKKHHA, CHCTEMHBIX 3a00JI€BaHUI COETMHUTEIHHON TKAHH )

KocTHO-cycTaBHAs M MbIIICYHAS CHCTEMa: FCHEPAIN30BAHHBIC KOCTHBIC 0OJIM U JIOKAJIbHBIC
KOCTHBIC 6OJ'II/I, Harpumep, 1Ipu CHAaBJICHUU l"py,[[HOfI KIICTKHU (MeTaCTaTI/I‘ICCKOC MMopaKCHUC
KOCTEH CKeJICTa, OCTPBIC HeﬁKOSBI), CYCTaBHBLIC oomm ¢ XapaKTepI/ICTI/IKOI\/’I JJIIMTCIIBHOCTH,

BPEMEHM BO3HUKHOBEHUS, CHMMETPUUYHOCTH BOBJICYEHHS CYCTABOB U KOJUYECTBA BOBJICUECHHBIX
CyCTaBOB, a TaK € Hajauuue JaedopMalvy CyCTaBOB W INPU3HAKOB BOCHAJICHHUS (CUCTEMHbIE
3a00JIeBaHNS COEMHUTENbHOW TKAaHU, WH(QEKIHOHHBIH MOHOHYKIIEO03, JIpyrHe BUpPYCHbBIE
MH(pEKINN), MBbIIIeYHble OO0JM, MHUACTEHHUYECKHE NpPOSBICHUS (CUCTEMHBbIE 3a00JeBaHUS
COEIMHUTENIbHON TKaHU, BUPYCHbIE NH(EKINH, TPOsIBIICHUS (PYHUKYISIpHOro Mueno3a mpu B12-
NeQUUUTHONW aHEeMHUM, IapaHeoIIaCTUYEeCKHE MNpOsBIEHUs Ha (OHE COJNUIHBIX OIMYyXOJei,
IUM(OM M OCTPBIX JIEUKO30B, MPOSBICHUS HHTOKCUKAIIMH HA ()OHE CETcuca)

Jlumdaruyeckas cucrema: Hanuuue JTUM(OareHONAaTHH, XapaKTePUCTUKA TeHepAIN30BaHHOCTH,
pasMepoB YBEIMYEHHBIX JIMM(OY3JIOB, INPU3HAKOB BOCHATUTENBHON peakIud B CaMHUX
auMdoy3nax U OKPYKaIOIUX TKAHIX, CIIasHHOCTh C OKPYKAIOIIMMU TKaHAMHU, 00JI€3HEHHOCTD,
NPOSIBJIICHUS] BOBJICYEHHOCTH JUMQOUIHBIX OpPraHoB, B TOM uHcie BanpaeepoBa Kosblia
(uMdomMBbl, JeiKko3bl, BUpyCHble HH(peKuuu, OakTepuanbHble WH(GEKIUH, B TOM YHCIE

TyOepKyIes).



HepBHas cucrema: roioBOKpYyXeHHsl, FoJ0BHasi 00Jb, CHU)KEHUE MMaMATH, ObICTpasi yMCTBEHHas

YTOMJISIEMOCTh, CHIDKCHHE BHHMAHHS, OBICTPOTHI peakuuu (TPOSBICHUS aHEMHYECKOTO
CHHJIIpOMa), ieprudepuyecKre HEBPUTHI, HAPYIICHNE KOOPIAMHAIINU, aTAKCHS, TOTEPS OIIYIIECHHUS
MOJIOKEHHS Tela B MPOCTPAHCTBE, CMAa3Mbl U PUTHAHOCTH MBI KOHEUHOCTEH (TPOSIBICHUS
¢yHukynspHoro wueno3a Ha ¢Gone BIl2-medunmTHON aHemum), JIOOBIE OYaroBble U
MEHHUHTeaIbHbIC TIPOSBICHHS (HEHPOJIEHKO3, BUPYCHOE Wiu OakTepuansHoe nopaxkenue [IHC, B
TOM 4HCJe TYOepKYJIe3HbIi MEHMHTUT, KPOBOM3JIHMSIHHS B TOJIOBHOM MO3I M CyOIypajibHbIE
KPOBOM3JIMAHUA Ha (oHE TPOMOOLMTONECHNUN), HApYIIEHUs CO3HAHUS pPa3HOM CTeleHU
BBIPQXEHHOCTH, TaJUTIOIMHATOPHBIA CHUHAPOM (HAapKOTHYECKas, aJlKOrojbHAash WHTOKCHKAIUS,
MEYCHOYHAs JHIeaNonaTs, WHTOKCUKAIMOHHBIN CHHApOM Ha (oHe cercuca, OCOOEHHO
00YCIIOBJICHHOTO TPAMMOTPHUIIATEIIEHEIME BO30YIUTEIISIMHU )

CepsieyHO-cOCYaNCTasl  CUCTEMa.: TaxXuKapausa, apuTMHUM, THUIIOTOHHUA, B TOM  YHCIIC

OpTOCTAaTUYECKas, IIOSIBJICHUE WM HAapaCTaHHUE NPOSIBICHUN CTEHOKApAUM, OTEYHOIO0 CHHApOMA
Ha (poHe ycyryOyieHUs] TIPOSBICHUN XPOHUYECKON CepJIeYHON HEAOCTaTOYHOCTU (aHEMHUUYECKUU
CHUHJIPOM), BPOKJEHHBIE MOPOKU cepana (MpOsiBICHUE KOHCTUTYHHOHAJIBHON ariacTUYecKon
aQHEMUH)

I[LIX&TGJIBH&?I CHUCTEMA. TaxWIIHOC, OAbIIIKa (HpOHBJ’IeHI/Iﬂ AHEMHUYCCKOI'O CI/IHIlpOMa),

KpOBOXapKaHbe (MIPOSBICHUEC TPOMOOIMTONICHUH, TIOPaKCHUE JIETOYHOW TKaHW Ha (oHe
MH(EKIMH, COIUTHOMN OITyXOJIH)

KenynouHO-KUIIEYHBIH TPAKT: TJIOCCHT C THIEPEeMHEH CIU3UCTON sI3bIKa, TUIEPTpOouei

cocoukoB (B12-neduiurHas aHemusi), TUNCPIUIACTUYCCKUA THHITHBHUT (OCTPBIM JICHKO3),
CTOMATUT, XEHIUT (IpOosiBIIEHHME HEHTPOINEeHHH, BUPYCHOM HHQEKIMH), MOHOCH (IIPOsBICHUE
HEUTPOIIEHNH, PAJUALMOHHOIO MOPAXKEHUs, TOKCUUYECKOro BO3JEHCTBUS alIKOroJis, MH(eKuuu
BUPYCHOH M OakTepuanbHOIl), remaroMeraaus ¢ XapakTepuCTUKOM INIOTHOCTU M POBHOCTH Kpast
neyeHu, 00JIe3HEHHOCTHU MpH Majiblaluy (MaTONOTUs NeueHu, MUuenoguopo3, ocTpble JIEHKO3HI,
AMM(OMBI, METacTaTUYECKOE MOpakeHHE MEUEHU COJNUAHOM OIyXOJIbIO), CIUIEHOMETaaus C
XapaKTEepUCTUKON IMJIOTHOCTH, OOJIE3HEHHOCTH NPU MaJlibllallii, CTENEHU YBEIWYEHUs (IUppo3
NEYECHU C SIBICHUSIMU TOPTAIbHOW THMNEPTEH3MHM M CIUIEHOMEraluu, MueaodulOpos, ocTpblit
Jeiko3, tuMpoma, BUpyCHbIE U OaKTepHalibHble HH(EKINH, B TOM YUCIIE CETICHC)

MouenosioBas  cuctema: TreMaTypuss W TeMOpparMueckuidi  LUCTUT  (TpOSIBIECHUE

TPOMOOLIUTONIEHUHMH, BUPYCHOW MH(DEKINH, TyOEepKYyJIE3HOTO MOPaKEeHNUs ), TaTOJIOTUsI Pa3BUTHUS
MOYEYHO-JIOXaHOYHOM M MOYEBBIBOJSIIEH CHUCTEMBI: 3KTOIHUS, YIBOEHUE IOYEK, OJHA IOYKa,
CpallleHHe MOYEK, CTEHO3bl MOUYETOUYHUKOB (ITPOSBIECHUS KOHCTUTYLMOHAJIBHOM arjacTU4ecKon
aHeMHH), OpXHUT, OSIUAUIUMHUT (MIPOSBICHHWE BHUPYCHOTO TMOpPaKeHUs, crenuduyeckoi
UHOUIBTPAMK Ha QOHE JeiKko3a).

Tsoxenass HEHTpPONEHUS MOXKET CONPOBOXIATbCA HH(PEKIMOHHBIMU OCJIOXHEHUSIMH,
IPEUMYIIECTBEHHO OaKTepHaIbHBIMU M IPUOKOBBIMH ((heOpriibHas Inxopaaka 0e3 yTOuHEeHHOT O
ouara WH(EKIUH, CETCUC, THEBMOHMS, NHPEKIUN MATKUX TKaHel, JIOP-opraHoB, croMaTuT u

T.J.).

HpI/I (bPI3PIKaJ'IBHOM OCMOTpPEC MAIMCHTOB C MaHIUTONECHUEH cJlIeayer o6pa1uaTL BHUMAaHHC
Ha HAJIU4YUEC CTUT'M I[I/ICBM6pI/IOFCHCSa, Tabmn 2.



Tabnuma 2. CTUTrMBI TUCOMOpHOTEHE3a

Jlokanusauus IIposiBiieHUs
Iesn KopoTkasi, oTcyTcTBHE, KPBUIOBHIHBIE CKIIAKH
TyJoBuie Kopotkoe, MHHOE, KOPOTKHE KIIIOUHUIBI, BOPOHKOOOpa3zHas

IpyHas KJETKa, «KypuHas» TIpylb, KOpPOTKas TIpyJuHa,
MIOJIMMACTUS], ACCUMETPHSI COCKOB

Kosxka, Bojiocsl luneptpuxo3, mnsaTHa KOQEHHOro 1BeTa, OOECIBEUYCHHAS,
«lIarpeHeBas» K0a, 04aroBas JUCHUTMEHTAlUs, BBICOKUN WIH
HU3KHHA POCT BOJIOC

I'osioBa, 110 Makpo-, MHKpO-, I0JIUXO-, OKCH-, cKa(o-, uedouedaibHbli
4yeper, IUJIOCKUH 3aThUIOK, JI00 HU3KHHA, Y3KWW, MIUPOKHIA,
IUIOCKUI npoduib Juia, BAABICHHAA EPEHOCULIA, ITOepeyHas
CKiIagKka Ha 70y, HHU3KOE CTOSHHE BEK, PE3KO BBIPAKCHHBIC
HaJ0pOBHBIE  JyTW, MCKPUBJIEHHWE CIMHKM HOCAa WU
MEPEropoAKH HOCA, Pa3IBOCHHBIN WIIM CKOIIEHHBIH MO100POIOK,
MHUKPO-, MAKpOCTOMUSI, MUKPO-, MAKPOTHOTHS, THIIEPTEIIOPU3M,

MIPOTHATH3M

I'naza Mukpo-, MakpodTanbMm, KoIoOOMa  paayX Kd, Makpo-,
MHUKPOKOpHEa, TE€TEpPOXpPOMHUS pPaly’KKd, KOCOW paspe3 IJias,
AIHUKAHTYC

Por, sa3bIK, 3y0bI 3y0bl ¢ Oopo3akamMH, C JIYHKaMH, aHOMAJIMHM TIPUKYCa,

CBEPXKOMIUJICKTHBIC 3YObl, IIWIOBUIHBIC PE3Ibl, MUI000pa3HbIe
3yOBl, pocT 3yOOB BOBHYTPh, 0OOpO3/la HAa aAJIbBEOJSPHBIX
OTPOCTKaX, HE0O KOPOTKOE, TOTHUYECKOe, Yy3KOe, CBOAYATOE,
3yOBl pejiKHe, OKpalleHHBbIC, MPOTPY3Us S3bIKA, PA3BOCHHBIN
KOHYMK s13bIKa, YKOPOUCHHAs y3]I€UKa, CKIa{4aThIi S3bIK

Yuu HI/I3K0€, BBICOKOC PacCIIOJIOXKCHUEC, <«3BCPHUHBICY», ACUMMCTPHA

b 2 9
MHKpPO-, MAaKpOOTHA, NPpHUPAINCHHAA MOUYKA, MIACUCTBHIC YIIHBIC
PAaKOBUHBI, OTCYTCTBHC MOYKH

IMo3BOHOYHUK, pedpa JlononuuTenbHble pebpa, CKOMHO3, cakpamusamus L5 wim
nop3anu3aius Th7, cpaiieHue Mmo3BOHKOB
Koneunoctu ApaxHO-, KJIMHO-, KaMITO-, OJIKIO-, TOJIH-, OpaxuIaKTHIIHS,

IOUPOKHEC, KOPOTKHUEC KHCTH, IIOINICpCUHAs JIaJOHHAas 60p031[a,
cangajacByuaHas IIClb, CI/IM(I)aJ'IaHFI/IH, 3aX0XIACHUC TIIaJIbIICB,

IJIOCKOCTOIIHE
KuBOT, reHuTATHH AccumeTpus B CTPOGHMM MBI JKUBOTA, HEMPAaBUIBLHOE
pacrioyio)keHue  MyIKa, HEeJOpPa3BUTOCTh  IOJIOBBIX  TIYO,
MOIIIOHKH.
5. Ha ocHoBanum xano6, aHaMHe3a U 00bEKTUBHOTO UCCIIEI0BAHUS (POPMYIUPYETCS

MPEACTABICHHE O TAIMEHTe W BBICTABISETCA TMPEABAPUTENBHBIN TUAar€Ho3, B KOTOPOM
CHHIPOMAJIbHO YKAa3bIBAIOTCS KIWHUYECKHE TIPOSBICHUS TAHIUTONICHUHU, TIOCKOJIbKY OHa
SBJISICTCSI BTOPUYHBIM TPOIECCOM H PACcCMATPHBAETCS KaK OCJOKHEHHE Pa3IMYHBIX
3a0o0JIeBaHUM.

Hanpumep:  T'enepanu3oBaHHas  BUpPYCHas  HMHQPEKIMs:  OCTPHIA  TOH3WJUIUT,
renaToCIIeHOMEranusl, MonuaaeHuT. OCIOXKHEHUs: aHEMUYECKUM CUHIPOM, TeMOpparu4ecKuil
CUHAPOM (TIeTeXHaIbHbIe KOKHBIE MPOSIBICHUS, HOCOBBIE, J€CHEBbIE KPOBOTEUCHUS)

6. HameruTs muian oOcienoBaHus NaIMEeHTA.
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JAnarHocTuyecKuidi KOMILIEKC MPU MNEePBUYHOM 00CJIeI0BAHMU OO0JBHOI0 €
M0/103peHHeM HA MAHIMTONEHHUIO:

v OOumii aHamu3 KpOBH C IOJCYETOM JICHKOIMTApPHOH (POpMynbsl M KOJIWYECTBA
PETUKYJIOLUTOB (HE MEHEe 3 IIOCIIEe10BaTENbHbBIX UCCIIEI0BAHUI).

v Konuenrpanus Buramuna B12, donmeBoil kuciotsl, (peppuTHHa B CHIBOPOTKE
KPOBH.

4 buoxumuueckuii ananus kpou (o6uuit 6enok, AJIT, ACT, oumupyoun, I'TTTI,
menouHast pocharasa, JIAT, Tpuriniiepuibl, KpeaTUHUH, MOYEBHHA, MOYEBAs KHCIIOTA).

v Koarynorpamma (AIITB, MHO, ¢pubpuHOTeH, mpoTpOMOWHOBBIN HHICKC)

v OO0muii aHanmu3 MoYM + TeMOCHAEpPUH (T€MOCHAECPUHYPUS — IPU3HAK
BHyTpucocyaucroro remonusa npu ITHI).

v [ToceBbl KpOBM Ha BBICOTE JUXOPAAKUA (TPEXKpPATHO), MOCEBBI CO CIM3UCTOMN
POTOBOH MOJIOCTH, MOYH, OTAEISIEMOT0 PaHEBBIX MOBEPXHOCTEN

v Mapxkeps! BupycHbIX nH(peknumii (rematutsl A, B, C, [IMB, BOb, BUY).

v Anturtena k aycrnmpaibHoit JIHK (antu-dSDNA), aHTHHYKeapHbIe aHTHUTENIA
(AHA), peBmaTounnsiii hakrop mis uckmoueHuss CKB, peBMatonHoro aprpura.

v TpemanoOuorncuss [MeToqMKa BBIMOJHEHUS, MPUIOKEHHE 1], THCTOIOrHYECKOE
UCCIICIOBAaHUE KOCTHOTO Mo3ra (OmiarepanbHasi TPemaHOOMOINCUS TPU TOAO3PEHHUH Ha
muMdomMy, MeTacTa3bl CONHIHONW OMyXOJIM WM TPaHyJIEMaTO3HBIM MpOIecC, KOHCYIbTALUs
IpernapaToB B pedepeHc-1adbopaTopun).

v [TyHKIMSI KOCTHOTO MO3ra [METOIMKAa BBIMOJIHCHHUS, MPWIOKEHHs 2], mojacuer
MHUEJIOrpaMMBbI, 3a00p KOCTHOTO MO3ra Jisi IUTOTEHETHMYECKOTO MCCIEIO0BaHUS, MPOTOYHOMN
UTOMETpHH, oceBoB, [I1[P-TecTupoBanus (1ienecoo0pa3Ho HCCIeI0BaHUE MUEIOTPAMMBI U3 2-
3 TO4YeK).

v OKCIU3UOHHAS ouorncus aumdoyszna npu M0JI03PEHUH Ha
mumbonponupepatuBHoe  3a00jieBaHME, METAcTa3bl COJNMJHOM  OMyXOJM HEU3BECTHOU

JIOKaJIU3aluu
v TectupoBanue mnunbl Tenomep (Flow-FISH) — mnpu Hamuuum cemeitHOTO
anamnesa AA, MJIC.
v Tect Ha JIOMKOCTH XpOMOCOM C AM3NOKcHOyraHoMm, MutomMunuHoM C (Bcem

0ompHBIM 70 40 51eT) A UCKIroYeHus aneMun MaHKoHU.

v Uccnenoanmne oskcnpeccun GPl-cBszannbix  OenkoB (CD55, CDS59) nHa
TPaHyIOIUTaX U 3PUTPOIUTax (mpoToyHas uuromerpus). [lozBomnster uckmounts [THI.

v Omnpenenenue ayToOaHTHTEN K JICUKOLUTAM, TPOMOOIMTAaM, TpsiMasi U HEmpsMast
npoba KymOca (ipu mojo3peHru Ha TeMOTUTHYECKUN KOMITOHEHT aHEMUH)

4 [MpoTouHas mUTOMETpPHsT MOHOHYKJIeapoB kKoctHoro mosra (CD3, 4/DR, 19, 16,
34/38) nyst uCKITI0UeHns reMo0JacTo3a.

v NMMYyHOTHCTOXUMHUYECKOE HCCIIEAOBaHUE TKaHEW (TpernmaHoOuonTara KOCTHOTO
Mo3ra, JuMdoysna) I UCKIIOYCHHS 3JI0KaYeCTBEHHBIX 3a00JeBaHHI KPOBETBOPHON TKaHU
(TuMbOMBI, JIEWKO3bI) H METACTA30B COIMIHBIX OMMYyXOJIeH

v VY31 OpromHON  mosnocTd  (CIUIGHOMETalusi, TMPOSIBIEHUS  MOPTaIbHON
TUIEPTEH3UH, aHOMAJIUH Pa3BUTHS U TIOJI0KEHUS MIOYEK U APYTHX OPTaHOB).

v Oxokapauorpa@usi (MCKIOYEHHE BPOXKACHHBIX IOPOKOB Cepila, O4yaroB
MH(pEKINN)
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v Pentrenorpadusi, xommploTepHas ToMorpadus TPYyAHOW KIETKH, OpIOUTHOMN
MIOJIOCTH, MAJIOTO Ta3a, MO3UTPOHHO-IMHCCUOHHAS TOMOrpadus (MCKIIOUEHHE MHQEKIIMOHHBIX
ouaroB, JuMdonposndepaTuBHBIX 3a00JI€BaHHIA, COMUIHBIX OITYXOJIEH).

v Cuuaturpaduss  KOCTEH  cKeylera, IEUYEHHW,  Ccele3eHKH  (MCKITIOYCHHE
METaCTaTHYECKOTO OPaYKEHHSI)

7. OueHHTh UMEOIIUECS J1a00paTOPHBIC JaHHBIC
8. OueHHuTh UMEIOIIUECS PE3YIbTaThl HHCTPYMEHTAIBHOTO 00CIIEIOBAHMSI
9. CocTaBUTh OKOHYATEIBHOE CYXKIEHHE O TMAIlMeHTE C pPa3BEPHYTHIM KIMHHYECKHM

JIMarHO30M, TMPOBEACHUEM IIpH HEOOXOAUMOCTH U GEpEHIMATBLHOTO TUarHo3a,

000CHOBaHHKE JIEYEOHBIX MTPOLEAYP U MTPOrHO3A.

Ilpumep pazeepuymozo K1uHUYECKO20 OUAZHO3A:

OcHosnoti:  VTHOEKIIMOHHBIA MOHOHYKJIC03: OCTPBIM TOH3WUIMT, T'eNaTOCTUICHOMETaNHS,
nmonuaneHur. TsoKeoe TedeHne

Ocnooicenusi:  Ilanuuronenus (aHemuss 3 CTENEHW, HEWUTPONEHHS 3 CTEICHH,
TpoMOouuTonenust 4 creneHu). AHEMHUECKUH CHHApPOM. ['‘eMopparnueckuii CHHIPOM
(merexmnanbHbIe KOXKHBIE MTPOSBICHUS, HOCOBBIE, IECHEBbIE KPOBOTECUCHUS)

AunddepeHuuanbHbIi AUATHO3:

Huddepennnanpaas UarHOCTHKA MAHIUTONCHUHA MPOBOIUTCS, MPEXKAE BCEro, MEXKIY
3a0osieBanussMH KpoBU: B12 u ¢onueBomedunutHoil aHemued (MeraioOJacTHBIC aHEMHH),
IpUOOpETEeHHON artacTuueckoil anemueil (AA), napokcusManbHONM HOYHOM reMorioOuHypuein
(ITHT"), xoHCTynHMOHANbHBIMU arlacCTUYECKUMHU aHeMHusMHU (aHemuss DaHKOHU, BPOKICHHBIN
JMCcKepaTo3), MuenoauciuiactudaeckuM cunapomom (MJIC), THNOKIETOYHBIMH BapUaHTaMU
octporo mueinouaHoro (OMIJI), B mepBylo ouepeab OCTPOro MPOMHETOLUTAPHOrO JeHKo3a
(OIUI) u numdodbnactHoro neiko3a (OJIJI), BomocarokierounsiM Jjeiiko3zom (BKIJI),
3]I0KQUeCTBEHHBIMH JIUM(OMaMHU C BOBJEUYEHHEM KOCTHOIO MO3ra, HIAMONAaTHYECKHM
Muenopudpo3om, a Tak ke reMoarouTapHbIM TUMPOTUCTHOLIUTO3OM.

[TaHUMTONEHUM MOTYT BCTPEYAIOTHCS MPH PA3IUYHBIX BHUPYCHBIX HMH(EKIMAX U
3a0oneBanuax coeauHurenbHo TkaHu (CKB, »o3uHO(UIBHBIN (dacuuuT, B TOM 4YHUCIE
NPOSIBJICHUS] MaHUUTONEHUU Ha (oHe cunapoma DenTH), NEpBUYHBIX HMMYHOJEPUIUTAX,
METacTa3ax COJMIHBIX OIyXOJE€H B KOCTHBIM MO3T.

Tspkenple MAHUWTONEHMM C amjla3ueld KpOBETBOPEHUS MOTYT HaOMI0JaThCs TPHU
paaualOHHBIX TOPAKEHUSX, & TAKXKE SBIATHCS OCIOKHEHHUSIMH JIEKAPCTBEHHOMN TEpPaIIHH.

TpaH3uTOpHas MaHIUTONECHUS MOXKET COMPOBOXKAATH OCTpPHIE MPOSIBICHHUS BUPYCHOM
UHpeknun Wik OBITh CJIEACTBHEM TIEPEHECEHHOW BHPYCHOW WHQEKIIMH, MPOI0JIKASICh B
TedyeHue 2-3 Henenb (TpUNI, KOpb, KpacHyXa, BETpsHas OCMa, BUPYCHbIE TeEMaTUTHI,
nuTOMEerasioBupycHass uH¢ekuus). @OusnkaibHO y MAUEHTOB MOXET  ONpeAensThes
reHepaiv3oBaHHas JmuM@oaneHonatus (uMQoysnbl  yame Menkue, 0e300JIe3HEHHBIE,
HECTMasiHHBIE C OKPYXKAIOUIMMH TKaHSMH, PETHOHBI WX HAMOOINBIIET0 YBETUYCHHS] YacCTO

CHCI_II/I(I)I/I‘-IHBI A «ACTCKUX» BHUPYCHBIX HH(l)CKLIHfI, MOXKET BbBIABIATHCA HC3HAUYWUTCIbHAs
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reraToCIUICHOMETANNS, TIPU MAIBIAIMA OPraHbl UMEIOT MSTKOAJIACTUYECKYI0 KOHCHCTEHITHIO,
MOXKET OBITh yMepeHHasi 0oje3HeHHOCTh) bakTepuajibHble B030YyAUTENH (CTAPIIOKOKKH,
MHUKOOAKTEepUn TyOepKyJie3a, Opyueies), cencuc 000 3THOJIOTHH MOTYT TaKXe BBI3BIBATH
naHnuToneHuto. HekoTopele mapasurapHble MH(EKIMHU, TaKUe KakK JICHIIMAaHWO3, MaJspus
MOTYT CONpPOBOXKAATHCS MAHLUTONEHHEW. B mocTaHoBKe AMarHo3a BakKHAsh POJIb OTBOAUTCS
NpaBWIbHOMY  cOOpYy  DNHIEMHOJIOTMYECKOro  aHamHe3a, npoBeaeHuto [P wu
UMMYHOJIOTHUECKOW JIMarHOCTHKE BUPYCHBIX HMH(EKIHMHA, a TaK Ke KyJIbTypallbHBIX
UCCIIC/IOBAaHUI TIOCEBOB OTIEJSIEMOTO 3€Ba, HOCA, MOYM W KpPOBH TIPU TOJO3PEHHH Ha
OakTepuaibHble HHPEKIIUH.

[Tanuuronenus Habmomaercs y 50-60% O6onpHbix ¢ BUY-undeknueii, oObyHO B
COYETaHUHM C THUIEPKIECTOYHBIM KOCTHOM MO3IOM UM HAapYyIICHHEM CO3pPEBaHMsI Ha YPOBHE
MUETIOMIHBIX KJIETOK-TIPEIIIECTBEHHUKOB. 301MpoBaHHas JJIuTeIbHAs TPOMOOLMUTONEHUS
TaKk)Ke MOXET OBITh OJHUM M3 MEPBBIX JaboparopHbix nposiBieHuid BUY-undeknuu. Cnemyer
00paTUTh BHUMAHHE, YTO HA MOMEHT IMPOSBICHUS MAHIMUTOICHUM Yy mamueHtoB ¢ BUY-
uH(peKIer JOCTaTOYHO YacTO BBISBIAIOTCS BBIPAKEHHBIE CHUMITOMBI HMHTOKCHKAIIUU
(peOpmibHas muxopanka, mpody3Has HOYHAS OTIHBOCTh, TPOTPECCUBHAS MTOTEPS Beca), MOKET
OTMEUaThCsl 3a4acTyI0 BBIPAKECHHAs JTUMQOAICHONATHS, MPUYEM MaJbIATOPHO YBEIWYCHHBIE
auMGOoy3Tbl  MOTYT HMMETh XapaKTePUCTHKH, CKOpee COOTBETCTBYIOLIUE OMYXOJEBOMY
NopaXeHWto (IUIOTHBIC, CIAsHHbIE C OKPYXAIOMMMH TKaHAMHU, Oe30ose3Hennsie). [lpu
npoBeaeHun Ouoricun nuMmdpoysna B ciaydae BUY-uHbeknnu MOXKET BBISBISATHCS TOJBKO
peaKkTUBHAs THIEpIUIa3us (MCKII0YeHHE cocTaBisiior BUY-acconmmuupoBanubie TUMGOMBI), YTO
HE COOTBETCTBYET TSDKECTH COCTOSIHHS TMAalMeHTa. B 3TOM CBA3M Yy MAIlMEHTOB C BIIEPBbBIC
BBISIBJICHHOHN TAHIIUTOTICHHEW 00s3aTeIbHBIM SBIISICTCS POBEICHNE TUArHOCTUICCKUX TECTOB C
uenbio uckimoueHuss BUU-undexum.

PazButne maHnuTOnEHMM ~TOCIE  MpHeMa  JieKapeTB. MexaHu3M — pa3BUTHS
MAHIUTONIEHUA MOXET OBITh CBS3aH C HEMOCPEACTBEHHBIM MMOPAKEHHEM KOCTHOTO MO3Ta
(uMTOCTaTUYECKHE  XMMHOTEPANEBTUUECKHE  Tpemaparbl) W MUMMYHOOIOCPEIOBAaHHBIM
MOBPEXKICHUEM KIIETOK-IIPEAIIECTBEHHUKOB T'e€MOIIOd3a [0 TUIYy WAUMOCUHKpasuu. Ilocne
OTMEHBI COOTBETCTBYIOILLIErO JIEKAPCTBA IIOKA3aTENM KPOBH BO3BPALIAIOTCS K HOPME 4YeEpe3
HECKOJILKO JHEH.

[TepeueHp JekapcTB, HauOONEe YAaCTO BBI3BIBAIONIMX IMAHIIMTONEHHUIO, BKIIOYAET
(eHOTHA3UHBI, THA3W/bl, AHTHTUPEOUIHBIC MperapaThl, aHTHOMOTHKU W CyiIb(haHHIaMUIbI,
tpankBwim3atopel,  HIIBC,  konxuimH,  xyJopaM()EHHKON,  MPOTHBOAMAOETHUECKHE,
NPOTUBOSIMJICITHYECKHE  CPEACTBA,  MPOTHBOMAAPUHHBIE M  MPOTHBOPEBMATHYECKHUE
npernaparsl. Hapsiay ¢ jieKapCTBEHHBIMH TIperapaTaMid pa3BUTHE IMAHIIMTOIICHHH MOKET OBITH
CBSI3aHO C TpUEMOM Ticuxoctumysstopa 3,4-methylenedixymethamphetamine (Okcrasn).

Oco0oe BHUMaHUE cileayeT oOpaTUTh Ha CKOPOCTh Pa3BUTHS M XapakTep Hayaia
3aboneBanusa. llocremeHHoe pa3BUTHE TAHIUTONEHUW C  JUIUTEIBHBIM  OTCYTCTBHEM
KIIMHAYECKOU CUMIITOMATHUKN MOXET HaOJIFOaThCs npu B12-pepuumrHoi ) |
doaneBonepuunTHON anemusx. Jlepuut GoameBoit KHUCIOTHI YacTO CBSI3aH C XPOHHYECKUM
akoronmusmMoMm. Ha nepunur ButammHa B12 Moxker yka3piBaThb aHaMHE3 MPEIIECTBYIOIIMX
3a00JIeBaHUN — PE3EKIUs JKETyIKa WIM TOHKOTO KUIIIEYHHUKA, PETUOHATBHBINA WICUT, IETHAKHUS.
CobmoieHne CTpOroil BereTapuaHcKon JUeThl 0€3 BUTAMHHHBIX JI00aBOK TakKe CIOCOOCTBYET
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passutuio Bl2-nedunutHoit anemuu. Ilpu ¢usukanbHOM 00CIEIOBaHWHM MAIMEHTOB C
nepurutoMm Bl2 MOXHO BBIIBUTh COYETAaHHE T'€MATOJOTHYECKHMX W HEBPOJOTHYECKHUX
HapylmieHui (mepudepuyecKkue HEBPUTHI, HAPYIICHHE KOOPJIWHAIIUU, AaTakKCus, MOTeps
OIIYIICHUS] TOJIOKEHHSI Tella B MPOCTPAHCTBE, CMAa3Mbl U PUTUIHOCTH MBILII KOHEYHOCTEH),
JerKass  UKTEPUYHOCTh  CKJIEp, TJIOCCUT  (KpacHBIW W Onectaumii  s3pik).  [lpu
bonreBoIePUITMTHOM COCTOSHUHM Yy TAIlMEHTOB OTCYTCTBYIOT TPOSBICHHS (YHUKYISIPHOTO
MHEJI03a, OJHAKO, €CJIM MPUYMHON pa3BUTHA AchuIMTa (POJATOB SBHIICS AJIKOTOJIHM3M, MOTYT
BBISIBIIATBCSI  HEBPOJIOTHYCCKHE HAPYIICHUS, 00YCIOBICHHBIC aJIKOTOJILHOW MOJUHEHPOIIaTHEH.
[ToaTBepkaeTcss AMArHO3 HA OCHOBAHWH JIAOOPATOPHBIX MCCICIOBAHWUN, a MMEHHO, OOIIEro
aHaJn3a KPOBH, PE3YJIbTATOB UCCIIEIOBAHUS MUEJIOIPAMMBbI, UCCIIEIOBAHUS YPOBHSI BUTAMUHOB B
KpPOBHU.

IIpu wmeramob6nactHoit anmemuun B OAK oOHapyxwuBarorcs Makpouutsl (MCV
spurportoB 100-130 fl) B coueranmm c¢ perukynomuronenuein (Hopma 0,5-2%). Ilpm
BUTAMHHHOW HEJOCTAaTOYHOCTH y TAIMEHTOB C TDKEIIOW aHeMuell (Ioka3zaTellb TeMaTOKpUTa
Hwke 30%), mpomoipKaromieiics B TEUeHHE HECKONbKux MmecsaneB, MCV, kak mpasuio,
npessbiiaer 3HaueHuss 120 fl. YV GonbHBIX ¢ MeHee MPOJOIDKUTENBHONW WM MEHEE TSHKENOH
anemuedt MCV 0130k K BepXHEH IpaHHIle HOPMbI WIIM HEMHOTI'O MpeBbILIaeT ee. B Ma3ke kpoBu
OTMEYaeTCsl SPUTPOLUTAPHBIN MONKMIONUTO3 (pa3yinyHas (opMma KIETOK), BBIABISIOTCS Telblia
XKomnu, xompua KeboTta, noiucerMeHTosiepHble HEUTpO(MiIbl (SAPO COCTOMT U3 5-6
CerMeHTOB). B kocTHOM Mo3re ompenensercss Meranoodiaacto3 (3pUTPOUIHBIE KIETKU-
NPE/IIECTBEHHUKH ). BRIpa)KeHHOCTh MeTaio0JacTHBIX MOP(OJIOTHUECKUX H3MEHEHHH KOCTHOTO
MO3Ta 3aBHCHT OT TSDKECTH W TPOJOJDKHTEIBHOCTH aHEMHUHU. Pe3ynbTaTbl ompeneneHus
KOHIeHTpauuu ButamuHa B12 (mopma 100 ur/miu) u ¢donueBol KUCIOTH (HOpMa 3 HI/MII) B
CBIBOPOTKE 4YacTO IIOJBEPralOTCsl KPUTHKE H3-3a 3HAYUTEIBHBIX (DIIOKTYallMid JaHHBIX
nokasaresel U JOJKHBI UCII0JIb30BaThCsl TOJIBKO B KOMIUIEKCHOM IMarHOCTHKE MErajio0JacTHBIX
anemuil. CneyeT OTMETUTh, YTO AK€ MPU JIOKa3aHHOM CHIDKEHHHM KOHLIEHTpPAllMM BUTaMHHA
B12 u ¢onueBoil KUCIOTHI BBIMOJHEHHE aCUPALMOHHOM OMONCHM KOCTHOTO MO3Ta SIBIISETCS
00s13aTeNIbHONM MpOoLEaYpOH, TaKk Kak Ae(PULIUT ITUX BUTAMHHOB MOXKET MPOSBIATHCS Ha (OHE
nebr0Ta OCTPOro JeHK03a, METACTa30B COJMIHBIX OIyXOJel B KOCTHBIN MO3T, 4TO caMo I0 cede
MOYKET SIBIISITHCS HEMOCPECTBEHHOW MPUYMHON MAaHIIUTOTICHUH Y TTallUEHTA.

IIpu npuoGpeTeHHOil anjiacTu4yeckoii aneMuu (AA) ryOMHA MAaHIUTONEHUH MOXKET
CYILIECTBEHHO BapbUpOBaTh. B OTHENBHBIX CiIydasX pa3BUTHIO MAHIUTONEHUHM IPEIIIECTBYET
OTHOCHUTEIJIbHO KOPOTKUI NEPUO/, KOI/1a Y OOJIbHBIX MOKET BBISIBISTHCS MOHO- WM OMJIMHENHHas
LUTOIEHHUS, HAIpUMEP TPOMOOIIUTO- U HEHUTPONEHMs], a YPOBEHb IPUTPOLIUTOB U T€MOTI00MHA
eIle MOXKET OCTaBaThCsl HOpMaJdbHBIM. OiHaKO AuarHo3 AA NMpaBOMOYEH TOJIBKO MPH HAJIUYUU
KPUTEPHAIBbHON MaHIUTONEHUH — HAIUYMEM MUHUMYM JBYX M3 TpeX NMPU3HAKOB: I'eéMOTJIOOUH
<100 r/n, TpoMGOLIUTOB < 50x10%/m, HelTpoduinoB < 1,5x10%/m.

Knuandeckn Ha MOMEHT ne0roTa 3a00JieBaHUS y MAIMEHTOB ¢ AA daiie JOMHHUPYET
reMOpPpParu4eCcKuii CUHAPOM: CIOHTAHHBIE W IMPOBOKALMOHHBIE II€TEXHWH, TEMOpPparuv Ha
KOJKHBIX IOKPOBaxX M CIM3MUCTBIX, PEKE — MPOBOKALMOHHBIE I'€MATOMBI, JECHEBBIE, HOCOBBIE,
MAaTOYHBIE, JKEIYJOYHO-KUILIEYHBIE KPOBOTEYEHUs, B TSKEIBIX CIydasX — IeMOpparud Ha
IJ1a3HOM JHEW CO CHHKEHHUEM 3PEHUS, KPOBOU3IMAHUSA B T'OJOBHOM MO3T, a TaK K€ Pa3jIuyHbIE
WH(EKIIMOHHBIE OCJIOKHEHMsI, dYalle OaKTepUaJbHOW MNPUPOABI  (OTHUTHI, TaWMOPHTHI,
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OakTepuajabHble AHTUMHBI, MHEBMOHHM, HH(EKIUH MOYEBBIBOJALIMNX IIyTeil), aHEeMHUYeCKUil
CHUHAPOM MOKET UMETh Pa3HyI0 CTENEHb BBIPAXKEHHOCTU MU 3aBUCUT OT CKOPOCTU CHMIKEHUS
reMorjao0nHa, BO3pacTa MalMeHTa M aJalNTallMOHHBIX CIIOCOOHOCTEH, B TOM 4Hcie Ha (oHe
HAJIMYMS COIYTCTBYIOIIMX XPOHUYECKUX 3aboneBaHuii. BakHO OTMETHTH, 4TO TyOepkyse3
MOJKET SIBJIATHCS OJTHUM U3 OCIIOKHEHHH AA, HO B pEAKUX CIIydasX TYOEpKYJIEe3HOE IOpaKeHHE
KOCTHOI'O MO3ra MOKE€T UIMUTUPOBATh U3MEHEHUS, HAalOMUHAaroue AA.

B naweu npakxmuxe 6vin cayuai OUAZHOCMUKU OUCCEMUHUPOBAHHO20 MYbepKyie3a ¢
806JIeYeHUe KOCMHO20 Mo32a ) 17-n1emneco 6o1vHO20 ¢ peyuousupyrowel ¢ medenue 1,5 nem
ymepenHoU nanyumonenueli. Hapsady ¢ nanyumonenueil ommeuanuco OnumenbHvle 3NU300bL
cyoghebpunumema, U300 2emMoppacuyecKo20 BACKYIUMA C 6081e4eHUe KOMCU U CYCMasos U
peyuousupyrowull opxusnuououmum. bonvHou noyuan nosmopHvle Kypcol anmubUOmMuxos u
HecmepouoHvle npomusosocnanumenvruole npenapamsl (HIIBC). B céa3u ¢ nonosjcumenvuou
myOepKyIuHo8ol npodoll  601bHOU  00CIed08aNCs Gmuzuampamu, NPUHAKOE 1e20YHO20
mybepKyie3a 6vlsgNeHO He Obllo, 00HAKO 6 meueHue 3 Mmecayed NpoBOOUNLOCH JledeHue
myoazuoom u IHACK. Ilayuenm obcredosancs cemamonocom no mecmy sjcumenvcmed. Oowuil
ananuz kposu (OAK): I'6 29 /1, neiimpogpunet 0,54x10%n, mpomboyumer 33x10%/1, 6 kocmuom
MO32e — NpUBHAKU 2UNONAA3uu Kpogemeopenus. bonvnomy 6Ovin nocmasnen oOuacno3
aniacmu4eckol aHemMuu, HpoGOOUNUCL MPAHCHY3UU IPUMPOYUMO8, 6 MmeueHue mecaya —
umMmyHocynpeccusHas mepanus yukiocnopunom A. Ilpu obcnedosanuu 6 Hauieli KIUHUKe y
nayueHma COXpaHsNaACb NAHYUMONEHUS, OMMeYaloch Hanudue cmoukou monoyumonenuu (0-
1%). B koumponvHoM mpenanobuonmame KOCMHO20 MO32a HA (DOHE HEPABHOMEPHO2O
KPOBEMBOpEeHUsi C  YYACMKAMU  2UNONJA3UU  BblA6leHbl 2 MunuyHvle 2paHyiemvl ¢
dopmuposanuem «kaszeoza. [anvHetiwias npomueomyoOepKynesnas mepanus npuseida K
HOpManuszayuu nokaszameneu Kposu. Jlawnvltl cayyai  0eMOHCmpupyem — 0ObeKmusHbvle
CHIONCHOCMU OUACHOCMUKU MYOEPKYIe3H020 NOPAaNCEeHUss KOCMHO20 M0o32a NpU OmCymcmeuu
Opyeux munuyHulX nposeieHull 0aHH020 3a00/1e8aHUS.

Anemus npu AA, Kak TpaBUIIO, HOCUT HOPMOLMTApHBIA Xxapakrep ¢ ypoaeM MCV B
npenenax 80-100 fl. ¥V yactu OONBHBIX MOXET BBISBIATHCS YMEPEHHBIH MAaKpOIUTO3.
OTHOCHUTENBHOE KOJIMYECTBO PETUKYJIOLMTOB, MOJCUYUTAHHBIX B Ma3Ke KPOBH, CHMIKEHO WU
HOpPMaJIbHOE, OJJHAKO CKOPPEKTUPOBAHHBIA MO I'eéMAaTOKPUTY WJIHM T'eéMOIJIO0MHY IOKa3aTellb U
abCOIOTHOE 3HAYCHHE PETHKYIOLMTOB BCerna cHukensl (Menee 40x10%/m1 mpu moxcuere B
maske uin Meree 60x 10%/1 npy mojicueTe Ha IPOTOYHOM aHATH3ATOPE).

CreneHp HEUTPONEHUH BapbUPYET OT YMEPEHHOMH (1,0-1,5X109/J'I) pu HeTshkesnon AA
(HTAA) no ouenp rimyOokoi < 0,5x10%/n npu Tsxenod AA (TAA) u <0,2x10%n npu
ceepxTskenonn AA (CTAA).

Jlns AA He XapaKTepHbI JUCIUIACTHYCCKUE H3MEHCHHS HEUTPO(PHIOB, B YaCTHOCTH
TMICEBOMEIbIepOBCKas aHOMamHs. AOCOMIOTHAS MOHOIMTONICHUS YacTo ONpeaensieTcs mpu AA,
HO HX TIIOJHOC OTCYTCTBHEC MOOJDKHO HACTOpPaXHMBAaTb B OTHOIICHHMU BOJOCATOKJICTOYHOI'O
neiko3a. YpoBeHb TPOMOOIIUTOB Mpr AA OOBIYHO HE MPEBHIIIACT 70-100x10%m, a B CITyJasx
TAA u CTAA — umxe 20x10%/1.

HHTOJ’IOFH‘IGCKO@ HCCIICOJOBAHUEC ITYHKTaTa KOCTHOI'0O MO3ra € MoJCYCTOM MHUEIJIOIPaMMBbI
B IICPBYIO OYCPCAb HAIIPABJIICHO HAa HCKIIOYCHHUEC APYTHUX BO3MOXKHBIX ITPUYUH H&HHI/ITOHGHI/I?I.
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Kak mpaBuiio, mMyHKTaThl KOCTHOTO MO3Ta XapakTepU3YIOTCS HU3KOW KJIeTOYHOCThIo. CremyeT
MOJAYEPKHYTh, YTO MCCIICIOBAHUE MHUEIOTPAMMBbI J1a€T OYE€Hb HE3HAYUTEIHHOE U 3a4acTyIiO
HEBEpHOE TpeicTaBieHue 00 00MIeil KIETOYHOCTH KOCTHOTO MO3Tra, MOCKOJIbKY aCIUpaT MOKET
OBITH MOJYYEH U3 OCTATOYHBIX YYaCTKOB C HOPMAJIbHOM WJIM J1a)K€ TTOBBIIIEHHON KJIETOYHOCTHIO.

B mmenorpamme mpu AA OOBIYHO BBISBISICTCS OTHOCHUTENBHBIN JIMM(OIUTO3, WHOT/IA
YMEPEHHBIM TUIa3MaIlMTO3, CY)KEHUE HPUTPOLUMTAPHOTO M TPAHYJIOLUTAPHOTO psiga, pPe3Koe
CHIKEHUE KOJMYECTBA MJIM TOJIHOE OTCYTCTBUE METaKapHUOLUTOB, B PSAJE CIy4yaeB — MPU3HAKU
nu3sputpornonsa. [lpu AA He BBISBISETCS MOBBIIICHHE KOJIMYECTBA OJACTHBIX KJIETOK B KOCTHOM
MO3r€ WIM JUCIUIa3usl TPaHYJOLMTAPHOTO M MerakapuonutapHoro psana. Coenuduueckux
M3MEHEHUH MHUEIOrpaMMbl, XapaKTepHBIX TOJBKO i AA, HE CYIIECTBYET U €€ UCCIEeOBaHHE
MO3BOJISICT HWCKIIOYUTH JIPyrue MPUYMHBI TMaHIHUTONeHUH (ocTporo Jeikoza, MJIC, BI12-
nedUIUTHON aHEMHH ), HO HE TIOATBEPIUThH WK OTBEPrHYTh AUarHo3 AA.

Kimto4eBbIM ~ TMarHOCTUYECKMM — MCCIICIOBAaHUEM, aOCOJIIOTHO  IOKa3aHHBIM  TIpU
MO03peHUH Ha AA, SBJISETCS TPEMaHOOMOIICHS KOCTHOTO MO3ra. Y Ke MPU MaKpOCKOMUYECKOU
OIICHKE B TSKENBIX CIy4dasX OOHApPYKUBACTCS HEOOBIYHBIA IKEITOBATO-OCNBIA  IBET
TPEMmaHoOWoNTaTa, XOTS BO MHOTHX CJIy4asX BCJICJACTBHEC KPOBOHMJIHMSHHA OH COXpaHSCT
0OBIYHYIO OKpacKy. [IpW THCTOIOTHYECKOM HCCIICIOBAHUU BBISBISICTCS PE3KOE COKpAIICHUE
wioniaau KpoerBopHoi TkaHW (1-30%) ¢ mpeoOnamanueM B HEW KJICTOK JUMQOIUTAPHOTO
psana. B ocHOBHOM, ma3yxu KOCTHOT'O MO3Ta 3arOJHEHBI )KHPOBOW TKAaHBI. YacTo BBISBISIOTCS
OTEK, KpPOBOMBIIUSHHS, YYaCTKU THICPIUIA3UU PETUKYJSPHBIX KiIeToK. [lpu 3TOM He
oOHapyxuBaeTcs  ¢ubpo3  KocTHOro Mo3ra  (auddepeHunanbHas  JUATHOCTHKA €
UIUOTNATHYECKUM MHUETOPUOPO30M) WM HWHOUIbTpPAIMS aTUIUYHBIMH KJIETKaMH  (Tpu
MeTacTa3ax COJHMIHBIX OMYXOJeH B KOCTHBIM MO3T).

VYka3zaHue B aHaMHE3€ Ha TeMOTTIOOUHYPUIO (BbII€NIEHUE TEMHOM, HHOT/Ia YEPHOTO IIBETA,
MOYHM) B COYETAaHMHM C TPOMOOTHYECKUMH OCJOXKHEHHSIMH M >Kano0amMu Ha aOJoMUHaIbHBIC
0onu, cma3Mbl THUIIEBOJA, BBIpAXKEHHYIO  c1a00CTh, J1a0OpaTOPHBIMH  MpPHU3HAKAMU
BHYTPHCOCYIUCTOTO T€MOJIN3a MOXET CBUICTEIHCTBOBATH B IMOJIH3Y MapOKCU3MATILHON HOYHOU
remornobunypuu (ITHT). [Ipu s3ToM HE0OXOAMMO OTMETHTH, YTO HA MOMEHT nuarHoctuku [THI
yKa3aHuEe Ha TeMOTJOOMHYPHIO B aHAMHE3€ yJIAeTCs BBIIBUTH TOJIbKO y 25-30% OonbHbIX. B
ATOW CBSI3U TECTUPOBAHUE HA HAJUYHE KJIOHA MAPOKCU3MAJIbHOW HOYHOWH reMorjio0MHYpHHU
(ITHI') HeoOXxoAMMO MPOBOJIWUTH MAI[MEHTaM C HESCHBIMHU LUTOMEHUSIMHU (B TOM YHUCIE — C
MAHIUTONEHUEeH), MpH HaJUMYWU DMH30/I0B TEeMOTJOOMHYpUH B aHaMHe3e, TpoMmOo3ax ¢
HEOOBIUHOM JIOKaNmu3alMed, HaJWuuuu SIU3070B Auc(aruu Wi abJAOMUHAIBHBIX Ooneil B
COUYETaHWH C MPHU3HAKAMU BHYTPHUCOCYIUCTOTO TeMOJIN3a, a Takke y BceX 00apHBIX AA 1 MJIC
HU3KOTO PHCKA.

CoBpemennas nuarnoctuka [THIT ocHoBaHa Ha BBISIBICHUH MOMYMSIUN KIETOK KPOBU C
neduuToM dKcrpeccun rimkosmidocharuaunuHosutonoBoro (GPI) skops u GPI -cBs3anHbIX
oemkoB (CD59, CDS55 u ap.), 3anmuimaromux MeMOpaHbl KJIETOK OT KOMIIEMEHTA. Y TaIlMeHTOB
¢ ITHI" BeisBisiroTest paznuunbie mytauu PIGA rena, koaupyromero cuatre3 GPI skops. s
nuarHoctuky [THIT ¢ momomipio BeICOKOpa3pemarnel mpoTOYHON UTOMETPUHM ONPEACISIOT
skcpeccno He MeHee 2-X GPl-cBsi3aHHBIX O€IKOB Ha TPaHYIONHTAX, JPUTPOLUTAX U
MOHOIIMTaX KpoBu. Kpome Toro, aiasi TECTUpPOBAaHUS TIPaHYJIOLMUTOB HCIIOJIb3YeTCsl PEAaKTUB
FLAER (meueHslii (QutOOpeCHeHTHOM METKOW a’pOJIM3MH, KOTOPBIN cneuu(puiecku
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cBsa3biBaeTcsi HemocpeactBeHHO ¢ GPl  skopem). Bce HopManmbHBIE KIIETKH — SIBJISIFOTCS
no3utuBHbIMU (cBsi3bIBatoTcs ¢ FLAER) , Bce knerku ¢ ¢enorunom ITHIT senstores FLAER-
HETaTUBHBIMH.

BrusiBiienue npu puszukanbHOM 00CIeI0BaHUN MAIUEHTOB C MAHIIMTOIICHUEH Pa3TMIHbIX
CTHTM JUCOMOpPUOTEHE3a, BPOXKICHHBIX IOPOKOB pa3BUTHS W HEJOCTATOYHOCTH (PYHKUIUHU
BHYTPEHHUX OpPTraHoB (IIOYKH, CEpALIE, JETKHUE, MOHKENyI0UHas JKele3a U T.J.) B IOJaBJISIOLIEM
OOJBIIMHCTBE CIy4aeB MOJET CBUJECTEIbCTBOBATH B  I0JIb3y KOHCTUTYLHOHAJIBHBIX
aruIaCTMYECKUX aHEMUH, IpU 3TOM Ba)XKHO OTMETHTb, YTO JMArHOCTHUKA 3TUX 3a00JeBaHU He
BCErZla IPOUCXOJUT B IETCKOM BO3pacCTe.

[Ipy KOHCTHUTYHHOHAJIBLHOW AamjIacTu4eckoil aHemuu @OaHKOHH XapaKTEPHO
BBISIBJICHHE PA3JIMYHBIX aHOMAJIMH MUTMEHTALUU KOXKHU (TeHepaTn30BaHHAsl TUIIEPIUTMEHTAIuS,
MSTHA TUTA «KO(E C MOJOKOMY), Pa3IMYHBIX MOPOKOB Pa3BUTUA (BPOXKACHHbIE TOPOKU CEPALIa,
MATOJIOTUSl PA3BUTHS MOYEK M MOYEBBIBOASIIMX MYyTEH) U MUHOPHBIX CTUTM KOCTHOM CHUCTEMBI.
JlnarHo3  KOHCTUTyUMOHaNbHOM aHemun @DaHkoHM BepuUUUPYETCS HA OCHOBAaHUU
MOJIO’KUTEIBHOIO TECTUPOBAHUSI HA JIOMKOCTh XPOMOCOM: TECT ¢ AudNoKcuOyTaHoM (J19b) mnu
mutomMutinHoM C. JluarHo3 anemuu MaHKOHHM JOCTATOYHO YaCTO YCTAHABJIMBACTCS HE TOJIBKO Y
JIETe, HO W B3POCIBIX OOJBHBIX, B TOM YHCJIC MPH OTCYTCTBHHM KJIACCHUYCCKUX KOXKHBIX
CUMIITOMOB M aHOMaJiui pa3BuTusi. B cBs3u ¢ 3tu nposeaenue JIOb - Tecta pekomeHmyeTcs
BceM OOJNBHBIM C aruiazued KpoBeTBopeHus 10 40 JeT BHE 3aBUCUMOCTH OT HAJIMYUA WU
OTCYTCTBHUSI KIMHUYECKUX MapKepoB aHEMUU DaHKOHMU.

B naweu xnunuxe ouacnos anemuu @Panxonu Ovin nocmaeénen 15-1emmueill nayuenmke ¢
enepevie 6biAGIEeHHOU NAHYUMonenuel, MUHOPHOU aHOManueu pazeumusi HNAMbIX Nalbyes
Kucmetl, Haruyuem namen «Koge c MoI0KOM» Ha Kodice 2pyOHOU KiemKu. B mpenanobuonmame
8bIABNIEHA ANNA3USL KOCMHO20 Mo032a (naowadb Kpogsemeopnou mkanu < 20%), ymepennas
OUCNAA3UA  SPUMPOUOHO20 pOCKA 2emonodsa. Juaenoz eepuguyuposan Ha OCHOBAHUU
nonoxcumenvrozo /[Ob - mecma (313 paspwieos xpomocom na 50 memagpa3s, 6 cpeonem 6,26
pa3peieos Ha kiemky. Cnonmannwii ypogens: 0,08 paspvieos na kiemky).

KoHcTuTylmoHanbHas arulacTHYecKasi aHeMHUs MOXeT OBbITh acCOIMMPOBaHA TaKXKe C
BPOKIEHHBIM JHMCKepaTo30M. B monp3y JaHHOrO nauMarHo3a CBMJIETENIBCTBYET THUIIMYHAs
KJIMHUYECKasl KapTHHA: HapylleHWe MUTMEHTAllMM KOXXH, TUCTpO(Us HOITEBBIX IUIACTUHOK,
JeMKOMIIaKkus, peke — OTCTaBaHHE B YMCTBEHHOM Pa3BUTHUH, MOPAKEHUE JIETKUX, HU3KHUI pOCT.
Cpennuii Bo3pacT 001bHBIX cocTaBiigeT 7 JeT (0T 6 mecsieB 10 26 ner), naniuroneHus B 80%
ciaydaeB BeiABisercs 10 20 yeTHero Bo3pacta. HecMoTps Ha KiacCHUYecKyl KIMHUYECKYIO
KapTUHY, AMAarHo3 BPOXKICHHOIO IMCKEpaTo3a IOYTH BCErJa YCTaHABIMBAETCA IO31HO. Y
NAUEHTOB € MPU3HAKAMU BPOKJIECHHOTO TMCKEPATO3a MPOBOJUTCS UCCIENOBAHNE MYTAllUU T'€Ha
TERC u rena DKCI1. B HacTosiiee BpeMsi 1MarHo3 MOXKET OBITh YCTaHOBJIEH HAa T€HETUYECKOM
ypoBHe y 40% mnanuentoB. ['enst (DKC1 u TERC), myrupyromme npu ABYX HOATHIAX
JTUCKepaTo3a, o0a KOJMPYIOT KOMIOHEHTHI TEJIOMEpa3HOro KOMIUIEKca U 3a0ojieBaHuE ceifuac
paccMaTpuBaeTCs TJIaBHBIM 00pa3oM Kak JeeKT TeroMepa3sHol PyHKITUH.

Eme oaHuM BapuaHT BpOXKACHHOM NATOJOTMU COINPOBOXKIAMOIICHCS pPa3BUTHEM
nanuroneHun sipisiercs: cuuapom HIBaxmana-/laiimonaa. Cunapowm IlIBaxmana-Jlalimonga —
BPOXJEHHOE COCTOSIHHE, KOTOpPOE€ XapaKTEepU3yeTCs MaHKPEaTUYECKON HEJO0CTATOYHOCTHIO
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(MpeuMyIecCTBEHHO  JIMMa3HOW) Ha  (QOHE  THUMOIUIa3WU  TOJDKEIYJAOYHOM  JKEJe3bl,
reMaToJIOrMYeCKUMH  CIABUTAMM, B ps€ ClIy4acB [AHLUTONEHHMEW, 3aJep’KKOM pocTa,
YMCTBEHHOTI'O pa3BUTHs, KOCTHBIMU aHOManusMu (MetadusapHas aucruiasus). HacnemoBaHue
ayTOCOMHO-PEIIECCUBHOE, OBIBAIOT  CHOpaJWYecKue ciydan. MeTogoM  MOJIEKYISIPHOR
JMAarHOCTUKU BBIABISETCS MyTauus B reHe SBDS pacronokeHHOM B JUIMHHOM Iieue 7/
XpoMOcoMBl. B pesynbrare 3TOW MyTrauuu Hapymaetrcs QyHKius pubocoM U GHopMUpOBaHUE
BEepeTeHa JelieHus B KieTkax. KiuHuueckas KapTMHa MoauMoOppHAa U 3aBUCUT  OT
npeobiiajaroiero cuHapoMa. B ciyyae NOMUHUpPOBaHUS MaHKPEATHUECKOH HEIOCTATOYHOCTHU
3a00JieBaHUE TPOSBISETCS JKUPHBIM  CTYJIOM W TUNOTpoduell  pa3Iu4yHON  CTENeHu
BBIPQKEHHOCTH, YTO TpeOyeT 3aMeCTHUTEIbHOM Tepanuyd BHICOKOAKTHBHBIMH IIperapaTaMu
naHkpeaTHueckux ¢epmeHToB. [Iporno3 3aboneBaHust ompenensercs B OONbLICH CTeneHU
BBIPQKEHHOCTHIO TE€MATOJIOIMYECKHX CABHUIOB, OCOOEHHO HEHTPOINEHHH, M, KaK CJIEICTBHE,
4acTOTON MH(PEKIMOHHBIX OCIOKHEHHH. B reMmorpamme HeTporneHust, 00bIYHO TIIyOOKas, MeHee
0,5 B mxi1; B 70% cimydaeB TpOMOOIIUTOIIEHUS, PEIKO MaKpOLUTapHas aHeMusi. B KOCTHOM Mo3re
— TUIOIUIA3Hs, HAPYIICHHE CO3PEBaHMs HEUTPO(PUIIOB, BBISBIISIOTCS aHOMAIIUU CTPOMBI.

[TanumToneHus - OTHO U3 BO3MOXKHBIX MPOSBICHUN MHEJIOAMCIIACTHYEKOT0 CHHAPOMA
(MAC), perucrpupyercsi npubnuzuteabHo B 10-15% Bcex ciydacB MEpBUYHON JAMATHOCTHKH
MJC. Jna MJIC xapakrepHo: Omactemuss WU 0JacTo3 KOCTHOro Mo3ra >5%, Haiuuue
aHOMAaNUI KapuoTuiia (PeIKO MOXKET BBISBIATHCSA U MPU TUNUYHON AA), Hanmuuue Oonee 15%
KOJBIEBUIHBIX  CHIEpPOONAcTOB,  MYIbTUJIMHEHHAas  AWCIUIa3usg  KOCTHOTO  MO3ra
(MUKpOMErakapuoLUuThl,  IICEBIIONEIBIEPOBCKAs  aHOMAJUS  HEHUTPO(DWIOB),  aTUIHYHAS
JIOKAJIM3alMsl MHUEIOKAPUOIMTOB B KOCTHOM MO3Te€, YacTO NAHIWTOIECHHUS B aHAIHM3€ KpPOBH
COYETAeTCsI C HOPMAJbHOM KJIETOYHOCTBIO KOCTHOIO MO3ra, a B CJIy4yae €€ CHUKCHUS
KJIETOYHOCTh KOCTHOTO Mo3ra 00bI9HO coctaBiseT He Huxke 10-30% oT BO3pacTHON HOPMBI
(<10% Oonee xapaktepHo nis1 AA), MOryr OBbITh Ca00 BBIPAKEHHBIE MPOSBICHUS
pPEeTUKYIMHOBBIN (hrubpo3 KocTHOro mosra (6onee xapakTepHo uid muenodubposza). Kpome
Toro, s AA XapakTepHO CHI)KEHHE B KOCTHOM MO3r€ KOJHMYECTBA KOCTHOMO3TOBBIX
remMornoaTuueckux npenmecrseHHUKoB (CD34+ knetok), mpu M/IC xonuuectBo CD34+ knetok
HOpMasbHOE WM MoBblIeHO. HeoOxoaumo Takke orMeruth, uro MJIC yame BcTpeuaercs B
MIOKUJIOM BO3pacTe.

Nnnonarnyecknii MueaopuOpo3, Kak NPaBUIO, COUETACTCA C NAHIUTOIECHUEH H
CIUICHOMerajueil.  BrisBieHune  CIUIEHOMErajauu, pPETUKYJIMHOBOTO U KOJUIAr€HOBOT'O
MuenopuOpo3a KOCTHOTO Mo3ra (10 JaHHBIM TPEaHoOuoncun), mytanuu reia JAK2 nossossier
MOJTBEPANUTD JaHHBIN IUArHO3.

Crnenyer MOMHHTB, YTO JIEOIOT OCTPOTO JIEMK03a, MOXKET MPOSIBISATHCS MaHIIUTOTICHUEH.
Yamie B 5TOM cilydae ITUAarHOCTHUPYETCS OCTPbI JuM@O0OaaCTHBIN JIelKo03, TPUYEM 4YacToTa
ne6rota OJIJI ¢ MaHIUTONICHUH B JIETCKOW MOMYJISIIMK JTOCTATOYHO BBICOKA M cocTaBiisieT 1-2%
ot Bcex cmydaeB OJIJI. Tlpu STOM TMaHIMTONEHHWS MOMKET 3HAYMTEIBHO omepexars (Ha 3-9
MECSIIIEB) pa3BUTHE KIIMHUYECKOW U MOP(OIOrHueckor KapTuHbl pazsepHyToro OJIJI.

Cpenn Muenob6acTHBIX JIGHKO30B HanOOJIee YacTO MPOSIBICHUS IUTONEHUHA Ha MOMEHT
nebroTta 3a00eBaHUs BBISBIAIOTCS TP OCTPOM NPOMHEJONUTAPHOM Jieiiko3e, TTOMHMO
MaHLUUTONEHUN ISl 3TOr0 BapuaHTa OCTPOTO JIEMKO3a XapaKTEepHbI BBIPAKEHHBIE MPOSBICHUS
JABC-cunapoma, 4To 00yCIOBICHO OCOOCHHOCTSIMU OUOJIOTUH OITYXOJIEBBIX KIETOK
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Jlnst ocTporo Jieiko3a XapaKTEpHO COYETaHWE CHHIPOMOB HEAOCTATOYHOCTH KOCTHOTO
MO3ra W MPU3HAKOB CIEU(DUIECKOTO MOPAKEHUS. TSKECTh COCTOSHUS OOJILHOTO MOXKET OBITh
0oOyCIIOBJICHA  BBIPQKCHHOH  WHTOKCHKAIIUECH, TeMOppParudecKuM  CHUHAPOMOM,  JIETKO
MPOBOIUPYEMBIM CaMBIMU HE3HAYUTEIbHBIMH BO3JICUCTBUSIMU — TPEHUEM OJICHKIIbI, JISTKUMHU
ymubamMu; MOTYT OTMEYaThCs HOCOBBIE KPOBOTCUEHHS, KpPOBOTCUCHHS W3  JIECEH,
MEHOMETPOPPAaruy, KpPOBOTEYCHUS W3 MOYCBBIBOISIIMX IyTEH, BO3MOXHO pa3BUTHE
YIPOXKAIOMUX JKU3HU OCIOKHEHHH — KPOBOMJIMUSHUN B TOJOBHOH MO3T M JKEIYJIOYHO-
KHAIICYHBIX KPOBOTCUCHUH; WH(MEKIMOHHBIC OCIOKHEHHS Yalle HMEIOT OaKTepUaIbHOE
NPOUCXOXKICHUE (aHT'MHA, CTOMATUT, OCTEOMHUEIIHUTHI YSIIOCTHO-JIMIICBOH OO0JIaCTH B  Ciydvae

HaJIM4us O4yaroB UHpEKIIHA 3y00B u JIECEH, IIHEBMOHMS,
OpoHxuT, adcriecchl, GACTMOHBI, CEIICUC), TPUOKOBBIE M BHPYCHbIE WH(EKIHMU BCTPEUAIOTCS

pexe. ['uneprninacTUuecKuid  CUHAPOM MOXKET  IPOSIBISATHCS ~ YBEIWYECHHEM  Pa3MEPOB
TUMGpaTHYECKUX Y3JI0B, CEJIE3CHKH, MEYCHH, JICHKEMHUIaMU Ha KOKe (TIPUITOHUMAOIINECS HaJl
MOBEPXHOCTHIO KOXH 00pa3oBaHMsl MATKOM WM IJIOTHOM KOHCHUCTEHLIMM, YacTo C
U3BS3BICHUAMU B ILIEHTPE), THIEPIUIACTUYECKUMHU TaHTUBUTAMH, OPXUTaMH, HEHPOIECHKO30M
(ouaroBoe nmopaxkenne ITHC wiu quddy3Hoe mopakeHre MEHUHTeaIbHBIX 000JI0UCK).

KitoueBbIM MOMEHTOM B MOJOOHBIX CHTYAIUSX SBISETCS MOBTOPHOE MOP(OIOrHuecKoe
UCCJIEIOBAaHHE KOCTHOTO MO3ra (IUIsi OCTPOTO JieHKO03a XapaKTepHO MOBBIIMICHHE KOJIHYECTBA
0JIaCTHBIX KJIETOK B KOCTHOM Mo3re > 20%).

BoJiocaToxkerounslii Jeiiko3 (BKJI) ocraercst oqauM u3 3a00€BaHU, TP KOTOPBIX HEPEAKH
MUArHOCTHYECKHE OINMOKM TMpH MpoBeAeHuH AuQdepeHnanbHoro AuariHo3a CHHAPOMA
MAHIUTONIEHUU U TUIIEpIUarHocTika AA.

Mot nabmooanu 2-x 6onvueix BKJI (myscuunsr 6 6ospacme 36 u 44 nem) c nepsuuHvim
OWUOOYHBIM OUACHO30M msdicenas anaacmuyeckas anemus (TAA). B oboux cmyuasx ouaenos
ObLL nepecmMompen Ha OCHOBAHUU MUNUYHOU YUMOLOSUHECKOU U SUCMOJIO2UYECKOL KAPMUHbL,
UMMYHOQEHOMUNUPOBAHUS, A MAKMNHCE GbIAGICHUS YMEPEHHOU CHIeHOMe2anuu (Kpumepuil
ucknrouenusi AA). Tlocne nposedenus Kypca nevenus KiaopuoOuHom Ovbliu 00CMUSHYmMbl NOJIHbLE
pemuccuu, Komopule nPOOOIHCAIOMCS 6 meyeHue 5 u 7 iem.

[Ipu npoBeneHun aUQQPepeHINATHPHOTO TUarHo3a CieAyeT YYWUTBHIBATh CIEAYIOIINE
npu3Haky, XapaktepHbie s BKJI: MOHOIMTONEHWS, BBISBICHUE ATHUITHUYHBIX JUMQOUTHBIX
KJIETOK (C BBIPOCTaMH IUTOIUIA3MBI, HATIOMHHAIONIMMHA BOJOCKH) B TMEPU(PEPUIECKON KPOBU U
KOCTHOM MO3T€, HHTePCTHIHATbHAS WHOUIBTPANUS aTHITHYHBIMA JIMM(DOUTHBIMU KJICTKAMH U
peTUKYIUHOBBIM  ¢uOpo3 B TpemaHoOWonTaTe, HMMYHO(DEHOTHUIT OIMYXOJEBBIX KJIETOK
CD20+CD11c+CD25+CD103+CD5-CD10-CD23-, mnonoxwuTenbHas peakiuss Ha TapTpar-
pesucteHTHYI0 kucinyio ¢ocdarasy (TRAP), crmeHomeranus. BaxHO y4uuThIBaTh, 4YTO
crutenomeranus npu BKJI mMoxkeT ObITh Ou€Hb YMEPEHHOU M Jake He oOHapyxuBatbcs y 30-
40% OONBHBIX.

BaxxHo oTmMeTHUTh, 4TO MaHUMTONEHUS B 3-5% CIIydyaeB MOKET SBJISTHCS €IMHCTBEHHBIM
IIPOSIBJIEHUEM 3JI0Ka4YeCTBeHHOH JuM@pombl (uyame auMpoMbl XOMKKHHA, JUM(POMBI M3
00JbIIMX TPAHYJISPHBIX JUM(OUNTOB, pexe APYIHX HEXOMKKHHCKHX JuMpoMm) c
MOpaXeHHUEM KOCTHOTO Mo3ra. ENMHCTBEHHBIM cIOcOOOM MOJTBEPKIEHUS JAMAarHo3a B JAHHOM
clly4ae SIBJSIETCSl  BBIIOJHEHHE TpernaHoOuoncuu  (OuinaTepaibHOW), C  TIIATEIbHBIM
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MOP(OJIOTHYECKUM, HWMMYHOTUCTOXMMHUYECKOTO  HCCJICIOBaHMSA, a B psAe  CiIydaeB
MOJICKYJISIPHO-TCHETHYECKUM TECTUPOBAHUEM Ha KIIOHAJIBHOCTB. Bee ke yaiie TeueHue TuMpom
conpoBoxkaaeTcs TUMOOnpoaudepaTuBHBIM CHHAPOMOM (JTuMdoaaeHOnaTus neprudepruaecKux
auMdoy3noB, TUMGPOY3JIOB CPEIOCTCHUS, a0JIOMUHAIBHBIX JTUMQOY3JIIOB, CILUICHOMETAINS,
rermaToMeraius), BO3MOXHBIM HAJTHUUEM MTPOSBICHUN OMYyXO0JCBONH MHTOKCHUKAIIHH.

C BeposATHOCTBIO OT 2 10 5% NpUYMHON pa3BUTHS MAHIMTONECHUU MOXKET CIY>KUTh
HAJIMYME y TMAlMeHTa MHOKeCTBEHHOW MueaoMbl. Yamie mpu 3ToM 3a00J€BaHUU B aHAIIN3E
KPOBH BBIABISIIOT W30JIMPOBAHHYIO AHEMHUIO (HOPMOXpPOMHAs, HOPMOLIMTapHas) W JMIIb Ha
[O3/IHUX CTagusX IpPU OTCYTCTBHUM CBOEBPEMEHHOM JIUArHOCTUKU Y MALUEHTOB MOXET
OTMEYaThCsl MAaHUUTONEHUS OT YMEPEHHOW o TIiyOokoi. KimHMuYeckH y MalueHTOB 4acTo
OTMEYAIOTCS KOCTHbIE Oonu (kajgoObl Ha YHOPHYI0, HEOOBSICHUMYIO OOJb B CIIHHE),
00yCJIOBJIEHHbIE IOPaXEHWEM IUIOCKMX KOCTeH ckenera ¢ (OPMHPOBAHHEM OYAaroB WU
NATOJIOTUYECKUX TIEPEIOMOB, CHMITOMBI CHABJICHHUS CIMHHOTO MO3ra MM €ro KOPEIIKOB,
HapylmeHne (YHKIUU MOYEeK, HAIIOMUHAOIIEE N0 CBOMM MPOSBICHUSAM TEYEHUE XPOHUYECKOH
00J€e3HM TIOYEeK, IMPOSABIEHUS CHUHAPOMA THUIEPBI3KOCTH KpPOBH (OCOOEHHO aKTyallbHO,
IIOCKOJIbKY 3a0o0JieBaHUE 4allle MaHU(ECTUPYeT B IOKWIOM BO3pacTe, M, CJIEA0BATENbHO,
BO3MOXHO YXyJALUIEHHE TEYEHUs MIIEeMHYECKOW OO0JIe3HH cep/ua, AUCLHUPKYIATOPHOH
sHIe(aIonaTuy), PEUUAUBUPYIOIIME WIM  XpOHMYECKHE OakTepuasbHble  HHQEKLUH.
JlaGopaTopHO y MNAIMEHTOB BBIABISAETCA IOBBILIEHWE YPOBHA oOuiero Oenka, M-rpajueHT
(mapanpoTerH — NPOAYKT CEKpPEeLUH MIa3MaTUYECKUX KJIETOK IIPU MHOXKECTBEHHOIH MUeEIIOME) B
POTEUHOTPAMME HJTH BBISIBJICHHE TIOBBIIIEHHOTO CO/ICPKaHUEe MOHOKJIOHAIBHOTO MaparnpoTeHHa
METOZIOM HWMMYHO(HMKCAlMM B CHIBOPOTKE KpPOBH, a TaK JKe TIOBBIIICHHE YPOBHS
ummyHormoOyniaa A win G (6omee 30r/m u 50r/m COOTBETCTBEHHO), BO3MOXKHO Pa3BHTHUE
THIEpPKAIbLIEMIH (0OYCIOBIEHO OCTEOAECTPYKIIMEH), TP HATMYMH MHEJIOMHOW HedponaTHu
(mopakeHue MoveK Mpu MHOKECTBEHHOM MUEIIOME) OTMEUaeTcs Pa3HOM CTENEHH BhIPaXKEHHOCTH
MOBBIIIIEHUE YPOBHS KpeaTHHMHA U MOYEBHMHBL. B Moue y MaIMeHTOB BBIABISIETCS MPOTEHHYPUS
OT YMEpPEHHOH J0 MacCCUBHOM, NMpH 31eKTpodope3e OEIKOB MOUYM UM UMMYHO(DUKCAIIMH TaK K
HOJTBEPKIAETCS €r0 MOHOKJIOHAJIBHOCTh. PEHTI€HOIOTNYECKH Y MAIllMEeHTOB MOT'YT BBISBIISATHCS
OouYaru OCTEOJIECTPYLMI B IJIOCKMX KOCTSAX cKenera (CBOJ yepena, peOpa, MO3BOHOYHHK, KOCTU
Ta3a), a TaK )K€ MaTOJIOTUYECKHE MepesoMbl. J[MarHOCTUYECKHM KPUTEPHUEM IPH BBITOTHEHUN
acHUpalMOHHON OMOTICHU KOCTHOTO MO3ra sABiiseTcss oOHapyxkeHue Oonee 10% miazmaTuueckux
kieTok. Muesoma Bbenc-/[xoHca nMeeT clieqyrolue OCOOEHHOCTH: IUIa3MAaTUYECKUE KIIETKU
CEKPETUPYIOT TOJIBKO JIETKHE I WMMYHOTJIOOYJIMHOB, CJEIOBATENbHO, Y TAIMEHTOB HET
MOBBIIIEHUS YPOBHS 00111ero Oenka KpoBH, HO IIPU ATOM OTMEUAETCs BbIpaXKEHHAs! IPOTEUHYPHUS,
OpuUBOAAlIas K OBICTpOMY HapylleHHIO (QYHKIMM TOYeK M Pa3BUTUIO  MOYEYHOMH
HenoctaToyHocTH. JlabopaTopHo onpenensiercss 6enok benc-/[)xonca B Moue. B octanbHOoM ee
KJIMHUYECKHE U JJAOOpaTOpHBIE MPOSIBICHHS TaKUE JKe

[TanuuroneHnuss B coOYeTaHUM C MOTeped Beca, OOJEBHIM CHHAPOMOM, B TOM YHCIIE
KOCTHBIMH Oo0isiMH, cyOdeOpuimureroM, oOmel caabocTbio, BO3MOXHO, COUYETAIOIIMECs ¢
SBJICHUSIMA MHACTEHHM TaK K€ MOXKET OBbITh CBS3aHA C MeTACTa3aMM COJIMAHBIX ONyXoJeii B
KOCTHBIi Mo3r. Hambosee dYacTto wMmeracTa3MpoBaHHE B KOCTH OTMEYAeTCS TPU pake
HpeI[CTaTeJ'II)HOI\/'I KCJIE3BI, OMMYXOJIAX SAWYCK, AMYHUKOB, paKE JICTKUX, XCIyIKa H MOJOYHOM
xene3bl. [Ipyu 3TOM HY)KHO OTMETUTh, YTO B OOJIBIIOM IPOLEHTE CIy4aeB pa3Mepbl MEPBUUHON
OMYXOJM MOTYT OBbITh HE3HAUMTENbHBI, YTO 3aTPyAHSET BepuU(UKALMIO MEPBUYHOTO oOdvara

20



nopaxkeHusl. BrplmonHeHWe OwiartepalibHON TPEMaHOOHOINCHU B psAAE CIy4yaeB IO3BOJISET
BBISIBUTh METAaCTaTUYECKOE TMOpPaKEHUE, JOMOJHUTEIbHYIO JIMarHOCTUYECKYI0 IIEHHOCTh B
JTAHHOM Cllyyae MpEeACTaBJsieT BBINOJIHEHUE CHUHTUTpaduu Kocteill ckenera. LlemecooOpasHo
ONpe/ieJICHUEe OHKOMAapKepoOB, a TaK K€ HWHCTPYMEHTAIbHBIA IOMCK oOuara IEepBUYHOTO
MOPAXKEHUE C TPUMEHEHUEM PEHTIC€HOJIOTUYECKUX, IHTOCKOIMUUECKUX METOJIOB UCCIIETIOBAHUS.

[Tanuuronenus - yacroe nposieienue 6osaesnun KonoBasnoBa-Buiabcona, 3a0oneBanne umeer
ayTOCOMHO-PEIIECCUBHBIM THIT HacleAOBaHUs W oO0ycinoBieHo Mmyrtanueil B rene ATP7B,
PAacIIOI0KEHHOM B JUIMHHOM Iuieue 13 XxpoMocoMsl. Pe3ynpTaToM JaHHON MyTaluu y NAllMeHTOB
ABJISICTCA HapyLIEHHE TPaHCIOpPTa MEIU B JKEIYb M BKJIIOYEHHE €€ B LEepyJoIIa3MHUH, B
pe3yibTare MPOUCXOAUT OTIOKEHHWE MEOU B TKAaHU IE€YEHM, LEepYJIOIUIa3MHUH HPOAOJIKAET
BbIpa0aThIBAaThCs, HO Oyyuu HE CBSI3aHHBIM C MEJIbI0 OBICTPO pa3pyiiaercs B kpoBoToke. Korna
MeId B II€YEHHW CTAHOBUTCA Ooiiblle, ueM OCJIKOB €€ CBS3bIBAIOIIUX, [POUCXOAUT
OKHCITUTEIbHOE MOBPEXKICHUE C Pa3BUTHEM BOCIHAICHUS TKAHU IMEYCHHU, OBICTPHIM HCXOJIOM B
¢ubpo3 u muppo3. BriaeneHne U3 nedueHN Menu, He CBA3aHHOW C LEPYIIOIUIa3MUHOM TPUBOJIUT
K €¢ OTJIOKEHHMIO BO BCEX TKaHAX, 0coOeHHO B riazax (kompua Kaifzepa-®dneifmepa), moukax
(moueyHsbIi TyOYISPHBIA HEKPO3), TOJIOBHOM MO3re (TUIIEPKUHE3BI, TTOBBIIICHHBIA MBIIICYHBII
TOHYC, OSIWICNTUYECKUE TMPUMATKU, JU3apTPUs, [apajuyd, HapylleHUEe MOBEACHUS —
apdexTuBHBIE COCTOsIHMA, ciaaboymue). Kpome Toro s manueHTOB XapaKTEpPHO HaIW4Me
KEJTOBATO-KOPUYHEBON IMUIMEHTAllMU KOXKH, CYCTaBHBIX Oojei, mpody3HOH NOTIMBOCTH,
ocreornopo3a. JlabopaTopHO BBIABISAIOT: CHIJKEHHE YPOBHS LiepyioiuiasMuHa (MmeHee 1
MKMOJIB\T), CHWKEHUE YPOBHSI MEIH ChIBOPOTKH (MeHee 9,4 MKMOJb\I), MOBBINICHUE YPOBHSI
IKCKpEIMU MeH B CyTo4HOM Moue (6osee 1,6 MKMOIIb Wik 50 MKT B CyTKH)

BropuuHnblii remodaropurapHbiii JUME(OrHCTHONUTO3 YIPOXKAKOUIEE >XU3HU COCTOSIHHE,
00YCJIOBJIICHHOE HEKOHTPOIUPYEMOI THIIEPBOCTIAIUTENLHON peakuneid. [lyckoBbIM MEXaHHU3MOM
yamie BCEro SBISIOTCS HMHGMEKInu (Jamie BUPYCHBIE), ONMYXOJH, CHCTEMHBIC 3a00JeBaHUS
COCIMHUTENIbHON TKaHu, MeTaOonnuyeckue 3alosieBaHusd. KimMHHYeCKH MOMHMO CHHIpOMaA
NAHIUTONEHUHU Y MallMeHTOB BBISABIISIETCS HEMOTHBHpPOBaHHas (eOpuibHas JUXOpajaka (BbILIe
38,5°C Goree 7 aHeiA), TeMaTOCIUIGHOMETAHs (Cene3eHKa 60JIee 3X CM H3-TI0J pebepHoii 1yru) ¢
OBICTpBIM ~ HapacTaHWE  NPOSBICHUH  TMEYEHOYHOM  HEJOCTaTOYHOCTH,  BO3MOXKHA
auMdoaseHonaTusl, JOCTaTOYHO  YacTO  BBISABIAIOTCS  HEBPOJOTMYECKHE  HapyLIeHHMS,
HAallOMUHAIOIME  CUMOTOMBI  TEUEHHs  XPOHMYECKOoro  sHuedanura  (TUHEPKUHE3BI,
AMWIECNITUYECKUE TPUIIAAKH, aTPOPUUECKHE Mapaluyd, CUMITOMBI MOPAKEHUSI JBUTATEIbHBIX
Aa1ep TPOMHUYHOTO W OynabOAapHOM TpYIIbl YEepermHO-MO3TOBBIX HEPBOB). JlMarHoctuyecku
3HAUMMBIMHM  SIBJISIFOTCSL  CIIENyIOIIME JITaOOpaTOpHbIE W3MEHEHHs: T[OBBIIIEHHWE YpPOBHS
TpurimiepugoB  (0omee 2mmons/n), ¢depputuna (Oomee S00MKr/in), CHHKCHHE YPOBHS
¢ubpuHorena (menee 1,5r/i), mMOBBIIIEHHE B KPOBH O-IEMEil PacTBOPUMOrO peLenTopa
uHTepiieiikuHa 2 (6onee 2500mKkr/mMi) U CHMKEHHE WM OTCyTcTBUE akTHBHOCTH NK-KieTok.
Kpome Toro, kak MHpoOsBJICHHE HApacTalOIEro HapylleHUus (YHKIUU TMEUYeHH Yy IMalleHTOB
BBIABIISICTCS ~ NPOTPEIMEHTHOE YBEIMYEHHE CIEeIYIOIUX JIaOOpaTOpHBIX TOKa3aTenen -
ounupyoun, AJIT, ACT, I'TTIIL, I®, JIAT'. [ToMuMo 3TOro MpHU BBIMOJIHEHUH acTIMPAIMOHHON
OHMOICUU M TPEMaHOOMONCUM KOCTHOTO MO3ra MOXKET BBISBISTHCS (haronuto3 makpodaramu
KJIETOK KOCTHOTO MO3Ta IPH OTCYTCTBUU MPU3HAKOB 3JI0KAYECTBEHHOIO MopaxxeHus. [IpudanHbI
pa3BUTHS JIaHHOTO CHHApOMa OOYCIIOBJIEHBI HapyUIeHHMEM MEXaHHU3MOB  KJIETOYHOU
IUTOTOKCUYHOCTH, PpA3BUTHEM HEKOHTPOJIHMPYEMOM  aKTHBAllMM HWMMYHHOH  CHCTEMBI,
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THICPIUTOKUHEMHN W aHOMAaJbHOW HEraTHBHOM pErylsiiMd HMMMYHHOTO OTBeTa. Pa3Butume
JTAHHOTO CHHJPOMa B COYETAaHUU C HECBOCBPEMEHHOM TMArHOCTUKOW XapaKTEePHU3yeTCsl BBICOKOM
cMepTHOCTBIO Ooiee 90%.

[TposiBnieHUs] MAHIIUTOTICHMH BO3MOXKHBI U TIPU CHCTEMHBIX 3a00J1eBaHUSAX COeTUHUTETbHOM
TKaHU. B TUNHYHBIX cIoydasx, HampuMep MPU Pa3BEPHYTHIX KIMHUYECKUX TMPOSBICHHIX
CHCTEMHOM KPaCHO# BOJTYAHKH, TUATHOCTUKA MOXKET HE MPEACTABIATh 3aTpyaHeHui. OMHaKO,
HEOOXOIUMO TMOMHHUTH O TOM, YTO YMEPEHHO BBIPAKCHHAS TMAHIIUTOIICHUS MOXET OBITh
€MHCTBEHHBIM KIMHUYECKUM TIPOSBICHHEM JaHHOTO 3a00JieBaHMs, HMHOIJIA COYETasich C
HecneupUIecKuM ciabo BBIPAXXCHHBIMU CUMITOMaMU (cmabocTs, CHIDKEHUE
paboTOCIOCOOHOCTH, TOBBIIMIEHHOE BBINAJCHUE BOJIOC). B ATOW CBS3M y BCeX MAIMEHTOB C
SBJICHUSIMA HEMOTHBUPOBAHHOM MAHIIMTONEHUH HEOOXOAMMO IMPOBOJUTH UMMYHOJIOTMUYECKUN
CKPMHHHT C omnpezeiacHueM antuten K asycrnupainsHoi JJHK (antu-dsDNA), aHTHHYKeapHBIX
auturena (AHA). Cunapom @eatm - CUMITOMOKOMIUIEKC, XapaKTEePHU3YIONIMICS
MAHIUTONICHUEH, CIUICHOMETaJ nel, BO3HUKHOBEHHEM IMMTMCHTHBIX TISTCH Ha  KOXe
KOHEYHOCTEH, SIBICHUSMHU TIOJIHAPTPUTA W YyBelwdeHus aumdoysnos. [IpencraBuser coboit
dopmy peBmaromanoro aprputa (PA) y B3pociubeix. Yacrora ero pasButus cocraBiser 1-5%
6onpHBIX PA. IlpuunHa manuuroneHuu npu curapoMe dentu 0OyclIOBIeHA ¢ OAHONW CTOPOHBI
SBIICHUSIMU THUIEPCIUICHU3Ma C APYrol ayTOaHTHTEN K KJIeTKaM KpoBHU. J(uarHoctuka He
MPEJCTaBIsIeT CIOXKHOCTEH TMpU  aJleKBaTHOM HMMMYHOJIOTUYECKOM U KIMHHUYECKOM
MOJATBEPXKJICHUU PEBMATOMAHOIO apTPUTAa, KPOME TOT0, BaXKHO Yy4YecTh TOT (akKT, 4YTO
nposiBiieHUsT cuHapoma @Dentu OOBIYHO PETUCTPUPYIOTCS Y TAIMEHTOB C aHAMHE30M
3a0osieBanus He MeHee 10 Jer.

PazButue naHUMTONEHUM, Kak MpOsBICHHE THUIepCIVieHu3Ma Ha (GoHe Luppo3a,
BO3MO>KHO IIPH BBISIBJIEHUU COOTBETCTBYIOIIMX KIMHUYECKUX JIAHHBIX: renaToMeranus (II0THas
yBEJIMUEHHAs] I€4YEHb, 3a0CTPEHHBI Kpaill IeueHHu), CIUICHOMErajus, acluT, >KeiaTyxa (c
npeobsiajaHieM TMpsAMOro OWIMpyOMHA), PpacUIMPEHUE MOJIKOXKHBIX KOJUIATEPAIbHBIX BEH
OpIOIIHOM CTEHKH, BapUKO3HOE pACHUIMPEHHWE BEH IHILEBOAA, TIE€MOPPOUJIAIbHBIX BEH,
TMHEKOMAcTHs, Y3 TMPU3HAKK MOPTaIbHOM TMNEPTEH3UH. J(MarHOCTUYECKYI0 IE€HHOCTh
npezcTaBisieT npoBeneHue GubpoTecra, a Tak ke, IPU HAJTUYUU BO3MOXKHOCTHU, BBIIOJHEHUS
NYHKLIMOHHOM OMOICHM Me4YeHHU (B TOM YHCIe MpH MOA03PEHUH Ha ayTOMMMYHHOE MOpa)kKeHUe
neueHu). JlonmonHUTENbHYIO HH(pOpPMAIMIO MOXKET JaTh cOOp aHaMHe3a (310ynorpebiieHue
aJIKOTOJIEM), BO3JICHCTBUE HEKOTOPbIX aHTUOMOTUKOB, Mapaneramoia, ICUXOTPOIHBIX
IIpenapaToB, a TaK ke J1adopaToOpHOE BhIsABIEHUE XpoHUYeckux renatutoB B u C.

Cpenu penkux MpUYUH PA3BUTHS MAHIIUTONEHUU M THUIOIIA3UU KOCTHOTO MO3Ta MOKET
OBITH HEPBHASI AHOPEKCHS WM JAJIUTeIbHOE rojioganue. /[Mario3 MoxeT He BhI3BaTh OCOOBIX
3aTpyJHEHUN NpH TUNHYHBIX (PU3MKAIbHBIX JaHHBIX. B 3THX ciydasx B TpemaHoOuonrare
HapsaAagy CO CHHKCHHUEM KIICTOYHOCTH KOCTHOT'O MO3ra Ha6n}011aeTcs1 yTpaTta XKUPOBBIX KJICTOK U
BBISIBJICHHUE KEIAaTUHO3HOM cyOcTaHUMU (IpU3HAK TSHKENOM JereHepanuu U aTpopuu KOCTHOTO
MO3Ta).

[lanuuTonenus MoxeT OBITb OJHHMM M3 TMPOSIBICHUH PEIKO BCTpedarolencs
NOCTTPAHC(PY3HUOHHON  peaklUu  «TPAaHCIUVIAHTAT  npoTtuB  xo3auHay  (PTIIX).
[Tocrrpancdysuonnas PTIIX pasBuBaercs wuepes 7-14 ngHelt mocne TpaHCchy3uu u
COIPOBOXKAACTCS T€HEPAIM30BAHHON SPUTEMOM KOXKH, IAITyJIE3HON CBINbIO, SIIHIAECPMOJIA30M,
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nuapeei, runepOMIMpyOMHEMuel, amgasued KpOBETBOPEHUS, TXKEIbIMU HHQEKLIUSAMH.
JleranbHocTh coctaBisier 98-100%. Ilocrrpancdysuonnas PTIIX wame pa3sBuBaercs y
MMMYHOKOMIIPOMETHUPOBAHHBIX NAI[MEHTOB I10CJIE NIEPEIUBAaHUs [IPENAPATOB KPOBU OT JOHOPA,
roMo3urotHoro no ramiaoruny HLA, mo KoTopomMy caM pELUIIUEHT SIBISETCS I'€TEPO3UTOTOM.
OT0 codeTaHue CHocoOCTBYET KPAaTKOBPEMEHHOMY HPWXKHUBICHHIO T-TuMQOIUTOB I0HOpa,
HaXOJALIMXCS B MperapaTe KpOBH, U Pa3BUTUI0 UMMYHOJIOIMUECKONW PEAKIIMU IPOTUB OPraHOB U
TKaHeH perunueHTa.

Oco0eHHOCTH TepaNuy NANMEHTOB ¢ NAHIUTONCHNEH

Pa3pernenre maHIUTONICHUH BO3MOXHO Ha (DOHE aICKBATHOTO JICUCHHUS 3a00JICBaHUS, JISKAIIETO
B e¢ ocHOBe. OHAKO B psijie CIlydaeB yCIeX TEpalud OCHOBHOTO 3a00JIeBaHUS 3aBHCUT OT
rPaMOTHOCTH CONPOBOJIUTEIILHOM TE€panuy ManyueHTa ¢ MaHIMTONEHUEH, TO3BOJISIONIEH CHU3UTh
pUCKH (aTadbHBIX OCJOKHEHHH, OCHOBHBIMH M3 KOTOPBIX SIBJISIFOTCS HEKOHTPOJIHpyeMas
WH(]EKIM 1 KPOBOTEUYCHHE, a TaK XK€ 00€CIeunTh 0€30MacHOCTh JUArHOCTUYCCKUX U JICUCOHBIX
MaHUIYJISIUHA.

OcobeHHOCTH CONIPOBOJIUTEIILHON TEPAIHM:

- 3alpCUICHbI BHYTPUMBIIICYHBIC HHBECKIIUN BCJIICACTBUC BBICOKOI'O pUCKaA PA3BUTHUA q)HeFMOH n

. 9

MEXMBIIIEYHBIX reMaroM (HedTpodmiasl Menee 1,0x10°/1 u/vumu ypoBeHb TPOMOOIIMTOB MEHEE
9

50x10°/m)

- ynorpeOJieHne TepMHYeCKH 00pabOTaHHON MUIIM KOMHATHON TEMIEpaTyphbl C UCKIIOYCHHEM
IPOIYKTOB MUTAHUSA C TIOTEHIIHAIBHO BHICOKUM PUCKOM MHKPOOHOH KOHTAMUHAIIUK [KOHCEPBHI,
MOJIOYHBIC TPOJYKTHI, ChIpble OBOLIM H (PYKTHI] (HEHTPOHIBI MEHee 1,OX109/J1), nyIa
KOMHATHOW TEMIIepaTypbl C MHHHUMAIBHOW BO3MOXKHOCTBIO MEXAaHWYECKOH TpaBMaTH3aluu
cM3uCTOl (TpoMOOIHTH MeHee S0x 1 09/J1)

- KOHTPOJIb 33 COOJIIOJICHUEM TMallMEeHTOM JIMYHON TUTUEHBI: €KeJHEBHBIM TMTMEHUYECKUi Ty,

NOIMBIBaHUS C UCIOJIH30BAHUEM AHTHOAKTEPHAIBHOIO MbLIA MOCIE KAXKAOI0 aKTa Jedexaru,
o . 9

00paboTKa pOTOBOI MOJOCTH PACTBOPaMH aHTUCENTUKOB (He#Tpoduiel menee 1,0x107/m)

- UCTIOJIb30BaHNe Ta0JIEeTHPOBAHHBIX MPENapaTOB HECEIEKTUBHOM JeKOHTaMMHAIIMKM KUIIEYHHKA
U IPOPUIAKTUKN UH(EKLIUH: METPOHUAA301, AllUKJIOBUp, OucenTo, ¢urokaHas3on (HeHTpoduibt
menee 1,0x10%) B ciaydae, ecii BBISBICHHAS HEHTPONCHHS HMEET 3aTS)KHON XapakTep H ee
NpUYMHA He CBS3aHa C MPEIISCTBYIONUM IIPHEMOM JIEKapCTB, B T.4. OUcenTona

- BBITONHEHHE TOCEBOB KPOBH Ha (JOHE KAKJIOTO MOxbeMa Temreparypsl Boime 38,0°C
(neiirpodusr menee 1,0x10%/m)

- Tepanus OaKTepUATbHBIX HMH(EKIMOHHBIX OCIIO)KHEHUN BHYTPUBEHHBIM Ha3HauC€HUEM
AHTUOAKTepUANBHBIX TPENaparoB MIMPOKOTO CIHEKTpa (IMIUPUYECKH CYIbIEPAa3OH WU
nedamocnopunbl 3,4 TOKOJEHUS) WM TIpernaparaMd IO YYBCTBUTEIBHOCTH BO30yIWTENS B
MaKCHMAaJIbHBIX CYTOYHBIX J103aX

- obOs3atenvHoe BBeneHue aHtunuperuko (HIIBC, npeamouruTtensHO mapameramoi) Mpu
KaXXJI0M IIOABEME TEMIIEPATyphl BBILIE 38°C, uro MpeoTBpaLaeT U30bITOUHOE MOTpedsIeHue
Tp0M60HI/ITOB, €CJIN UMECTCA NX CHUKCHHEC
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IlokazaHus K TDaHC(bVSI/II/I IPUTPOLHUTCOACPKAIMNX TCMOKOMIIOHCHTOB (XDOHI/I‘IGCKaSI aHeMI/Iﬂ)Z

- remorno0ouH Menee 80r/n w/uiaM HaIW4Ke MPOSBICHHH aHEMHUYECKOTO CHHIAPOMA, a TaK JKe
MPOJIOKAOIIEECs WIM BO3MOXKHOE KPOBOTEUEHHE

- remormobun 90-100r/m B codeTaHMH C CHMITOMAMH CEPACYHOM WM JbIXaTeIbHOMN
HEJIOCTAaTOYHOCTH, B TOM YHCIIC YCYI'yOJCHUsS TEYCHHS MWIIEMHUYECKOW OOJIe3HH Cepjla,
JTUCIUPKYISITOPHOU SHIIEaTONaTHH

Hckmiouenne B psle clydyaeB COCTaBisieT aHemus, oOycinoBieHHas BIl2-gepunutHeiM
COCTOSTHUEM, TaK Kak Ha (hoHe HazHauyeHUs BUTaMuHa B12 oxumaercs OpicTpoe BOCCTAHOBJICHHE
YPOBHSI TE€MOIVIOOMHA, B OSTOM cllydae HEOOXOJMMO IO BO3MOXXHOCTH BO3IEpPXKAThCS OT
TpaHcy3Hid SpUTPOB3BECH, T.K. HE CMOTPSI Ha aJIeKBaTHOE 00CIICIOBAaHHE TOHOPOB COXpaHIETCs
puck 3apaxeHus remarutaMmu B m C, a Tak k€ BO3MOXXHO PAa3BUTHE TI'e€MOJUTHYECKHX
OCJIOXKHEHHUH B OTBET Ha TpaHC(yY3UIO y JAHHOW KaTErOpUHU MalueHTOB.

[Tokazanuga K Tpancdy3uu TPOMOOKOHIIEHTPATA:

- TPOMOOLIUTHI MEHEE 5,0X109/J'I y NanueHToB 0e3 nH(peKuuu
- TPOMOOIIUTHI MEHEe 20,0X109/J'I y NAlMEeHTOB ¢ HpEeKIuen

- TpOMOOLIUTHI MEHEe 30,0x10%/m y MALMEHTOB IPU HAJIWYWHA KPOBOU3IMUSHHUNA B CIM3HUCTHIE U
nepes KareTepusalueil HeHTpalbHbIX BEH

- TPOMOOIIMTHI MEHee 50,0x10%/ nepes INIAHUPYEMbIM OIIEPATHUBHBIM BMEIIATEIbCTBOM

IToka3zaHus K NCIIOJb30BAHUIO DGKOM6I/IHaHTHI>IX TCMOIMO3THYCCKHNX d)aKTODOB pocTa

B Hactosmiee Bpems CyLIECTBYIOT JIEKapCTBEHHbIE IpenapaTsl, CIOCOOHbIE CTUMYJIMPOBATH
Opoiaudepalnno M CO3pEBAHUE TPAHYJOLMTOB (JIEHOIpacTUM, (QHITPACTUM), COYETAHO
TPaHyJIOIUTOB M MakpodaroB (MOJIPaMOCTHM), 3PUTPOLMUTOB (3PUTPONOITUH anbda, Oera,
oMmera) M TpOMOOLUUTOB (pPOMHUILUIOCTHM, 3aTpombonar). ITomumo mnpenapaToB KOpPOTKOIO
JNeiCTBUS, TpeOYIOUIMX €XEJIHEBHOIO Ha3HA4YeHHs, B HACTOsSIIEe BpeMs IOSBHINCH
NETMIMPOBAHHBIE MPENapaThl, MPU OJHOKPATHOM BBEJICHUM KOTOPBIX 3((eKT coxpaHsercs oT 7
no 10 gueit (mermmmpoBanHbIi [-KC®D — HeymacTuMm, NErwJIMpOBaHHBINM 3pPUTPONOITUH -
nap63mo3TuH). VX Ha3HadeHue MNalMeHTaM C MaHUUTONEHHEeH OJKHO MPOBOJUTHCS IOCTE
IIPEIBAPUTENBHON KOHCYJIbTAI[MM T€MATOJIOTa, TAK KAK B PSJIE CIy4aeB MOXKET CIPOBOLIMPOBATh
TEMIIBl pOCTa 3JI0KAYECTBEHHBIX 3a00JIEBaHUN CHCTEMbl KPOBH, a TaK K€ HPHUBOIUTH K
Pa3IUYHBIM OCIOXKHEHUSIM.

[lokazaHus K Ha3HAYEHUIO SPUTPONOITHHA MNpPU MAHIIUMTONCHHUHU. I03a 150ME/kr 3 pa3a B

HEJemo, Bo3MOXHa dckananus 1036 10 300ME/kr 3 pasa B Hemenio. BBeneHue MOIKOKHOE,
peke BHYTPUBEHHOE.

- aHeMHs Ha (pOHE XUMHO- U JIy4eBOM Tepanuu y OHKOJIOTHYECKUX OOJIbHBIX;
- aHeMM BCJIEJICTBUM PaJIUallMOHHBIX TOPasKEHUI;
- anemus npu BUY-undexiuu, BeI3BaHHAS TPUMEHEHUEM 3U10BYHHA;
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- anemus DI10-3aBucuMas (B T.4. IpU PEBMATOUIHOM apTPUTE U HEMHUEIOUIHBIX OMYXOJIsX);

- C IIeJIbIO COKpAIIeHHs 3aBUCUMOCTH OT TpaHC(y3Uil 3PUTPOB3BECH Yy MOKUIIBIX MAIMEHTOB C
MUENOAUCIUIACTUYECKUM  CUHAPOMOM M CyOJeHKeMHUYeCKUM  MHENo30M, B  cllydae
HEBO3MO>KHOCTH ITPOBE/ICHUS AKTUBHOM TEpaIMKy OCHOBHOTO 3a00JIeBaHUs

[Toka3zaHus K Ha3HAYEHUIO IPAHYIOIMUTAPHBIX U TPaHyJIOUUTAPHO-MakpodaraibHbIX (HaKTOPOB:
n03a npernapara SMKr/Kr 1 pa3 B CyTKH, BO3MOYHA dcKaanus 036l 10 10MKr/kr 1 pasa B CyTKH.

BBenenue npenapara noakoxHoe, pexke BHyTPUBEHHOE
- OCTPBI UIMMYHHBIN arpaHyJIOLHUTO3

o 9 o
- IIpeArnoaraeMas JUIMTeIbHOCTh HelTpornenun MeHee 0,5x107/m Gonee 7 mHell y manueHTOB Ha
dboHE TIPUMEHEHHS MHEJIOCYNPECCUBHBIX MpernapaToB (HE IIUTOCTATHKOB), HaIlpUMEP
3UHOBY/IMH, TAHITUKJIOBU

. 9
- y MAIMEeHTOB C HACJCACTBEHHbIMH 3aboieBaHusiMH u HedTpodmiamu menee 0,5x10°/1
(manpumep, cuaapom IlIBaxmana-Jlaiimon1a)

. 9

- Heitrponienust menee 0,5x107/n1 y nanueHToB Ha GOHE HA3HAYECHHS IUTOCTATHKOB MPH HATHYHH
TSOKENBIX  MHQPEKIUOHHBIX  OCIOKHEHUH (0COOEHHO TPUOKOBOTO TOPAXKEHUS, CEICUC
HEKOHTPOJIUPYEMBIH aJleKBaTHON aHTHOAKTEPHATILHOM Tepanuei)

[TokazaHus K Ha3HAYCHHUIO arOHUCTOB PELENTOpa TPOMOOMOATHHA: TPEACTABISIOT COOO0 HOBYIO
Tpynmny IMpernapaToB, IMOKa3aHUS K HAa3HAUYEHUIO KOTOPOM B HACTOSIIUA MOMEHT TOJBKO
pa3pabaThIBatOTCs. O¢ddexTuBHO  UCHONB3yeTCsl Yy  MalMEHTOB €  MMMYHHOI
TPOMOOLIMTONEHUYECKON MypImypol (MpU PE3UCTEHTHOCTH WM HEBO3MOXKHOCTU TEparuu

TIIIOKOKOPTUKOCTEPOUaMU  M/MJIM  CIUICHIKTOMHUH), XpoHH4YeckuM renatutom C Ha (¢oHe
Tepanuy TIpenapataMu MHTEpdepoHa, a TaK K€ ¢ MCXOIOM B IUPPO3 MEYCHHU W SIBICHUSMHU
runepcIuieHusma, y nanueHtos ¢ BUU-ungexuueit, B Tom unciae Ha poHE TPOMOOLUTONEHHH,
aCCOLIMMPOBAHHOM C MPHEMOM 3MHOBYIWHA. Jlpyrue mnoka3zaHus K Ha3HA4eHMIO Ipernapara
pa3pabatrbiBatoTCs (MUEIOAUCTIIIACTUYECKUNA CUHIPOM, TPAHCIUIAHTALMs KOCTHOTO MO3Ta M Jp.)
Jo3a pomuruioctima IMKr/kr 1 pasza B HeJellr0, BO3MOXKHAsI TO3TAlHAs dCKAaNaIMs J03bI JI0
10mkr/kr 1 paza B Helenroo, BBeneHHe moakoxHoe. Jloza snrpombomara 50mr/cyT per oS,
BO3MOYKHA dCKananus 10 75mr/cyTt

TecToBbI KOHTPOJIb HCXOAHOI0 VPOBHSI 3HAHMSI CTY/IEHTOB:

1. VkaxuTe npaBUIbHBIA OTBET:
ITaHIMTONIEHNSA 3TO:

1) Codveranue TUM(OTICHUH U HEHTPOIICHUU
2) CoueraHue aHEMHUH, HEUTPOIICHUHU, TPOOOIIUTONICHUN

2. BBI6CpI/ITC HECKOJIBKO IMPAaBUJIBHBIX OTBCTOB!
KpI/ITepI/IﬂMI/I AHCMHUHU SABJIAKOTCA:
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1)
2)
3)
4)

3.

CHmKeHHEe YpOBHS reMoriioonHa y Myxur Mmeree 100r/a
CHKEHHE YPOBHS TeMOTIIOONHA Y sKeHIIH MeHee 90r/i

CHIKEHHE YPOBHS TeMOTIOOMHA y sKeHIIH Meree 120r/n
CHKeHHEe YPOBHS reMoriioOnHa y Myx4urH Menee 130r/n

VYKaxuTe npaBUIbHBINA OTBET:

Hopma TpoMO0OIIMTOB B KIIMHUYECKOM aHAJIN3€ KPOBU B3POCIIOTO YEIOBEKa:

1)
2)
3)
4)

4.

150 — 400x10%/n
130 — 380x10"/n
130 — 380x10%n
180-650x10%x

BBI6€pI/IT€ HECKOJIBKO ITPaBUJIIbHBIX OTBETOB!

ITaHMTONEHUS MOXKET SIBISATHCS CUHAPOMOM, COIMPOBOXAAOIIUM TCUCHHUC!

1)
2)
3)
4)

5.

bone3nr Konosanora-Buiscona
Anemus ®ankonu

bosnesns ['ypuepa
HacnencrBeHnHblii 1uckepaTos

Bri6epute npaBuibHbIC YTBEPKICHUS:

Y manuueHTOoB C TSXKEI0M MaHIUTOIICHUEH 3alIpCIICHO:

1)
2)
3)
4)
5)

6.

BeinonHenne BHYyTPUMBIIIEYHBIX HHBEKIIUN

ITpoBeneHne reMOKOMIIOHEHTHON TEPANIAN

[TpoBeneHue HHBA3UBHBIX HCCIEIOBAHUN 0€3 TeMOKOMIIOHEHTHON MOIEPKKU
Ha3nauenue anTHOaKTEpUaIbHON TEpanuu

BBenenne remomostuueckux — (akropoB pocta 0e3  BepUPHUKAIMM ~ IPUUYHMHBI
MaHIUTONIEHUU

Bri6epuTe npaBUiIbHBIE OTBETHI:

Tpenanobuoncus KOCTHOrO MO3ra:

7.

1) BeimosHseTcs U3 3a1Her0 Oyrpa MOAB30IIHON KOCTH

2) Marepuan KOCTHOTO MO3ra, IMOJyYaeMblii B pe3ysbTare MpPOLEAYpPhl IMOJICKHUT
LUTOJIOTUYECKOMY HCCIIE0OBAHUIO

3) Marepuan KOCTHOIO MO3ra, IMOJy4aeMblii B pe3yibTare MPOLEAYPbl MOIICIKHUT
TUCTOJOTMYECKOMY UCCIIEI0BaHUIO

4) SIBnsiercst Kaneyaried mpoueaypoi ¢ BBICOKUM PHCKOM JIETATBHOTO MCX0/1a U MOXKET
MCII0JIb30BAThCS TOJIBKO B UCKIFOUUTEIBHBIX CIIydasx

YKaxurte npaBUIbHbINA OTBET:

HpI/IO6peTCHHa${ arIaCTH4YCCKass aHCMMUA:
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1)
2)

3)

4)

10.

3aboneBanue, 00ycinoBlIeHHOE AeUIIUTOM BUTaMuHa B6

Knuandeckn mposBisieTcss U30JUPOBAHHOW aHeMued Ha (OHE aria3ud SPUTPOUTHOTO
pocTKa

Jlnarno3 aruiacTU4eCKOW aHEeMHM MPABOMOYECH TOJIBKO TMPH HAIWYUU KPUTEPUATBHON
NAHIUTONICHUH — HAIMYHEM MHHHUMYM JABYX M3 TpeX Mpu3HakoB: remoryioous <100 r/m,
TPOMOOIIUTOB < 50x10%1, HEUTPOPHIOB < 1,5x10%/n.

SBnserca 3aboneBanuemM, compoBoxaaronuMmcs 100% IeTanbHOCThIO U HE WMEIOIINM
METOJIOB Tepanuu

Bribepure npaBuiIbHbIE OTBETHI:
[TaHIMTOIIEHUS IIPU OCTPOM JIEUKO3€E:

1) Yame BcTpeuactcs B Ae0r0TE OCTPOro auMQOOIACTHOrO JeWKo3a y JAeTed W Ipu
OCTPOM IPOMHUEIIOIIUTAPHOM JICHKO3¢e

2) SIBisieTcst AMarHOCTUYECKUM KPUTEPUEM

3) OO0ycroBieHa BbITECHEHHEM MPEIIICCTBEHHUKOB T'€MOIT093a U3 KOCTHOTO MO3ra Ha
¢done O6racTHOI TpaHCHOpPMALIUU

4) TlpuBOAMT K pa3BUTHIO HMHMEKIUOHHBIX, TEMOPPArHYECKUX OCIOXKHEHUH W
IPOSIBJIICHUSIM aHEMHUYECKOTO CHHIPOMA

BriOepuTe npaBuiibHbIC OTBETHI:

Just Bl2-nedhunutHO aHEeMHHM XapakTepHbI CIEAYIOUIME KIMHUKO-T1a00paTopHbIe
IPOSIBIICHHS:

1) AHeMmus HOCHT MaKpOLUTAPHbIHA, TUIIEPXPOMHBIN XapakTep

2) TloBbllieHHE YPOBHS PETUKYJIOLUTOB B aHAIN3E KPOBH

3) TMaumuroneHus

4) TIOHTEpPOBCKHIl INTOCCHUT

5) ®OyHUKYISAPHBIA MHEIO3

BeiOepuTe npaBuiibHbIE OTBETHI:

[Tpu BBIABIEHUM TSKEION MAHIUTONEHUH HEOOXO0IUMO:

1) Ilpu ypoBHEe HEHTPODHIOB MeHEe 0,5x10%m 10 YCTAQHOBJICHUSI TIPUYMHBI, IPOBECTU
TpaHC(hYy3UIO JOHOPCKOW JIEMKOB3BECH [UIS YMEHBLIEHHS pHCKa HH(EKIIMOHHBIX
OCJIOKHEHUH

2) U30erath BHyTPUMBIIICYHBIX HHBEKIIUH

3) KoutponupoBaTh COOJIOJCHWE MAIMEHTOM COOJIOJCHUE TUTHMEHUYECKUX TPaBHUII
(o6paboTka pOTOBOM MOJOCTH, IEPHAHAIBHON 00JIACTH, TUTUEHUYECKHH JTYIIN)

4) BBecTH OrpaHMYCHHs JHETHI, UCKIIOYUB MOJIOYHBIC TPOIYKTHI, KOHCEPBBI, CHIPHIC
OBOIIU U (PPYKTHI

Bonpochl TECTOBOro peiTHHI-KOHTPOJISI CTYICHTOB:

1. BoiGepute 0uH NpaBUIbHBINA OTBET:
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1)
2)
3)
4)

HetitponieHus 4 cTerneHn KOHCTAaTUPYETCsI IPU YPOBHE HEUTPODUITOB:

MeHee 0,2x109/n
MeHee 1,0x109/n
MeHee 1,5x109/n
MeHee 0,5x109/J1

2.

1)
2)
3)
4)
5)

Bri6epute HECKOIBKO MPaBUIbHBIX OTBETOB:

[Toxazanus k TpaHcPy3uu TPOMOOKOHIIEHTPATAa UMEIOTCS TIPHU:

1) TpomOOLHTHI MEHEE 20,0x10%1 y MalMeHTOB 0€3 HH(PEKINH

2) TpOMOOIIMTHI MEHEES 20,0x10%x1 y MAIUEHTOB ¢ HHPEKIHEeH

3) TpoMOOIHTHI MeHEe 30,0x10%/ y HALUEHTOB IPU HAIWYUHA KPOBOM3JIUSHUN B
CJIM3UCTHIC H MEpe]] KaTeTepr3alueil IeHTPaIbHbBIX BeH

4) tpomGormtel  Memee  50,0x10%m  mepex  MIAHMPYeMBIM  ONEPATHBHEIM
BMENIATEIbCTBOM

Bri6epute ofuH npaBUiIbHBINA OTBET:

CoyeraHrue TMAHIUTONEHUH C MHOXXECTBEHHBIMH CTHUTMaMu JUCIMOpHOreHe3a
XapaKTEPHO JUISL:

1) MuenoauciaacTu4eckoro CHHAPOMa

2) Ocrporo 1uM(p0o0IACTHOTO JICHK03a

3) KoHcTHTYHHOHAIBHOM arjacTUYeCKOH aHEMHH

4) B12-geduuutHON aHEMUN

Bri0eprTe HECKOJIBKO MPaBUIIbHBIX OTBETOB:

K ximHn4eckum nposiiaeHusM cuaapoma IlIBaxmana-/laiiMoHa OTHOCATCS:
Metadu3zapHast JUcIIa3us

MTaHLIUTOIICHUS

crearopes

PECTPUKTHUBHBIE HApYILIEHUS (PYHKIUH JIETKUX

TUIIOIUIA3US NOJIKEITY TOYHON JKEIE3bI

Bri0eprTe HECKOJIBKO MPaBUIIbHBIX OTBETOB:

CoderaHne NaHIMTONIEHUH U CIUICHOMETAJIMU XapaKTEPHO JUJIS:
1) Wawonarudeckoro muenopubposa

2) OcTporo mpoOMHUEIIONUTAPHOTO JeHKO3a

3) Cunapoma dentu

4) Bropu4HOTo reMo(aroruTapHOro JU(POruCTHOIUTO3a

5) BosocaTokieTouHOro Jieiko3a

6) IlpnoOpeTeHHO aruIacTUYecKO aHEMUH

Bribepute npaBuibHbIE YTBEPIKICHHS:

1) Jnsa donmeBogepuMTHON aHEMHUHM XapaKTepHBI NPOSIBICHUS (DYHUKYISPHOTO
MHEeNo3a
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10.

2) Tlpu THCTOJOTMYECKOM HCCIACIOBAaHMHM TPEMaHOOHMONTaTa MAlMEHTOB C
UMONATUIECKIM MUET0(GHOpPO30M BBISBISIOTCS MPU3HAKU PETUKYIUHOBOTO U
KOJUTar€HOBOTO pubdpo3a

3) EauHCTBEHHBIM METOJOM MMOCTAHOBKH JIMArHO3a MPHOOPETCHHOM ariaCTUYeCKON
AQHEMHUH SIBJISIETCS IIUTOJIOTHYECKOE UCCIIEOBAaHUE acIIpaTa KOCTHOT'O MO3Tra

4) Pa3BuTHE BPOXIECHHOI'O JUCKEpaTo3a 00ycioBieHo MmyTanueil B renax TERC u
DKCI1, uro npuBoauT K 1eEKTy TeToMepa3HO GyHKIIUN

BriOeprTe HECKOJIBKO MPaBUIIBHBIX OTBETOB:

K nmarnoctuyeckuMm n1abopaTOPHBIM KPUTEPHSIM BTOPHYHOTO TeMO(aroruTapHOro

TUM(OTUCTHOIUTO3a OTHOCHAT:

1) ypoBEHb TPUIUIEPUIOB OOJIee 2MMOJIB/JT

2) ypoBeHb 001ero 6enka cbiBOpoTkH Ooiee 80r/i

3) mammuue M-rpaauenTa npu 3ekTpodopese 6eTKOB CHIBOPOTKH

4) ypoBeHb GepputrHa 60aee SO0MKI/

5) ypoBenb ¢pubpunorena menee 1,5r/n

6) moBbILICHHE B KPOBU oO-Iemeil pacrBopuMoro pementopa IL-2 (6onee
2500mKr/™Mi)

Bo16epute ouH npaBUIbHbIA OTBETOB:

Jlyist mapoKkcu3MabHON HOYHOW TeMOTJIOOMHYPHUH HE XapaKTEPHO:

1) nedunur skcrnpeccuun GPI- sxopst u GPl -cBs3aHHBIX O€JIKOB Ha IOBEPXHOCTH
KIIETOK

2) BHYTPHCOCYAOCTBIN IeMOJIN3

3) BHYTPHUKJIETOYHBINH TeMOJIH3

4) TPOMOOTHYECKUE OCITOKHECHHS

BeiOepuTe HECKOIBKO MPABUIBHBIX OTBETOB

K jexkapCTBEHHBIM MpermapaToM HawboJee YacTo MNPUBOAAIIAM K Pa3BUTHIO
MAHIUTONICHUM OTHOCSIT:

1) Ilurocratuku

2) HIIBC

3) Cynbbhanunamuibl

4) XnopampeHHKOIT

5) Burtamussl rpymnmnsi B

Br16epuTe HaCKOIBKO NPaBUIBHBIX OTBETOB!

bone3np KonoBasosa-BuiibcoHa sBisiercst:

1) BpoxaeHHBIM 3a00jeBaHHEM, OOYCIOBICHHBIM HEIOCTaTOYHOCTHIO 3K30T€HHOMN
(YHKLINHU TOKEITYI0UHOM Kene3bl

2) ITlpnoOpeTeHHBIM 3a00sIeBaHHEM, 00YCIIOBICHHBIM CBHHIIOBOI WHTOKCHKAITUEH

3) BpoxaeHHBIM 3a007€BaHUEM, 00YCIOBICHHBIM HapyIICHHEM METa00IM3Ma MEIH

4) TlpuoOpeTeHHBIM 3a00JEBaHUEM, O0YCIOBICHHBIM CHUKCHHUEM 3aIlUThl KJIETOK
OT KOMIIJIEMEHT OMOCPEI0BaHHOTO JIM3UCa
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OTBeThl HA TECTHI HCXOAHOI'0 YPOBHS

Ne Bonpoca Ne oTBeTa Ne Bonpoca Ne oTBeTa
1 2 6 1,3
2 3,4 7 3
3 1 8 1,3,4
4 1,2,4 9 1,3,4,5
5 1,3,5 10 2,3,4

OTBeThI HA TECTHI PEHTHHT-KOHTPOJIS:

Ne Bonpoca Ne oTBeTa Ne Bonpoca Ne oTBeTa
1 4 6 2,4
2 2,34 7 1,4,5,6
3 3 8 3
4 1,2,3,5 9 1,2,3,4
5 1,345 10 3

CutyanyonHas 3agava 1:

MyxuuHa 58 JIeT TOCIUTATU3UPOBAH B CTAI[OHAP C IPUCTYIIOM 3arpyAMHHBIX OOJICH TaBsIIEro
XapakTepa ¢ Mppaguanuedl B JICBYIO PYKH, BO3HHMKIIMX Ha ()OHE (U3UUECKOrO HANPSHKCHUS
(Oexan 3a aBTOOycOM), paHee MOAOOHBIX kano0 He Obu10. [Ipu cOope aHamMHE3a yCTaHOBIIEHO,
YTO B TEYCHHE MOCJICTHETO T0/Ia OTMEYET TOSBICHHE U HapacTaHue OO0IIeH ClIabOCTH, CHIDKEHHUE
paboTOCIIOCOOHOCTH, TIOSBICHUE OABIIIKK MPU (PU3NIESCKONW HArpys3Ke, KOTOpble Hapactaiu. B
TEUYCHHE TTOCIICIHUX TPEX MECAIIEB CTAJl OTMEYATh MOSBICHUE KPOBOTOYMBOCTH JIECEH BO BPEMS
YUCTKH 3yO0B. Bech nepuo | Haxoauscs moj| HaOIIoACHHEM TEPAIeBTa B MOJTHKIHHUAKE 110 MECTY
KHUTEIHCTBA. B TeueHHe mocaeIHero Toa Onpeelsiiach aHeMus, 10 TIOBOIY KOTOPOH IMoIrydat
mpemnapatsl kene3a u BuTamMuH B12 — 6e3 addekra. [JaHHBIe MpeaplaylIuX aHAIU30B KPOBU
MperoCcTaBUTh He MOxeT. [Ipu cOope aHamMHe3a COMYTCTBYIOLIEH XPOHWYECKOW MATOJOTHUU He
BBISIBJICHO, MH(EKIIMOHHBII aHaMHE3 CIIOKOMHBIN, MPOPECCHOHANBHBIX BPEAHOCTEH HET

Ilpn (U3MKAIBHOM OCMOTpE: HOPMOCTGHWK, NHTaHHE aoctarounoe. Temmeparypa 36,7°C.
Ko’xHble MTOKPOBBI, KOHBIOHKTHBA OJeTHbIC, €IMHUYHbIE MEeTeXHUalbHble TeMOpparuu B MecTax
TpPEeHUsl OAeXKAbl, nepudepruyeckre JUM(pOY3abl HE yBEIMUYEHBI, OTEKH CTOI, HUXXHEH TpeTu
rojeHeil. Ciu3ucrasi poTOBOM NOJOCTH M 3€Ba YMCTasi, OyiefiHAs, €IMHUYHBbIE TeMOpparud Ha
CIM3UCTOM WK 1O JUHUM cMblkaHug 3yOoB. Ilynsc 100 B MHH, pPUTMHYHBIM,
ynosierBoputenbHoro HamoiHeHus. AJ[ 110/60 mm.pt.ct.  ToHBI cepala MPUTITYIICHBI,
CHUCTOJIMYECKHUI AYIOIMUA IIyM Ha BEpXylmike W B Touke boTkmua-Opba. YJJ 20 B MuH.
JpixaHue Be3HWKYJApHOE, XpUIoB HET. JKUBOT msrkuii, 0e3001e3HeHHbIN. [leueHp — HIDKHUI
Kpail Ha ypoBHEe peOepHOW Iyru, MSTKO-3JacTUYECKON KOHCHCTEHIMH, Oe300sie3HeHHas.
Cenesenka He nanpnupyercs. [lokonaunBanue no NOSCHUYHOM 00JIACTH OTPULIATENIFHO C 00EUX
CTOpoH. Moueucnyckanue cBoboaHoe, Oez0oie3HeHHoe. Moua sxentas. CTyn KOpPUYHEBOTO
nBeTa, oQopMIICHHBIH, Oe3 marosornyeckux npumeceid. (O4aroBol W MEHHHIealbHOU
CHUNITOMAaTHKH HET.
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Ha DOKI' BeImosiHeHHOW Opurafoi CKOpPOW MOMOINM — MPU3HAKKA WIIEMHUH MHOKap/a TIepeaHe-
HeperopoiouHoi obmactu. BpauoMm cKOpoil HOMOIIM TOBTOPHO JBYXKPATHO HAa3HAYaJCs
HUTPOTJIMLEPUH C MOJIOKUTEIHHBIM 3(h(heKTOM B BUJE KYNUPOBaHUS OOJIEBOTO CUHAPOMA.

Ha OKI' cHsATOI B mpHEMHOM IIOKOE — IPU3HAKOB OCTPOM MIIEMHUH MHUOKapja HEeT. Mapkepsl
OCTPOTrO MOBPEXKIACHHUS MUOKAPAa OTPULIATEIIbHBI.

B xnuHHMYecKkoM aHann3e KPOBU — IeMOTJIo0MH 69 T/11; SpUTPOIUTOB 2,4x10*/1; MCV 86 b;
TPOMOOIIUTHI 42x10%n; neiikoumtsr 2,8x10%m; Gmacter 2%; /s 3%; c/s 40%; MoH 9%; M
42%, 3-6%. COD 40mm/4ac, petukynorutsl 1%, Hopmorutel 5:200. B OnoxumuueckoM aHaau3e
KpOBU: 00mwmiA Oenok 62r/m, O6enkoBbie (GpaKIUU, ICKTPOIUTHI B MpPEAETaX HOPMBI, OO
OounupyouH 12mkmoib/n (cooTHoueHue ¢pakuuii OmiaupyOuHa B mpenenax Hopwmsl), JIAT
165Ex/n, npyrue nmokazarenu GyHKIHUA IICUYCHH U TIOYEK B IIPEACIaX HOPMBI

['ociutanu3upoBaH B KapAHOJIOrMYECKOE OTAETCHHE AT 1000cIeIoBaHus U moadopa Teparnuu
UIIEMUYECKON OO0JIe3HH cepiia

BOIIPOCHI:

1. KaxoB Haubosiee BEpOSATHBIN JUATHO3, JIEKAIIUKA B OCHOBE AHIIUTOIIEHUU?
2. JuddepeHnnanbHbIN qUarHO3 U MIaH 00CIeI0BaHMUS.
3. TakTuka cCOnpoBOIUTEIHHOMN TepaNuy MalMeHTa B CBS3U C BBISIBICHHOW MAHIIUTOTICHUEH

KOMMEHTAPUU:

1. MuenoaucniacTUYeCKUid CUHIPOM

2. JuddepeHnmanbHblil TMarHo3 ¢ OCTPBIM JIEMKO30M, METacTa3aMH COJHMJIHOM OIMyXOJid B
KOCTHBIA MO3T, IUTAaH OOCJIECIOBaHUS JIOJDKEH OBITh COCTaBICH B COOTBETCTBUU C
JTOMUHUPYIOIIUMH MPOSBICHUSIMU TAaHIIUTOTICHUH (AaHEMHUYECKUH CUHIPOM)

3. AKIIEHT CONpPOBOAMTEIHHOW TEpamuu JODKeH OBITh claelaH Ha TpaHcdy3un
TEMOKOMITOHEHTOB

[Ipu cocTaBneHnr MpECTABICHUS O TAIMEHTEe HEOOX0AUMO OOpaTUTh BHUMaHUE HA TO, YTO
SIBJICHHS TTAHIIUTOTICHUH, TIO KpaifHel Mepe, aHEMUH, Pa3BUBAIKCH y MAIlUEHTA JJIUTEIHHO (B
TE€4YEeHHE roJia MoJiydas Teparuio npenaparamMu Buramuia B12 u sxenezom). Takum o6pazom,
nedUIUTHBIE COCTOSHUS MCKIIIOYAIOTCSA, MOXXET PacCMaTpPUBATHCS BOIMPOC O AePUIUTE
dbonueBoil KHUCIOTHI (MallOBEpOSITEH B CBSI3M C HOPMOIIMTAPHBIM, HOPMOXPOMHBIM
xapaktepoMm aHemuu). OOs3aTENbHBIMU TECTAMH C TOYKU 3pPEHHUS SIUIAEMHOJIOTHH Yy
MAIMEeHTOB ¢ MaHuuToneHued mnomxHel ObiTh HBSAQ, At x ren.C u tect ma BUU-
MH(EKIIHNIO.

Bropoif BakHbIII MOMEHT — HaJMYMEe HOPMOLIMTOB B aHaiu3e KpoBH. Hamboree dacTbie
IPUYUHBl TIOSIBIIEHUS HOPMOLIUTOB: KPOBOTEUEHHUE, I'€MOJIM3, HAIMYUE ONYyXOoJau (B TOM
YlCcI€ OIYXOJIM KPOBETBOPHOM TKaHM). VICKIIOUUTH TIeMOJIN3 MO3BOJSIOT CIEIYIOLIUe
JTaHHbIe: HOPMAJbHBIM ypoBeHb OwnupyOuna, JIJII', peTHKyIOLMTOB, OTCYTCTBHE
CIUICHOMETaJINN TpH (U3UKAIBHOM OCMOTpPE, OTCYTCTBHME W3MEHEHHs LBeTa Mouu. Jls
UCKJTIOYEHHS] TPOJOJIKAIOIIErocs KpOBOTEUEHHE (MaJOBEPOSITHO B CBSI3U C JUIMTEIbHBIM
IeHEe30M aHEMHM, OTCYTCTBHEM IIOBBILIICHHS YPOBHS PETHKYJIOIHUTOB) HEoO0XoaAnMa

KoHCcynbTanmst xupypra. Ilpunnunuansaeiv — sBisercss BoinoiaHeHue @OIJIC.  JlroOble
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VHBa3UBHBIC MaHUIYJSIHMU, CONPOBOXIAONIMECS (DU3NYECKUM H/WIH 3MOLHOHAIEHBIM
HaNpsHKEHWEM y JAHHOTO MAalMeHTa, MOTYT OBITh BBIMOJIHEHBI TOJNBKO MOCIE KYMUPOBaHHS
MPOSIBIICHUN aHEMHYECKOTO CHHJpOMa (ClIaboCTh, CHIKEHHE PabOTOCIIOCOOHOCTH, OJIBIIITKA
npu (QU3MUECKO Harpy3ke, MaHU(ecTalus WIIEMHUYECKON OONe3HHM cepiaua W SIBICHUIM
CepACYHON HEJOCTATOYHOCTH — OTEKU CTOI, HY)KHEH TpeTu rosieHei). Takum obpazom, ams
NPOJODKEHHS JMAarHOCTHYECKOrO TOMCKAa KpaifHe Ba)KHO MPOBOAMUTH T'€MOKOMITIOHEHTHYIO
TEpanui0 — TPAHCQPY3UIO SPUTPOLUTAPHOM B3BECH, IOMOIHHUTEIBHO MpPU OQPOPMIICHUH
TpeOOBaHHMS  HAa  TEMOKOMIIOHEHTHI  I€JIeCOO0pa3HO  OQOpPMHUTH  3ampoc B
TpaHC(]y3HOIOTHUECKYIO CITyKOY Ha BBITIOJIHEHHE MPSIMOi 1 HenpsiMoi mpoOs1 KymoOca.

[Tocne xynupoBaHUSI MPOSBICHUN aHEMHUYECKOrO CHHApOMa M moadopa Tepamnuu
UIIeMUYECKOl 0O0Je3HU cepaia MOXKHO MHPOAODKUTH JTMArHOCTUYECKHM TOUCK C LIEJbI0
UCKJTIOUEHHUST KpoBoTeueHus u/unu comuaaon omyxomu (PIIC, ®KC, V3U OpromHoi
MOJIOCTH, MAJIOTO Ta3a, PeHTreHOTpadust OPraHoB TPYAHON KIeTKH, PSA BXOIUT B CTaHIApT
o0cieloBaHUSl  NALMEHTOB, BBIIOJHEHUE JPYrUX OHKOMAapKepoB JIOJDKHO HMMETh
WH/IMBUyaJIbHBIE KIMHUYECKUE TIOKA3aHUS IIPH OTCYTCTBUU IPYTUX MPUYMH MAHIIUTOIICHUH
¥ BECKOM TIOJIO3PEHHH Ha ONyXoJib). OHKOOOCIE0BaHHE TOJIKHO OBITh BBITIOJIHEHO, 1aXe B
Clly4ae IMOJO3pEHUS Ha MHETOIUCIUIACTUYECKUN CHHAPOM, TaK KaK MHHHUMaJbHBIC
JTUCIUIACTUYECKHE U3MEHEHHSI KOCTHOTO MOT'YT OBITh CIIEZICTBHEM PEAKIIMU Ha OMyXOJIb.

C 1enpio UCKITIOYEHHsI OHKOT'€MAaTOJIOTHYECKOW MATOJOTUN BBIMOIHSIOTCS aCIHpaIlMOHHAS
Ouoricusi KOCTHOTO Mo3ra ¢ 3a00poM Marepuja Ha IUTOTCHETHYECKOE MCCICOBaHUE U
TpenaHoOuoncus. [Ipy  MuenoaucIuia3Mu  KOCTHBIM  MO3r  OyleT HOPMO- WU
TUIEPKIETOUYHBIM C MPU3HAKAMU JUCIUIa3UHU B POCTKaxX KpoBeTBopeHus 6omnee 10%, moxer
OTMEYaThCs MOBBIIIEHHE YPOBHS 01acToB, He npesbiatomniee 20%. [1pu noBeilieHUN YPOBHS
OsactoB 6oisiee 20% KOHCTATUPYETCS OCTPBIN JIeiK03. B ciydae rUmokIeToYHoro BapuaHTa
MJIC k1eTo4HOCTh KOCTHOTO Mo3ra peako ObiBaeT MeHee 10-30% oT Bo3pacTHOM HOPMBI U,
KpoM€ TOIro, BCCrja MNPUCYTCTBYIOT IIPHU3HAKKW JUCILUIA3WUHM 110 OCHOBHBIM pPOCTKaM
KpOBETBOpPEHUsI (B OTJIMUKME OT aruiactuueckoi anemuu). [lpu 1muTOreHeTHYECKOM
UCCIICIOBAaHUM Yy TAalMeHTa C MHEJIOJUCIIIACTUYECKUM CHHAPOMOM MOTYT BBISBISATHCS
KJIOHAJIbHBIE IUTOI€HETUYECKNE N3MEHEHHUS.

Oco0OeHHOCTH CONMpPOBOAMTENBLHOW TEpanuu MalueHTa: YYUThIBasl JIMTENbHBIA XapakTep
IUTONCHUU, CHIKEHHE 4YHcla HeHUTpoduiaoB 10 2 CTeneHu HEeUTponeHuu (1,2X109/J'I),
OTCYTCTBUE NMPOSBICHUH MH(EKINU NallMEeHT He TpeOyeT N30JIALUH, BBEIEHUS OIpaHUYEHHH
IUeThl (MHIa CO CHIKEHHBIM MHUKPOOHBIM YHCIOM) M aHTUOMOTHKONPO(UIAKTUKH.
PazymHO clienath akieHT Ha COOJIIOJICHUM MPAaBUJ JIMYHOM TMTUMEHb! (TUTHEHHYECKUH Ty,
TyaleT mnepuaHanbHOM oOnactu). OOs3aTenbHas KOPPEKUMsT AaHEMUU TpaHCPy3usMu
SPUTPOB3BECH, II€JICBOM YPOBEHb reMOTI001Ha Bhiie 90T/11, a Ipu COXpaHCHHUHU MPOSBICHUI
AHEMHYECKOr0 CHUHApOMa (OCOOEHHO OTCYTCTBHE aJ€KBATHON KOMIIEHCALUU MpPOSBICHUMA
uiemMudeckoir 6onesnu cepina) Beie 100r/m. C y4eToM Hamuuus TPOMOOIMTONICHHU 3
CTETIEHU 3alpelleHbl BHYTPUMBIIICUHble MHbEKIUHU, B Tepanuun WBC He pexomeHmyeTcs
UCIIOJIb30BaTh JI€3arperaHThl, MOI'yT UCIOJIb30BATHCS AHTHUKOATYIISHTHI, MUIIA JODKHA OBITh
HEUTpalbHOW KOMHATHOM TeMIeparypbl U MHHHUMHU3UPYIOIIAs BO3MOXKHOE MEXaHHUYEKOe
HNOBpEXJIeHUE CAU3UCThIX. [TokazaHuii kK TpaHChy3UIM TPOMOOKOHIIEHTpATa HET, TOJBKO B
clly4ae HEOOXOJAMMOCTH OIEepaTUBHOIO BMemlaTenbcTBa. [lokazaHus K Ha3HAYCHHUIO
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TEMOITOATHYECKUX (PAaKTOPOB POCTa Yy JAHHOTO MAIlUEHTa MOTYT OIPEACIATHCS TOJIBKO
reMaTOoJIOTOM, TOCIIE OMPEACICHUS TAKTUKU TePauyd MHEIOUCIIIACTUYECKOTO CHHAPOMA,
o HaOIOJEHHE KOTOPOTO MAIMEHT OJKEH OBITh TEpPEeBEIeH IMOoCclie Moa0opa Teparnuu
KapHaJIbHOM NAaTOJIOTUH.

CuTyanyvoHHas 3a1a4a 2:

JKenmuna 42 et nocTaBjeHa B CTAIIMOHAP C SABJICHUAMHU (HeOPUIHHOM JIUXOpaIKa J10 39°C B
TEUCHHE IMOCICIHUX TpeX MHEH, jkamo0amMu Ha Pe3Kyl cIaboCTh, OJBINIKY U OIIYIICHHE
CepaeOneHns TP MUHUMAIIBHON (pU3MYecKOl Harpyske, MOsIBJICHHEM OOJIe3HEHHOCTH BO
PTY, PE3KO YCWIMBAIOLICWCS TpU MpPUEME NUIIH, TMOSBJICHUEM CIIOHTAaHHBIX HOCOBBIX
KpOBOTEUYEHMH, 1ECHEBBIX KPOBOTEUEHUN MPU YHUCTKE 3yOOB, BBICHIIIAHUN HA KOXKE TOJIEHEH,
B MECTaxX TPEHUS OJCHKIbI.

ITpu cOope aHaMHE3a YCTAHOBIJIEHO, YTO B TEUEHHE YETBHIPEX JIET CTPaJaeT PEBMATOUIHBIM
apTpPUTOM, TOJ Ha3aJ HayaTa Tepamusi METOTPEeKcaToM, Ha (POHE KOTOPOH ObLIa JOCTUTHYTA
pemuccust 3a0oneBaHusl (OTCYTCTBHE TNPU3HAKOB AaKTUBHOCTH TIpoIlecca MO JaHHBIM
HaOII0/IEHUsI peBMATOJIOora B T€UEHHE TOCTIEAHEro Moayroaa). B Tedenue mocienHux ABYX C
MIOJIOBHHOM MECAIICB CAMOCTOSATENILHO YBEIHUMIIA 103y MeTOTpekcarta 10 10mr/Hen, Tak Kak
pemuiaa, 4YTO €CTh YXyAlleHue (GYHKIUH CycTaBoB. BpadeOHOTo KOHTpoOINss mpueMa
METOTpeKcaTa B TEUEHUE STOr0 BPEMEHH He ObLIO, aHAJIN3 KPOBU HE BBITIOIHSIICS.

@OU3MKAIBHO: HOMOCTEHMK, NMUTaHHWE JOCTaTO4YHOE. B co3HaHMM, KOHTAKTHA, ajeKBaTHA.
Koxxa u cnu3ucras KOHBIOHKTHUBBI —OJelHble, KPOBOM3IMUSHUSA B KOHBIOHKTHBY,
neTexuajabHble TeMOpparud Ha KOXe ToJieHeH, Oelnep, B MeCTax TPEHMsI OJEKIIbI.
[Tepudepuueckue numpoysibl He yBenuuyeHbl. Ciausucras pra, 3€Ba pbIXJas, OTEYHAs C
MHOKECTBEHHBIMU  3PO3USMHU, TOKPBITHIMU IPA3HO-XKEJITHIM HAJIETOM, TI'€MOpparuu
CIIM3UCTOM, KPOBOTOUMBOCTH JleceH. Ha MOMEHT ocMmMoTpa MNpPU3HAKOB HOCOBOIO
KpOBOTEeUeHMs HeT. MUHMManbHas fedopMalys CycTaBOB KUCTEH Ha oHE peBMAaTOUIHOTO
apTpuTa, CKOBAHHOCTH CYCTaBOB HET, IPU3HAKOB BOCHAJIECHHUs HET. MbllleuHas cuia
coxpaHeHa, aTpoduu Hu Oone3HeHHOCTH Mblml HeT. [lyabc 115 B MHH, pUTMHUHBIH,
yaoBieTBoputensHoro HanonHenus. AJ[ 115/60 mm.pt.ct. TOHBI cepaa MPUIITYIICHBI, HA
BEepXyllke M B Touke boTknHa-Opba cucTOMMYECKHi, IyIOIIMHA IIyM. OKBUBaJICHTOB
creHokapauu HeT. YJI/J[ 18 B mMuH. [pixaHue xecTkoe, XpurioB HeT. JKUBOT MSTKHUH,
0e300se3HeHHbIN. [leueHsb, cene3eHka He YBEIUYEHbI 110 JaHHBIM MallblIallid U MEPKYCCUU.
[TokonaunBanue 1O TOSCHUIIE O0€300J€3HEHHO C 00€MX CTOPOH, MOYEHCIyCKaHUe
cBOOOIHOE, Moua xenTas. Ctyna He ObLIO TochneaHue Tpu AHsA. OuaroBoi 1 MEHUHT€AJIbHON
CUMITOMAaTUKHU HET.

B xnuHMYeckoM aHanmu3e KpoBH — reMoriioouH 60 T/i1; 3puTpOIUTOB 2,0x1012/n; MCV 88
¢b1; TpOMOOITUTHI 14x109/11; JICMKOITUTEI 1,6x109/n; c/a 46%; mon 6%; mumd 48%. COD
58mm/yac, petukyaouuthl 1%. B OMOXMMHUYECKOM aHaiM3e¢ KPOBH: OOmuUii Oenmok 62r/1,
OeNKOBbIE (paKIMH, SJIEKTPOJIUTHI B TpeAenax HOPMBI, oOumii Ounmupyoun 10MKMonb/n
(cooTHomenne ¢Qpakumii OwnmupyomHa B mpenenax Hopwmbl), JIAT 230Exn/n, npyrue
nokasateny (QyHKIMY MeYeHH U Mmouek B npeaenax Hopmbl, CPb 80mr/n
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PenTreHorpamMma opraHoB IpyIHOW KJIETKH — OYaroBbIX U HH(QHUIBTPATHBHBIX U3MEHCHHUI HE
BBISBIICHO. PEHTreHorpaMma NnpuaaTOYHbIX 1a3yX HOCA — YPOBHEM JKUJIKOCTU HE BBISBIICHO.
V3U 6proniHoii monoctu — 6€3 NaToJ0TuH, FenaTOCIIEHOMETraJIuK HET.

FOCHI/ITaJII/I?;I/IpOBaHa B 06H.[eTepaH€BTI/I‘-IeCKO€ OTACJICHUEC B JAUMAr"Ho3oM: IIaHIHUTOIICHHA
HCACHOI'0 ICHE3a, JINXOopaaKa HEACHOI'O I'CHC3a

BOIIPOCHI:

1. KakoB Hanbosee BEPOATHBIN JUATHO3, JISXKAIIHH B OCHOBE MTaHIIUTOIICHUN?

2. JlnddepeHnnanbHbIi 1MarHo3 1 IiaH 00CIe10BaHus?

3. TakThka CONpPOBOAMTENLHONW Tepaluu TAIMEHTa B CBSA3M C  BBIIBICHHOMN
MMaHIUTOIICHUCH?

KOMMEHTAPHU:

1. JlekapCTBEHHO-WHAYIIMPOBAHHAS TMAHIUTOIICHNUS, ACCOLMUPOBAHHAS C METOTPEKCATOM

2. JluddepeHnuaabHblii TUAarHo3 ¢ OCTPBIM JIeHKO30M, (oaueBoAchUIIUTHON aHEMHEH,
cuapomoM @DenTH, arIaCTHYECKOW aHEeMHeEHW, IUIaH oOCIeOBaHUs JOJDKEH ObITh
COCTaBJICH C YYE€TOM HAJIW4YWsA Yy TAIUCHTKH THKEIOW IMAHIUTONCHUU C SBICHHUSIMH
AHEMHUYECKOT'0 CHHAPOMA, TeMOPPAaruniaeckoro CHHApoMa, HeOpHIIbHOM TUXOPa KK

3. AKIIEHT CONpPOBOAMTEIHHOW TEpanmuyd JOJDKeH ObITh claelaH Ha TpaHcdy3uu
TEMOKOMITOHCHTOB,  MPEIOTBPAIICHUS  Pa3BUTHs  (paranbHBIX  WHQEKIIHOHHBIX
OCJIOKHEHUN

[lepBuuynoe mnpexacraBieHne O OONBHONW (QOpPMUPYETCS HCXOAS W3 HAIMYHS TSDKEJIOH
NAHIUTOIEHUU: aHEMUU 4 CTEIIEHU C SBJICHUSIMH aHEMUYECKOI'0 CUHJIPOMA, HEUTPONIEHUH 3
CTEIECHU (0,74X109J'I), cornpoBoxaaroencs GpeOpubHON TUXOpaaKol, MyKO3UTOM POTOBON
HOJIOCTH, TPOMOOLIUTONIEHUH 4 CTENEHH C SIBJICHUSMHU reMOpparu4eckoro cuHapoma. Takum
0o0pa3oM, CHHAPOM MAHIMTONECHUU SBISAETCS JOMMHUPYIOIIMM U OIpENeNsieT COCTOSHUE
MAIMEHTKU, BpaueOHbIE JEHCTBUS JOJDKHBI OBITH B TEPBYIO OuYepelb HampaBlIeHbl Ha
YCTpaHEHUE YIpOXKAIOUIMX JKU3HU COCTOSHUH (aHEeMHUs, TeMOpparud4ecKuil CHHAPOM,
NPEIOTBPALICHHE Pa3BUTHS HEKOHTPOJIMpPYeMOl uHGeKuuu), a nocje cTabuiau3zauuu
COCTOSIHUS JaJIbHEHIIee pacliupeHue JuarHoctTuueckoro noucka. I[Ipooasrcs TpaHnchysuu
SPUTPOB3BeCH (IIEJIEBOM ypoBeHb remorioduHa 6osee 80r/i, B ciiydae pa3BUTHS TAKEIOU
undekuu O6onmee 90r/ia), TpomOOKOHIIEHTpaTa (IIEJIEBOM YpPOBEHb TPOMOOIUTOB OoJee
20x10%m, a IIPU COXPAaHEHMM I'€MOpPPAarMuecKoro cHUHapomMa Ooiee 30x109/n), Ha3Ha4YCHUE
HIMIUPHYECKON aHTHOAaKTepUanbHON Tepanuu (Cynblepa3oH wiu Iedanocnopunsl 3, 4
MOKOJIEHUSI B MAKCUMAaJIbHON CYTOYHOM /103€). O0si3aTebHOe YCIOBUE U30JISIIIMS MAIUEHTKH,
COOJTIOJIEHHE JINYHON MMTUEeHbl, IPUEeM MUIIKM ¢ MUHUMAaIbHOM MUKPOOHOM KOHTaMUHAIMEH,
MEXaHUYEeCKUM W TEPMHUYECKAM MIAKEHHEM, 3allpelieHbl BHYTPHUMBIIICYHbIE HHBEKITUH
(IumuTHpYOIMK  QakTOp — TPOMOOLMTONEHHS MEHee 50x10%/m, HEUTPOIIEHUSI MEHee
1,0x109/n), ob0s3atenpHoe  BBenenne HIIBC (mapameramoin) s mpemoTBpaIieHUs
JUIHTENBHEIX [TOBEMOB TeMItepaTypbl Bbie 38°C (CHIKEHHE OTPEOICHHS TPOMOOIIUTOB).
[TapannensHO BBINONHAIOTCA MOCEBbI KPOBHM Ha BBICOTE JIMXOPAAKU (PKEJIATENBHO JI0
Ha3HAUYEHUS aHTHOAKTEepHUAIbHOM Tepamuu), MOCEBBI CO CIM3UCTOM POTOBOHM IOJIOCTH,
noceBbl Moul. [IpreM MeToTpekcaTa JOKEH ObITh OCTAaHOBJIEH.
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B mnepBeie cyTku mnpeObIBaHUS MAlMEHTKH B CTalMOHApe JOHKHA ObITh BBINOJIHEHA
acmMpaloHHasi OMOIICHsI KOCTHOTO MO3Ta, TaK Kak HauOoJee TSKEIOH MPUIMHON Pa3BUTHUS
MAHIIUTOIIEHUU MOXKET OBITh OCTpBIH Jieliko3 (OacTel Oonee 20%). B cirydyae nmaHUTONCHNH,
aCCOIIMUPOBAHHOM C MIEPEIO3UPOBKON METOTpPEKCAaTa B acupare Oy/eT BhISIBIICHO CHUYKEHUE
KJICTOYHOCTH KOCTHOTO MO3Ta, MPEACTaBICHBI BCE POCTKH KPOBETBOPEHUS, IEIPECCUs BCEX
OCHOBHBIX POCTKOB KpPOBETBOPEHHUS C YBEIWYEHHEM COJAEPKAHMS >KUPOBBIX BKIIOYCHUH,
MOTYT OBITh YEPTHI METAI00IaCTOUTHOCTH (KaK MPU3HAK COYeTaHus ¢ neururom ¢orueBon
KHUCIIOTBI, YacTO OTMEYAaeTcs INpU JAJIUTEIIbHOM WIM HEKOHTPOJIUPYEMOM IpuUeMe
MeToTpeKkcaTa, (onueBas KuCIOTa SBJISETCS AaHTUJOTOM METOTpeKcara IMpH  €ro
nepeno3upoBke). JuddepeHnmanpHplii AUarHO3 € arUIaCTUYECKOW aHEeMHUEH Ha JaHHOM
JTalie HEBO3MOXKEH, MOXET OBITh PEIICH TOJBKO PETPOCHEKTUBHO TIPU OTCYTCTBUHU
BOCCTAaHOBJICHHS TE€MOIIO33a IIOCJIE OTMEHbl METOpeKcara M aJeKBATHOW Tepamuu C
COXpPaHCHHEM THIOIUIa3UM KOCTHOTO MO3ra MO JaHHBIM TpenaHobuoncunu. [IpoTus
cugapoma DenTH, KOTOPBIA MOXKET OBITh NPUYMHONW MAHIUTOINECHUU Yy MAIUEHTOB C
pPEBMATOUIHBIM apTPUTOM, CBHJIETEILCTBYET KOPOTKHM aHamHe3 3aboseBaHus (MeHee 10
JIeT), OTCYTCTBHE MPU3HAKOB AKTUBHOCTH PEBMATOMIHOTO apTpHTa (MO JaHHBIM aHalK3a
NPEJICTAaBICHHON  MEIUIIMHCKOM  JIOKYMEHTAlluM, OICHKH  COCTOSHUSL  CYCTaBOB,
JIOTIOTHUTEITHHBIX UMMYHOJIOTHYECKHX TECTOB), OTCYTCTBHE CIUICHOMET AJTHH,
nepudeprudeckoid TUMEPOaTCHONATHH, AOMOJHUTEIIBHO MOTYT OBITH BBITIOJIHEHBI TECTHI Ha
OmpesicliecHue ayTOAHTUTEN K JICMKomMTaM W TpomOomuTam, a Tak ke mpobda Kymbca,
KoTopeie OymyT ortpunarenbhbie. Bompoc Bemomaenus OIJIC s wcKirodeHus
COIYTCTBYIOIIEH OCTpPOl KPOBOIMOTEPU HE UMEET OJHO3HAuHOro pemeHusi, puck OIJIC
BBICOK B CBSI3U C HATMYMEM KJIIMHUYECKUX MPOSIBICHUN MYKO3UTa POTOBOM MONOCTH (Ha GoHE
METOTpeKcaTa), a, CJIe0BaTENIbHO, BHICOKOW BEPOSTHOCTH MOJAOOHBIX U3MEHEHUN CIM3UCTON
MUIIeBOJA U Kelyaka. MeTo/bl KoaryJnsliuoOHHOW U TeM 0oJiee XUPYypPruuecKoil OCTaHOBKU
BO3MOXXHOTO KpPOBOTEUYECHHs, Manod(pPeKTUBHb HAa (OHE MAHIUTOIECHUU U SBICHHIA
MYKO3WTa CIM3UCTBIX. HECOMHEHHO, MOKHAa Ha3HAYaThCs aJleKBaTHAas aHTHUCEKPETOpHAas
Tepanust  (KOMOMHAIMS MHTMOMTOPOB NIPOTOHHOM mommbl U OimokatopoB  Hop-
TUCTAMHHOPEIICTITOPOB), HAa3HAYCHHWE AaHTAMIHBIX MpemnapatoB. Ilpm  oTcyrcTBHH
aJICKBaTHOTO OTBETa Ha TPAHCPY3UH ODPUTPOB3BECH U TPOJOIDKAOIIEECS CHUKEHUE
reMoryioOnHa, a TaK >K€ HalIW4YUMM KIWHUYECKUX TPOSBICHHUIM HapacTarouieil ocTpoit
kpoBomnoTepu OI'JIC BBIMOIHIETCS MO )KU3HEHHBIM MOKAa3aHUSIM.

B ciuywae mnoarBepkAeHMS NAHUUTONEHUH, ACCOUMMPOBAHHOM C  MEPEIO3UPOBKOU
METOTpEKCaTa, JOMOIHUTEIbHO Ha3HAYAETCsl BHYTPUBEHHOE BBEJICHUE JIEMKOBOPHHA B J103€
10Mr/M?  (KambLus donuHaT, aHTUAOT K METOTpeKcaTy, B TOM YHCJIE CIIOCOOCTBYET
pereHepalMi CIM3UCTBIX Ha ()OHE MOBPEKICHUS METOTPEKCaToOM), JJsl COKpaIleHus
nepuoAa HEUTPONEHMH MOTYT Ha3HA4aTbCs T'PAHYJIOLUTAPHBIE KOJIOHUECTHUMYJIMPYIOIINE
dakToper (I'-KC®) SMKr/Kr B BHIEC €XEIHEBHBIX IOAKOXHBIX HHBEKIHH (JIEHKOCTHM,
HelnoreH, rpaHonuT). Pa3penieHne MUTONEHUN OXHUAAeTCs B TEUEHUE HENeIM C MOMEHTa
OTMEHBI METOTPEKCaTa U MPOBEJACHUS aJIEKBAaTHBIX JIEUCOHBIX MEPOIPUITUN

CutyanMoHHasa 3ajaa4a 3

Myxuuna 70 €T, rOCIUTATU3UPOBAH B CTAIIMOHAP C KIMHUYECKUMHU BOCXOJAIICH WH(EKIUU
MOYEBBIBOJAIIMX TMyTeH: B TEUGHHME Mecslla OTMEYaJl YydalleHHoe, OOJE3HEHHOe
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MOYCHUCITYCKaHUE, JICUUIICS CAMOCTOSTEIILHO, MPHUHUMAJ OTBaphl TOJOKHSHKH, OpyCHUKH, B
TCUYCHHUC [IBYX CYTOK OO0 TOCHUTAIMU3AIUU IMOABUIIOCH OIIYHICHUC TYIbIX HOKOMIUX 60.]16171 B
TOSICHUYHOM 0071aCTH ¢ 06eruX cTopoH, (eGpribHas auxopaxka 10 38,5°C ¢ 03H060M. BbisBar
Y4aCTKOBOT'O TE€pareBTa, FOCIUTAIU3UPOBAH B CTAIlMOHAP.

HpI/I JOITIOJIHUTCIIbHOM C60p€ aHaMHE3a YCTAHOBJICHO, YTO B TCYCHHC IIOCJIICAHCIO IOJYroaa
OecrokosIT HapacTaromas CJIa6OCTB, 0o B MOSCHUYHOM OTACIC IIO3BOHOYHUMKA,
YCUIIMBAOUCCA ITPU XOI[B6G, B ITIOJIOKCHUM CUIA, 3aMCTUJT YMCHBIICHUC POCTA.

IIpy (M3HKATEHOM OCMOTpE: B CO3HAHWHM, KOHTAaKTeH, anekBareH. Temmeparypa 38,8°C. Koxa u
CJIM3HUCTBIE YMEPEHHO OJIeIHbIE, TeMopparuii Het, nepudepuueckue IMMEGOy3Jbl HE YBETUYCHBI.
Otmeuaercss OOJE3HEHHOCTh MPU MANbMAIMM  OCTUCTBIX OTPOCTKOB MO3BOHOYHHKA B
MOSICHUYHOM 00sacTu, 00J€3HEHHOCTh NMPU HAJABIMBAHUU Ha TpyAHYIO KieTky. Ilynec 86 B
MUH, PUTMAYHBIH, yI0BIeTBOpUTEIbHOrO HamonHeHus. AJl 160/90 mm.pt.ct. Akuenr |l Tona Ha
aopte, mymoB HeT. YJIJ[ 16 B muH. [[pixaHue Be3uKyysipHOE, XpUnoB HeT. [lokosiaunBanue mo
MOSICHUYHOM o0nmacTu  Oone3HeHHO ¢ o0eux CcTOpoH. MoueucnyckaHue ydalleHHOE,
Oone3nenHoe, Moua xentas. CTyn ohopMiIeHHBIH, 6€3 maToNornYeckux npumeceir. O4aroBoi u
MEHUHI€aJIbHOW CUMITOMAaTUKU HET.

B ananmze kpoBu remorsioous 110 r/i1; 3puTpoIuTOB 3,18x1012/n; MCV 83 ¢a; MCH 28mr, Ret
1%, JEeHAKOIUTEI 3,2x109/n; /s-1%, c¢/g1-20%, nd-70%, mon 7%, 303 2%, TpoMOOIUTHI
100x10%1, COD 78mm/uac. B GnoxummdeckoM aHanmse: oGmmii 6enok 94r/m, M-rpajient B y-
dpakuuu, JIAT 670En/n, kpeatunun 1245Mxmonb/i, MoueBuHA 24 MMOJIB/JI, MOUEBask KUCIIOTA
450MKMOJIB/TI, TIPU HMCCICIOBAHUU DJICKTPOJIMTHOIO COCTaBa KPOBH BBIABJCHO IOBBIIICHUE
ypOBHs 00I1ero Kajpius 10 3,5Mmoins/n, ummyHornoOymua G 70r/n, CPb 65mr/n. OO6mmmit
anamu3 moun: YB 1015, pH 5,0, 6emok 1,0r/n, nefikoruter 10-15 B 11.3p, 3puTp. HEU3MEH. 5-6 B
1.3p, ypaTsl ++, cnu3pb +++, GakTepun +++

V31 6pIOHIHOI>'I IMOJIOCTU: TCINATOCINICHOMETAJIMU HCT, PaClIUPCHUC YalIeyHO-JI0XaHOYHOM
CHCTEMBI 00EHX IMOYCK, CHUXCHUC TOJIIIHWHBI KOPTUKAJIBHOI'O CJIOSA, MHUKPOJHWUTBI B IIPOCBECTC
JJOXaHOK.

PentreHorpagus opraHoB rpyiHOW KJIETKH: 0€3 OYaroBbIX W MH(QHIBTPATHUBHBIX HW3MEHEHHIH,
CpeIOCTeHHE HE YBEIMYEHO, CUHYChl CBOOOIHBI, O4Yaru AECTPYKIHUHU B pedpax. Penrrenoradus
MNOSCHUYHOTO OT/eda I03BOHOYHMKA: maTojoruyeckuit mnepenom L1-L2 ¢ wnapymenuem
LIEJIOCTHOCTU 3aMBIKaTENIbHBIX IUIACTUHOK, O4Yaru AECTPYKIMHM B HUKHETPYIHBIX IO3BOHKAX.
Pentrenorpadus kocteil cBojja uepena: MHOKECTBEHHBIE O4ard 1eCTPYKIIUU

Mpuenorpamma: miasmaruueckue kietku 32%
BOIIPOCHI:

1. KakoB Hanbosee BEpOATHBIN AUATHO3, JIKAIIUA B OCHOBE TAHIIUTONIEHUH ?

2. JuddepeHunanbHbIi JUarHo3 0CTe0IeCTPYKTUBHOTO CHHAPOMa?

3. TakTuka CONpPOBOJUTEIHHON Tepanuy NalMeHTa B HAJIMYHEM YrPOXKAIOMUX KU3HU
COCTOSTHUI?

KOMMEHTAPHU:
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1. MHoxecTtBeHHas wmwuenoma, auddysHo-ouaroas ¢opma, tain G, IIIb cragus.
MuenomHast HeporaTus

2. JuddepeHnmanbHbIil TUarHO3 OCTEOIECTPYKTUBHOTO CHHJIPOMA B TIEPBYIO OYepe.lb
JIOJKEH TMIPOBOAMTCS C METacTa3aMH COJIMIHBIX OITyXOJIeH

3. Vrpoxaromnyie KH3HU COCTOSHUS: TUIEPKAIBIIMEMHs], OCTPBIA TNHETOHEePpPUT Yy
nagueHTa Ha  (oHe  BTOPUYHOTO  UMMMYHOAEPHUIUTA,  OOYCIOBIEHHOTO
MHO>KECTBEHHOM MHEIOMOM, SIBJICHHS MOYEYHOM HETO0CTaTOUYHOCTH, 00OYCIOBICHHbBIE
MHUEJIOMHOW HePPOITaTUECH.

MHoXecTBeHHass MHUEJIOMa HE TaK 4YacTO Ha MOMEHT I€pBUYHOM IOCTAHOBKM JHArHo3a
COIIPOBO’KIAETCS MAHIIUTONEHUEH, TOpa3 0 yallle BBIABIIAETCS U30JMPOBAaHHAS aHEMUs, KOTOpas
HOCUT HOPMOXPOMHBIM HOPMOLIMTApHBIM XapakTep U O0O0yClOBJIEHAa C OJHOM CTOPOHBI
BBITECHEHHEM HOPMAJIbHBIX IPEALIECTBEHHUKOB TI'€MOI033a W3 KOCTHOINO Mo3ra Ha (QoHe
nposMpepannuy IUIa3MaTHYeCKUX KIETOK, C APYrod CTOPOHBI MOXET OBITh OTHECeHa K
JKele30MepepacnpeieIMTEIbHON  aHEMHUH, 4acTO  COIPOBOXKAAIOLIEH TEYEHHE MHOTUX
OHKOJIOTUYECKUX 3a00JieBaHUN U OOYCIIOBJICHHAs yBEIMYEHHEM MPOAYKIMH (heppUTHHA, Kak
octpodazoBoro Oenka, B OTBET Ha BOCHAIUTEIbHYIO PEAKIUIO, CONPOBOXKIAIOUIYI0 TEUCHUE
onyxoiu. ['eHe3 NaHIMTONEHNH TP MHOXKECTBEHHOM MUEJIOME TakK >k MOXeT ObITh 00YCIIOBIIEH
HECKOJIbKUMH MPUYMHAMU: BBITECHEHUE HOPMAJIBHBIX MPEIIIECTBEHHUKOB I'eMOII033a, a TaK ke
BbIpabOTKa ayTOAHTHUTEN K KJIETKaM KPOBHU, Ha ()oHE N30BITOUHOM MPOIYKIMU MATOJIOIMYECKOTO
UMMYHOIJIOOYJIMHA IJIa3MaTHYECKUMM KJIeTKaMHu. BceneacTBue 3TOro maHUUTOINEHMS, Yalle
BCTpEYaeTcsi y MAalUMEHTOB C JajeKo 3alleJIIMMM CTagusMU 3a00JeBaHUSI HAa MOMEHT
MIOCTAaHOBKM JMarHo3a WJIM Y TAlWEHTOB C PE3MCTEHTHOCTBIO K TPOBOAMMON Tepamuu Hu
nporpeccueil 3a0oneBanus. BaXXHbIM THArHOCTUYECKUM KPUTEPHEM MOMUMO OMOXMMHUYECKHX
U3MEHEHHH, HATMYHS OCTEOJIECTPYKIUN SIBJISCTCS YPOBEHb IUIA3MAaTHYECKUX KIJIETOK B KOCTHOM
mo3re Gonee 10%. B psne ciydaeB B acmupaTe KOCTHOTO MO3ra YPOBEHb IUIa3MAaTHYECKHUX
KJIETOK MOYKET OBITh HMXKE TMarHOCTUYECKOT0 MUHUMYMA M, KpOME TOro, OMOXUMHUYECKUE TECThI
(ypoBeHb o0uiero Genka, JaHHbIE IPOTEUHOTPaMMbI, YPOBEHb MMMYHOTI00yaMHa A, G) MoryT
ObITh B Ipefesax HOPMbl HJIM YyTh IOBBIIIEHBI, IPU 3TOM MOTYT ONPEAENSAThCS OYaru
NeCTPYKIMH €AMHUYHBIC WM MHOXKECTBEHHBIC B IUIOCKHX KOCTAX CKelera. B sToMm ciydae
HEOOXOJUMO BBINOJHATh OWJIATepalbHYIO TPENaHOOUONCUIO WM TpPU HAIUYUU XOPOILIO
BU3YIIM3UPYEMBIX M JIETKO JOCTYIHBIX OYaroB NPHUIEIBbHYI0 OWOIICHIO oOdYara IOpa)KeHHUSI.
LleHHOCTh JMaHHOW MaHUMYJALWU B TOM, YTO 3TO MO3BOJHUT BO MHOTHX CIIydasX MOJITBEPIHUTH
JIMarHo3 MHO)KECTBEHHOH MHENIOMBI TPH OYaroBOW THUIIE TOPAXEHHS, BO3MOXXHO, BBISBHT
HOopa)keHHe KOCTEeH NMpH HECEeKpeTHpyIolled Muenome (OTCYTCTBHE HMPOAYKIMH MHEIOMHBIMU
KJIETKaMH{ MaTOJIOIMYeCKOro MMMYHOITIOOYIMHA) WIM IUIa3MOLMTOME, a TaK >K€ I03BOJMT
HNOATBEPAUTh MeTacTa3bl COJNUAHON Omyxoiu. JIONOJHHUTENbHOE HMMMYHOTHCTOXMMHUYECKOE
UCCIIEIOBaHME  TpemaHoOHonmTata C  BBICOKOM  CTENEHbIO  BEPOSTHOCTH  TO3BOJIUT
Bepu(UIIUPOBATh TEPBUYHBIA OYAr OIYXOJIM, YTO OCOOCHHO BaXXHO, TaK KaK MHOTHE
HU3KOM (D (HEepeHIIMPOBAaHHE COJMIHBIC OIYXOJIM TPH MHHHUMAIBHBIX pa3Mepax IEepBHYHOTO
ouara MOT'yT JlaBaTb F€HEpAJIN30BaHHOE METACTaTUYECKOE MOPAKEHUE KOCTEH CKeeTa.

JlnarHocTuka MHOKECTBEHHOW MHEJIOMBI Ha TMO3JHHMX CTaAUSIX MPUBOAUT K TOMY, YTO
MAlMeHTHl TOMAAI0T B CTAI[MOHAP C YIPOXKAIOIMIMMH KXU3HH OCJIOKHEHHUSIMHU 3a00JIeBaHMS.
Bricokas CKJIOHHOCTP K UWH(QEKIUsSIM, B OCHOBHOM OaKTepuadbHBIM, Hamboiee uyacTas
JoKanmu3anusi MHEGEKIMH MOYEBBIBOAAIINX IyT€H, MTHEBMOHWM, THOWHBIE TaWMOPHUTHI
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(oOycmoBneHa oOcia0JIeHUEM TyMOPAIbHOW  3alIUThl  CIM3UCTBIX, a NpH  HHOEKIUH
MOYEBBIBOIAIIMX  MYT€H  JOMOJHUTEIBHO  IOCTOSHHOW  NPOTEUHYPUEH,  SBIISIOLLEUCS
NUTATENBHON cpenor ast MUKpoOHOH ¢utopel). Tepanust HH)EKIMOHHBIX OCIOXHEHUH TOJDKHA
MPOBOAMTHCS AHTHOAKTEPUATHHBIMU TIpErapaTaMu MIUPOKOTO CIEKTpa ICHCTBHS C Y4E€TOM
MPEJI0JIaraeMoro BO30yAUTENs, KOPPEKIHUS TOJDKHA MPOBOJUTHCS MO KIMPEHCY KpPeaTHMHHUHA
(yacTo HanmM4Me SIBJICHUN IMOYEYHOM HEIOCTAaTOYHOCTH Ha (hoHEe MHUEIOMHOW HedpomaTtumn),
BBEJ/ICHHE IIPENapaToB BHYTPUBEHHOE. B paMKax IONOIHUTENBHON CONPOBOJUTEIBLHON T€panuu
MH(pEKIUY ONPaBJaHO BBEJICHUE YEJIOBEUECKOT0 HMMYHOTIO0YINHA.

Bo3MmorkHOE 0CII0’KHEHHE MHOYKECTBEHHOW MUEIOMBI IIPU HECBOEBPEMEHHOM IMarHOCTHKE
— runepkanpiueMusa. CocTtosiHME OO0YCIIOBJIEHO CHHIPOMOM OCTeoju3uca Ha (oHe
nposindepanuy Mia3MaTHUECKUX KIETOK M yCYryOJsieTcs NMpu HapyUleHUH (QYyHKIMM I1OYEK Ha
¢one muenomHoil Hedpomatuu. CaMbIMH paHHMMU CHMITOMaMH THMIIEPKAIBLUEMHH, Kak
IPaBUJIO, SBIISIOTCS 3aI0p, MOTEPsI alleTUuTa, TOIMIHOTA, pBOTAa M 00K B KuBoTe. [loukn mMoryT
BbIpa0aThIBaTh N30BITOYHOE KOJIMUYECTBO MOYM; IIOCKOJIBKY U3 OpraHU3Ma BbIBOJUTCS KUJIKOCTb,
MHOT/Ia Pa3BHBAIOTCS CHMIITOMBI 00e3BOXHBaHUA. OuUeHb TsDKENash TUNEPKAJIBIMEMHUST YacTo
BBI3BIBAET CHMIITOMBI HAapyIIeHHs (YHKIUU MO3Ta: CIYTAaHHOCTh CO3HAHUS, SMOIMOHAIBHBIC
paccTpoiicTBa, Opea, ralIlOLUHALMYU, CIA00CTh U KOMy. Bo3HMKaeT HapylleHHe cepaeyHOro
pUTMa; BO3MOXKHA CMEPThb. B JledeHUMH runepkagblUeMHUH y IMaLUEHTOB C MHO>KECTBEHHOM
MHEJIOMOI Ba)KHO IIPOBE/ICHUE a/IeKBAaTHOW MH(Y3UOHHON Tepanuu ¢ J00aBlIeHHEM MpernapaToB
KaJIMsl W METJIEeBbIX AUYPETHKOB, BBeleHUE OucdocdanaToB (mpemnapaTroB, UCHOIb3YEMbIX IS
JICYEHUE OCTEOAECCTPYKTUBHOIO CHHAPOMA B TOM YHCJIE NPU MHOXKECTBEHHOM MHUEIOMBI, B
Cllydae TUIEPKAJIbIIMEMUU HX JIe4eOHBIH A(PPEKT OCHOBAH Ha CIIOCOOHOCTH CBSI3BIBATH HMOHBI
KaJplusi M M30MpaTEeNIbHO 3aJCpXKUBaTh MX B KOCTSX), a TaK € IPOBEIECHUE Tepanuu
JIeKcaMeTa30HoOM B J103¢ 10 40Mmr/cyT BHYTpUBEHHO (3()(EKT OCHOBAaH HE TOJBKO HAa CHHKCHUH
IOCTYIUIEHUSI KaJlbI[Msl M3 KOCTHOM TKaHM, HO U HENOCPEICTBEHHO BO3ACUCTBYET Ha
IUIa3MaTHYECKUEe KIETKH, NpepbIBas UX MEXaHW3Mbl ayTOKPMHHOM perymauuu). B ciaydasx
TSDKEJION HEKOHTPOJIMPYEMOM TMIIEPKAIBLIMEMHUH, a TAK K€ B CIy4yac HapacTaHUs YPEMHUH Ha
¢oHe MHUEIOMHON HedpomaTUM MalUMeHTaM IPOBOJAAT CEaHChl MEPUTOHEATBHOIO JHalln3a,
yabTpaduIbTPALlMK KPOBU Ha ammapaTax tuna Prisma. B mo0om ciydae yiaydieHue COCTOSTHUS
NalUeHTa U TOJHOE YCTPaHEHHE YTpOXKAIOUIMX >KU3HU MPOSIBICHUNA MOXET ObITh JOCTHUTHYTO
TOJIbKO Ha (oHEe Hauana crenupuyeckol KOMOMHHUPOBAHHOW XMMMOTEPAllUd MHOXECTBEHHOMN
MUEJIOMBI, I03TOMY NP MOATBEPIKIECHUHU JUarHo3a nocie cTabuian3aluu COCTOSTHUS OH JI0JIKEH
OBITh IIEPEBEJCH B FEMATOJOTHYECKOE OTJCIICHHE.
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IIpuiaoxenus:

Ipuno:xkenue 1: MeToANKA BHINOJTHEHUS TPENAHOOHOIICHH.

WuctpymeHT Ui BbIodaHEeHus: Urma-Tpoakap, ToMKUHA — 3 MM, BHYTPEHHHH TUaMeETp
— 2 wmM, mmHa — 10 15cm. Ilepudepuyeckuii KoHenm Uriasl UMeeT mnogodue ¢pe3sl H
CHUpaJeBUIHOE OUepTaHue, Oyarogaps 4eMy HUria npuodpeTaeT crnocoOHOCTh MU €€ BpallleHuu
cpe3aTb KOCTHYIO TKaHb. COCTaBHBIMHU YACTSIMU WIJIBI SIBISIIOTCS MaHIPEH (CTUJIET C
3a0CTPEHHBIM KOHIIOM) KOTOPBI HECKOJBKO BBICTYHAaeT 3a CBOOOJHBIM KOHEIl UIJIbI U HMEEeT
nukooOpa3Hyo GopMy U PyKosATKa. MaHIpeH BBUHYUBAETCS B HIKHUIN KOHEI| PYKOSITKU U MPU
IPOKOJIE KOPTHUKAIBHOTO CJIOS HAJKOCTHUIBI W (UKCAIIMM WIJIBI B KOCTHOH CTPYKType
U3BJIEKAETCS U3 UIJIBI .

MaHunynsanust BBIIOJNHSETCA 10 MECTHOW aHecTe3ueill 2% pacTBOpOM HOBOKauHa WIIU
nunokanHa. [lonokeHue nanyeHTa jiexa Ha )KUBOTE UJIM CHJI Ha CTOJIE CIIMHOM K Bpayy, KOJIEHU
IpUBENEHbI K Ipyau (0OBIYHO AJisi yOOOCTBA MAlMEHTa M MPHIAHUS HYXHOW (UKCHPOBAHHOMN
O3Bl MPOCAT OOHATH MOAYIIKY, KOTOpas JIEKUT Ha KoleHsX). [Ipokon mpousBoasT B rpebeHb
MOJIB3I0IITHON KOCTH, OTCTYIUB 2—3 CM K3aJH OT €e MepeaHel BepXHel ocTu (3aaHuii 6yrop).
TexHuueckn ynoOHee TMPOKAIbIBAaTh JIEBYH MOJB3JAOIIHYI0 KOCTh. MecTo mpokona
NEe3UHPHUIUPYIOT PacTBOpPaMHU aHTHCENTHKOB. Ilepen BBeAeHHWEM HIIIBI-TpOaKapa MPOU3BOIAT
UHOQUIBTPATUBHYIO aHECTE3UIO, MOCIOWHO 00e3001MBasi KOXKY, MOAJIeKAIINe MITKAE TKaHU U
HaJKOCTHHIY. [IpOHMKHYB WIJIOW-TpOaKkapoM B MATKWME TKaHM, HANIyMbIBAIOT KOHIIOM
3a0CTPEHHOI'0 MaHApEHa MECTO KOCTH, IJ€ JO0JKEH ObITh MPOU3BENEH Mpokoi. Mriy BBOAAT B
KOCTHYIO TKaHb IOJ] HEKOTOPHIM JIaBJICHHEM BpallaTeIbHbIMU JIBUKEHUsMH. [Ipu mosBieHuun
OIIYIIEHUSI MPOYHOHN (UKCcAlMM UTIBl MaHAPEH HW3BJICKAIOT. Pa3belMHUB MaHIpPEH U PYUKY,
MOCNEAHIOI0 BHOBb HAaBMHYMBAIOT Ha WIIy, 3a(QUKCHPOBaHHYIO B KocTH. [IpousBoxs
BpalllaTeIbHO-KayaTeIbHbIe JIBIXKEHUS MO U MPOTHUB YacOBOM CTPEIKU, UIIIy C HEKOTOPBIM
YCHJIMEM BBOJST B CIIOHTMO3HOE BEIIECTBO KOCTHOM TKaHU. [Ipy 3TOM ManMeHT MOXeT OIIyIIaTh
0071 yYMEpPEeHHOI'0 XapakTepa HppaJuMpYIOIIUE MO 3aJHEH MOBEPXHOCTH HOTH CO CTOPOHBI
BBITIOJIHEHHSI  TpemaHoOuoricud (He SABJSIETCS TMPU3HAKOM  HEAQJCKBATHOW  aHECTE3UH).
[lepromuveckn BCTaBIsIE MAaHAPEH B MPOCBET HIJIBI, MPOBEPSIOT pa3Mepbl KOCTHOTO CTOJIOWKA,
HaXOJAIIerocs B Urje (1o AJIMHE OCTAoIIEHCsl CBOOOIHON YacTH MaHpEeHa, KOTopasi yIHpaeTcs
B TKaHb KOCTH, HaXOAIIEHCs B pocBeTe Uribl). [locie 3Toro BpamareabHbIM IBUKECHUEM UTTTY
u3BnekaroT. L{unuuapudeckuil CTONOMK KOCTHOW TKaHW, HAaXOMSIIEHCS B WIJE, BBITAIKUBAIOT
MaHJIpEHOM W3 IPOCBETa WUIJIbl Ha MpPEeIMETHOE CTEKJO0, a OTTyJa NepeHOoCAT B OaHKy C
(GbopMaTMHOM U OTIPABIISAIOT HA THCTOJIOTHYECKOE HccieoBanue. M3 ocraBuierocs Ha cTekie, B
UrJie ¥ Ha MaHJpEeHe KOCTHOrO MO3ra JIeNaloT Ma3KH, MOKHO JIelaTh Ma3KU-OTIIEYaTKHU CamMoro
TpenaHoOuonTara. Yamie Bcero yaaercsi BhIpe3aTh M M3BJICYb KyCOUEK KOCTHON TKaHM JUTMHOW
or 10 1o 40 Mmm

IIpnioxenne 2: MeTOANMKA BHINOJIHECHHS ACTIMPALMOHHOM OHONICHMH KOCTHOIO MO3ra.

[TyHKIMIO TPYAUHBI IO METOLY APUHKMHA NPOU3BOJIAT IpU IoMoIM urisl Kaccupckoro,
KoTopas ynoOHa u Oe3omacHa, Tak Kak HMMeEeT NpeAoXpaHUTedbHbIM muToK. [uTok-
OTPaHUYUTENb MOXKET OBITh YCTaHOBIIEH Ha TpeOyeMmyro TiIyOMHY NPOHHUKHOBEHHUS B
3aBHCUMOCTH OT TOJIIMHBI KOXKH U MOJKOXXHOW KJIETYaTKU U MPEJOXPaHIET OT MPOKoJa 3aHel
IUTACTUHKY TpyAUHBI. OpUEHTUPOBOYHAS TOJIIIMHA FPYAUHBI Y KaXKI0T0 KOHKPETHOTO MallueHTa
NpUOIM3UTENBHO paBHA TOJNIIMHE KIIOYMIBI B cpelHed Tpetu. Bo Bpems MyHKIUMH TpYIUHBI

39



OOJNBHOM JIEKUT Ha CHUHE. BBINOIHAIOT MHQUIBTPATUBHYIO AHECTE3UI0 KOXKH, MOAKOXKHON
KJIETYAaTKH, HAIKOCTHULEI 2% pacTBOPOM HOBOKaMHa WM JMJ0KauHa. IIpom3BomsaT mpoxoi
PYKOSATKH (YpOBEHBb 2 MeXpeOepbs) WM Tesa rpyauHbl (ypoBeHb 3—4 pebpa) mo cpemHei
muHud. Bo m30exaHHMe COCKaldb3bIBaHUS WIJIBI B MEXpeOephe yKa3aTelabHBIM M OOJBIINM
HaJblAMH JIEBOM PYKH (UKCUPYIOT Kpas TPyAMHBI B MECTE IMPEINojaraeMoro MpokKoisa, 3TO
IO3BOJISIET TaK K€ HATAHYTh KOXY M OOJErduTh NpoXoskieHue WUribl. [lepenusst cteHka Tena
IpyJIUHBl TOHBIIE U UMEET POBHYIO HJIHM CJErka BOTHYTYIO IIOBEPXHOCTb, Haubosee yA0OHYIO
uig nyHkuud. Kpome Toro, sra o0yiacTb KOCTHOI'O MO3Ta COIAEPXKHUT OOJbllee KOJIUYECTBO
kj1eToK. OpUEHTHPOM MONaJaHusl UIJIBI B I'yOuaTO€ BEIECTBO SIBJISETCS OUIYIIEHUE IMpoBaja,
BO3HHUKAIOILIEE B MOMEHT ITPOXOKJIEHMS HAIKOCTHULIBI. BTOpOI pU3HaK MPaBUIIBHOCTH MPOKOJIA
— (UKCUPOBAaHHOHM CTOsHHE WIJIBL. [lanmee M3BJIEKAIOT MaHApPEH M3 mpocBeTa Uribl. KocTHBIH
MO3r 3abuparor mmpunem emkoctbio 10—20 mi. Jlns obecneueHust TpeOyemMoro BaKyyma
IIPEJIBAPUTENIBHO YAOCTOBEPSAIOTCS, YTO IIINPUL] HE ITPOITYCKAeT Bo3ayxa. Ele oqHIUM pu3HakoM
IPaBUIBHOCTH BBINIOJIHEHUS MaHUITYJISLUY SIBJISETCSI BOSHUKHOBEHHE TAHYLIMX OO0l B MOMEHT
3a00pa KOCTHOIO MO3ra, YTO OOYCJIOBJIEHO CO3/1aBa€MbIM DPAa3pEKEHHEM B IOJOCTH KOCTU U
COMM)KEHUEM HaJKOCTHHMIL.

B03MOXXHO Takke NpPOBENECHUE acIUpalMi KOCTHOIO MO3ra M3 IEepeaHe M 3aJHEH OCTH
MOJIB3A0ITHON KOCTU. M0>KHO IMyHKTUPOBATh pedpa U OCTUCThIE OTPOCTKH MO3BOHKOB (yI00HEE
— 3—4-ii NOSICHUYHBIE TTO3BOHKH).

VY nerer CymecTBYET OIACHOCTh IIPOKOJIA I'PYAMHBI BBUAY €€ MEHBUIEH IUIOTHOCTH H
MHAMBUAYAJIbHBIX Pa3IU4Ui B TONIKHE KOCTH. [IoaTOMY y neTeil, 0coOOEHHO y HOBOPOXKIEHHBIX
U TPYAHBIX, NPEINOYTUTENBHO JeJIaTh MYyHKIMIO B BEPXHEH TpeTH OoJbleOeploBOil KOCTH ¢
BHYTPEHHEH CTOPOHBI TUCTAIBHOIO 3MU(pu3a OeJPEHHON KOCTU WU MSTOYHOU KOCTH.
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